0O.MN.BOJNIOCOBELb, O.€.ABATYPOB,
C.MN.KPUBOMYCTOB, 10.K.BOJIbBOT, . M.KPUBOPYK

ANOEPEHUIANIBHA OIAFTHOCTUKA
CUHAOPOMIB NOPYLWUEHb
®IBUYHOIO TA CTATEBOIO PO3BUTKY
Y OITEN

TepHoninb
TOMY
“YkpmegkHura”
2006



YOK616-007.1/.8-071.3-079.4

PeueHseHTu: — ronoeHun negiatp MO3 YkpaiHu, 3aBigyBay kadeapw neaiatpii
Ne2 KMAMO imeHi MN.J1.lWWynuka, npodecop B.B.bepexHud;
— 3asigyBad kadenpu negiaTpii Ne4 HMY imeHi O.O.boromonb-
us, NronosHun negiatp NYO3 ta M3 KMA, 4yneH-kopecnoHAEeHT
AMH Ykpainu, npodecop B.I".MatidaHHUK

BonocoBeub O.I. Ta iH.

ONOPEPEHUIANBHA OIATHOCTUKA CMHOPOMIB NMOPYLWEHb ®I3N4-
HOIO TA CTATEBOIO PO3BUTKY Y OITEN. — Tepronine: TAMY, 2006. —
354 c.

ISBN 966-673-077-4

Y MoHorpadii po3rnsiHyTo AndepeHuianbHy AiarHOCTUKY CTaHiB, WO Cyn-
POBOXYIOTHCS MOPYLUEHHAMW Di3NYHOro Ta CTaTeEBOro PO3BUTKY Y AiTen. Be-
NVKY yBary npyaineHo OCHOBHUM [iarHOCTUYHMM O3HaKaM i NocnigoBHOCTI 3ac-
TOCYyBaHHA AndepeHLianbHO-4iarHOCTUYHUX METOLIB.

KHura npusHayeHa gnsa negiatpis, ANTAYNX €HOOKPUHOIONB, FreHEeTUKIB.

YOK 616-007.1/.8-071.3-079.4

ISBN 966-673-077-4 00 O.MN. Bonocogelb Ta iH., 2006



NEPEOMOBA

Bu3sHa4eHHs1 HO30/102i4HOI HanexHocmi pi3HUX fnopyuleHb i3u4HO20 ma
cmamego20 po38UMKY € 00HIE 3 HalCKIadHiwux cydacHux oughepeHuiarb-
Ho-OlaegHoCcmu4HUX rpobrem riediampii.

Y 3anpornoHosaHili MoHoepahii Hamu 3pobreHa cripoba supiwieHHs OaHOI
rpobnemu, sUKopucmoesyro4yu cuHOpomaribHUlU Memod, wo 0o360s1s€ an2opum-
Mmizyeamu ripoyec OughepeHUuiaibHo-0iagHOCMUYHO20 PO3rii3HagaHHs Xeopobu.
Lledi memod 0obpe 3apekomeHOysas cebe 8 meduyHili npakmuui (E.A. BeHuko-
ea ma cnisaem., 1990; T.M. 3ybuk ma cnisaem., 1991). Bpaxosyr4u ocobsu-
gocmi MemoOu4YHo20 Midxody ma obmexeHul o6’em, y MoHozpaii He Hago-
0simbCcs cucmemMamus308aHi, UMpUMaHi 8 Knacu4yHoOMY Ccmusii KiiHIYHI onucu
3axeoprogaHb, WO MOBHO npedcmaesrieHi 8 crieuianbHil nimepamypi.

OcHosHa ysaza ripudineHa 8y3/108UM, Kriacmepu3yr4yum GiaeHoCMuYHUM
O3HakaMm i nocrnido8HOCMi 8UKOHaHHS AughepeHuiaribHO-0iagHOCMUYHOI rpouye-
Oypu. Ha Hawy OymKy, mabauui anzopummig dughepeHuianbHOi diaeHOCMUKU,
W0 cynposodXyome meKkcmosul 8ukiad, He 3amMiHIor4YU (io2o, 0arme MOX-
Jsiugicme cmpykmypu3ygsamu i binbw egbekmugHO 8uKopucmosysamu iHghop-
mauiro. MpupodHo, wo npornoHosaHi anzopummu OughepeHuyianbHOI GiagHoC-
MUKU He € EOUHO MOXTUBUMU.

Posymiro4u ecro ckrnadHicmb rnocmaessieHo20 3aedaHHs, asmopu He rpe-
meHOyromb Ha roeHe suceimrieHHs 0aHoi npobremu i yceidomriorome me, Wo
MOHo2pagpisi He no3basrieHa HeAOJTiKie.

Bucnosnoemo anuboky 80si4Hicmb rpoghecopy, 0-py meo. Hayk [.I". Ky-
JIUHUY, oueHmy, kaHd. med. HayK A.I. BepHUK 3a KOHCMPYKMUBHI 3ay8aKeH-
HS | O0MOBHEHHS, W0, 6€3CYMHIBHO, Mid8ULUIU YiHHICMb pobomu.

A8mopu rno3umueHo cripuliMyms 8Ci KDUMUYHI 3ay8aKeHHS i nporno3uuii,
wo cripusitomes yOOCKOHaNeHHI0 KHU2U.

AsTOpMK






YACTUHA |

ANOEPEHLUIANBbHA OIATHOCTUKA
CUHOPOMIB NOPYLUEHHA
®IBUYHOIO PO3BUTKY



[naea 1
ANOEPEHLUIAIIbHA OIATHOCTUKA CTAHIB,
o CYNPOBOOXYHTbCA CUHOAPOMOM
HU3bKOIO 3POCTY

HW3bKWI 3piCT — CMHAPOM NOPYLUEHHS (Di3MYHOro PO3BUTKY, LLIO XapaKkTepu-
3yETbCHA 3aTPUMKOIO 3POCTaHHS AOBXMHM Tina.

3anexHo Big CTyneHs BUPaXEHHSI 3aTPUMKU POCTY PO3PI3HATb HU3bKO-
pocnicTb, CybGHaHI3M i HaHi3M (KapriMKOBICTb).

CTaH pisanyHOro po3BuTKy, Npy SSKOMY OOBXMHA TiNna BigCTae Big HanexHol
He OinbLue, HixX Ha 1-2 curmn abo Bignoeigae 3HadYeHHsIM 10—25-LeHTUNbLHOro
KOpunOopy, OUIHIOKTE SIK HU3bKOPOCIICTb; 3aTpuMKa pocTy Ha 2—3 curmu abo
BiAMNOBIAHICTb i BEMNYNHKN 3HAYeHHAM 10—-3-LEeHTUNBLHOro KOpMAopY CBIiAYnUTb
npo cybHaHi3M; 3aTpuMKa pocTy BinbLu HiXX Ha 3 curMu Big HanexHoi abo pos-
TallyBaHHS il BENUYMHU HUXKYE 3-LeHTUIbHOIO KOPUAOPY XapaKTepusyeTbes AK
HaHi3M.

OundbepeHuianbHy OiarHOCTUKY CTaHIB, SKi CYyNnpPOBOAKYHOTLCA 3aTPUMKOIO
3pOCTaHHA AOBXMHU Tifla, peKOMEHAYTb NPOBOANTU 3aNeXHO Big CniBBigHO-
LUEeHHs1 AOBXMHM Tyny6a i AOBXUHYM KiHLiBOK (B. BnyHk, 1981).

1.1. AUOEPEHUIANBHA OIATHOCTUKA MPU NPOMOPLIUHIN
3ATPUMUI 3POCTAHHA AOBXWUHU TUIA

1.1.1. ANOEPEHLUIATIbHA OIATHOCTUKA MPU BHYTPILLHbLOYTPOEHIN
3ATPUMUI ®ISUNYHOIO PO3BUTKY (FNOMNNA3II NNIOQA)

lNnonnasis nnoga (CMMETpUYHa 3aTpuMKa BHYTPILULHBOYTPOOHOIro PoO3BUT-
Ky) — CUHAPOM, L0 XapaKkTepuayeTbCa NPONopLiiH1M BiocTaBaHHAM Pi3MYHOMO
pPO3BUTKY NIi0Aa Bif recTalinHOro BiKy (3HaYeHHS1 AOBXWHU | Macuy Tina HUx4Ye
nokasHukis 10-LeHTUNBHOrO KOpMaopy BigNOBIAHO OAMH 40 OL4HOrO).

BHyTpiWHbOYTpOGHA 3aTpnMKa po3BUTKY MOXe ByTK 3ymoBrieHa 6e3nivyto
Pi3HOMaHITHUX hakTopiB, HANOINbLL BAXXITMBUMMU 3 SIKUX €; TEHETUYHA CXUITBHICTD,
CrnafKoBi 3aXBOPKOBAHHS, XPOMOCOMHI aHOManii, BHYTPIiLUHbOYTPOOHI iHdeKLil
nfoga, BrfvBM ankorosnto, HapKoTUYHMX 3acobiB, HIKOTUHY, NikapCbKUX npena-
partiB, pagiauil 1 iHWWX BNAMBIB Ha OpraHiaM nnoga, NaTonoria nnayeHTn, ny-
NOBWHM, MNOPYLUEHHS iIMYHONOMYHNX B3AaEMMH MiXK OpraHiamamu nnoga i matepi,
pi3Hi 3aXBOPHOBAHHSA, NOPYLLUEHHSA XapyyBaHHs, CTPECOBI CTaHu y matepi. Aun-
depeHLuianbHy AiarHOCTUKY NPOBOAATE 3areXHOo Bi HAgBHOCTI O3HaK iHTOKCU-
Kauil, MHOXWUHHUX aHOManin Po3BUTKY.



1.1.1.1. QUOEPEHLIAJIbHA QIAFTHOCTUKA IPU I30JIbOBAHIA
rinoriA3Ii ninogA

3aTpuMKa BHYTPILLHLOYTPOOHOIrO PO3BUTKY OAUTUHU, LLO BUSBISIETLCS SIK
€4MHa O3HaKa BiAXUIEHHA Big disionoriyHoi HopMu, Moxe ByTn noB’sizaHa 3i
CMadKOBOK CXUMbHICTIO, 3yMOBIEeHa MNOPYLUEHHSAMW XapyyBaHHS, 3aXBOPIOBaH-
HAMKW MaTepi, naTtonorieto BaritHocTi Ta iH. (E.A. beHukosa, T.I". KypbaHos, 1976;
K.A. CoTtHukoBa, B.1O. bapawHes, 1982; S. Radhakrishnan et al., 1989).

1.1.1.2. JUOEPEHLIATIbHA BIAFTHOCTUKA MPY MNOELHAHHI
rinornnA3Ii MogA TA O3HAK IHTOKCUKALJIT

Ha nepwwwux etanax gndepeHuianbHO-4iarHOCTUYHOrO NpoLecy 3axBopio-
BaHb, WO XapaKTepusyTbCA MNOEAHAHHSAM BHYTPILWHbOYTPOOHOI 3aTPUMKHM
di3NYHOro po3BUTKY 3 O3HaKaMK iIHTOKCMKALT HOBOHaPOOXKEHNX iTeN, BBaXa-
I0Tb 3@ HEOOXiQHE BUKMIOYEHHS] BHYTPILLHbOYTPOOHMX iHAbeKLin. [JoMiHyBaHHS
noniMopgi3amMy 3aranbHOCOMaTUYHUX NATONOMYHUX CUHOPOMIB: IHTOKCUKALT,
XOBTSHMLUI, renaTtocnseHomMmeranii, remopariyHoro CUHAPOMY Ta iHWKWX, — A03-
BOMSE KIMiHIYHO BIAPI3HUTW BHYTPILUHBOYTPOOHI iHPEeKLUIT Bif iHLUNX MPUYKH Tino-
nnasii. BuHaTok aBnA0TL COOBOK BHYTPILLHBOYTPOOHO MepeHeceHi iHdekKLil.
OcTaTouHMI giarHo3 BHYTPILLHLOYTPOOHMX iIHADEKLi IPYHTYETHCA Ha pe3ynbTa-
Tax MiKpOCKOMiYHUX, 6akTepionorivyHmx, iMyHONOOPECLLEHTHUX, CEPONOTYHUX,
iIMyHOEPMEHTHUX, PadioiMyHOMOrYHUX OOCNIAXEHb, WO AO3BONSAOTL i4EHTU-
dikyBaTV 30yAHMK 3axBOpOBaHHS. [1pu BiACYyTHOCTI NneBHMX pe3ynbTaTiB nabo-
paTOPHOro NOLWYKY 30y4HMKIB 3aXBOPHOBAHHS | MO3UTMBHOIO KNiHIYHOro edhekTy
Bi4 NpoBeaeHOol eTioTPONHOI Tepanii y HOBOHapOLKEHUX 3 rinonnasieto nnoga
Ta CTiiKUM CMHOPOMOM iHTOKCUKALii CNiJg BUKMIOYMTU XBOPOOM 0O6MiHY peyoBuMH
(rn. 3.2.5).

1.1.1.3. QUPEPEHLIAJIbHA OIATHOCTUKA T1PU NOEL4HAHHI
rirnonnA3ii nnogA | MHOXWHHUX AHOMAJTIA PO3BUTKY

BioctaBaHHA B pO3yMOBOMY PO3BUTKY i HAABHICTb YMCINEHHUX MPUPOaXKe-
Hux Bag i (abo) aHoManin po3BUTKY AO3BONSIOTL 3aNig03pUTU CNagKoBi, XpPOMO-
COMHI Ta NPUPOLKEHI 3aXBOPIOBAHHS.

Yci gitv 3 rinonnasieto i gaHMM CMMNTOMOKOMIMSEKCOM NiasisaraTb peTesib-
HOMY MEANKO-reHeTUYHOMY 0B6CTexeHHH0. [NpoLuec KniHivYHOI andepeHuianbHol
AiarHOCTMKM NaToorin AaHOro psay BU3Ha4valoTb OCOGNMBOCTI YepenHo-nu-
LboBUX AucMopdin Ta NoegHaHb OCTaHHIX 3 BadaMu i aHOMarniamMmm po3BUTKY
iHWKX opraHiB Ta cuctem (J. Blac, 1961).



[na onTumisaii npoBeaeHHs audepeHuianbHoi AiarHOCTUKU AouinbHe BU-
AiNEeHHs TPbOX rpyn 3axBOPOBaHb, L0 XapakTepusyTbes: 1) YepenHo-nuubo-
BMMU ancmopdismMu; 2) YepenHo-nNnLboBMMU AncMopdisamMmn i aHoManisMm pos-
BUTKY ManbuiB; 3) YepenHo-nmuboBMMN UCMOPQIsSMM | aHOManisIM1 pPO3BUTKY
LUKipW.

1.1.1.3.1. QUGEPEHLIANBHA AIATHOCTUKA NMPU NOEAHAHHI MNOMNNA3Ii NNOAJA 3
YEPEMHO-NULBbOBUMU AUCMOPDIAMU

XapakTtep 4yepenHo-nuuboBux Ancmopdin — makpouedanis, “nTaxoro-

noBicTb”, “rpeubknii” Npodink, TpUroHouedanid, rpybi pucyn o6nunyys, NIocKUin

npodink, “TpuKyTHE” 06nMYYs, aHomanag M'epa-PobeHa, kopoTkmii abo ManeHb-

KWW Hic (kmpnaTtuii), “micauenogioHe” obnuyysa — Bu3Havae nepLumi etan gude-

peHuianbHOI AiarHOCTMKM CTaHiB, WO BUSBMNAOTLCS NOEAHAHHAM rinonnasii nno-

Aa 3 YepenHo-nmLboBMMU ANCMOPdISMMU.

1.1.1.3.1.1. OudbepeHuianbHa giarHoOCTUKA NpU NO€AHaHHI rinonnasii
nnoaa 3 makpouedanieto

Mpwy BinNbLIOCTI 3aXBOPIOBaHb, WO CyNnpPOBOLXKYIOTLCS MNPOMOPLiHOK npe-
HaTanbHO rinonnasieto i MHOXXMHHUMIW COMATUYHUMK ANCMopdiamMu, guckpa-
Hisl, 9K NpaBuno, nogaHa y surnagi Mikpouedanii. [locute Mana rpyna 3axeo-
ptoBaHb — cuHgpomn 1q+, S5p+, 12p+ — xapakTepusyetbca Makpouedanicto.

XBopi i3 cnHapoMoMm Sp+ Bigpi3HATLCA cneumdiyHMM NOoeAHaHHAM Mak-
pornocii i napyiansHoro nogosxeHHs 1l iV nansuis kucten i cton (M. Vowles et
al., 1984).

Y xBopwux i3 cuHgpomamm 1q+, 12p+ cnocrepiraoTbCa AesiKi 3ararnbHi 03Ha-
KW: Yoo, sike BUCTYyMae, NOMipHa rinonnasis cepeHboi YacTuUHU 06nu4yys, Bu-
COoKe MigHeBIHHS, AMCcMOopdisa BYLLHMX pakoBWH, aHOManii po3BUTKY NanbLiB, Bagu
cepud. OgHak, npu cnHgpomi 1g+ Big3Ha4yarTbLCA aHTUMOHIONOIAHUIA PO3pi3
OYHUX LWiNKH, ripcytuam, cuHgaktunia Il i lll naneuis cton, a npu cuHapomi 12p+
— BY3bKi OYHi LLiNIMHW, BUCOKI OpOBKM, NOBHI LLIOKM, BEPXHSA ryba, Wo BUCTYNae,
BMBEPHYTaA HWXHA ryba, Opaxigaktunis, 3aranbHa rinotoHia (N.R. Pratt,
D.T.D. Bulugahipitiya, 1983; V. V. Michels et al., 1984; |. Rosentnal et al., 1987;
N.L Chia et al., 1988; Sh. Tayel et al., 1989; T. Tolkendorf et al., 1989).

Makpouedaniss € xapakTepHO O3HAKOK TaKMX 3axXBOPKOBaHb, SIK aXOH4-
ponnasisi, axoHgporeHes, acqiktnudHa gucnnasia >XeHe, kamnomersiiyHa gucn-
nasisi, cuHapom PobiHoBa 1 iHLWKMX, LLIO BiAPi3HAKTLCS Big cMHApPOMIB 1g+, 5p+,
12p+ omMcnponopuiiHOK 3aTPUMKOIO 3POCTaHHSA JOBXUHU Tina.

1.1.1.3.1.2. AncpbepeHuianbHa giarHoOCTUKa Npu NoegHaHHi rinonnasii
nnopga i3 “ntaxoronosicTi0”
ToHKkuin A36060M0AIOHMIA HiC | MIKPOreHisi Hagae rofioBi XBOPUX i3 CUHAOPO-
Mamu XaTumHcoHa-[xindopaa, XannepmaHa-LWTparida-PpaHcya, Cekkens,
“NTaxoronoBol” KapAMKOBOCTI MOHPEanbCKOro TUny, nepegyacHoro CTapiHHS i
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nirMeHTHUX HEBYCIB CBOEPIAHY bopMy, L0 Haragye ntawmnHy ronosy. ®eHoTu-
MOBO Lii CMHAPOMU NOEOHYIOTb | NPOSBM eKToAepMaribHOT AUCNNAa3ii: TOHKa LLKipa,
rinoTpmxos, anoneuis, a- abo rinogoHTis, AncmMopisa 3y6iB, rinonnasis HirTis.

Mpn cungpomax XatumHcoHa-[xindopaa i XannepmaHa-LUtpanda-dpan-
Cya CrnocTepiraeTbCa 4oso, sike BUCTYNae, a npu cungpomax Cekkens, “ntaxoro-
NoBOI” KapNMKOBOCTI MOHpearnbCbKOro Tuny, nepegyacHoro cTapiHHS i nirMeHT-
HUX HEBYCIB — CNPaBXHs “NTaxoronosicTb” — 3i CKOLEHUM Yorom (cxema 1).

‘CuHgpom XaTtuymHcoHa-[xindopaa xapakTtepusyeTbCa HAsABHICTIO Y XBO-
pux 36iNbLUEHHS PO3MIpIB rOMOBMW, NEPEBAXHO 3@ PaxyHOK il MO3KOBOI YaCTUHW,
ek3odTanbmy i BUPaKeHUX eKToAepMarbHUX aHoManini (TotanbHoi anoneuii 3i
36epexeHHsIM TiNbKM MYLLKOBOro BOSIOCCS, TOHKOI, CyXOi LUKipW, Pi3KOI rinonnasii
[0 MOBHOI BiACYTHOCTI HIrTiB Ta iH.), WO Hagae XxBopoMy BUrnsd “oblimnaHoro
nTaxa”. [JiarHOCTUYHOK BUCOKO 3HAYYLLOK O3HAKOK CMHAPOMY XaT4YMHCOHa-
[bxindhopaa € paHHili CeHINbHWUIA CMHAPOM, AKUIA Nepebirae 3 po3BUTKOM KaTa-
paktu (T. Ogihara et al., 1986; M. M. Khalifa, 1989).

Y xBopux i3 cuHgpomom Xannepmana-Ltparida-PpaHcya, Ha BigMiHY Bif
XBOPMX i3 CMHOPOMOM XaTumHcoHa-[xindopaa, cnoctepiraloTbCs By3bKa rpyaHa
KniTKa 3 rinonnasoBaHMMu KnouYnyamm i pebpamu, ABOCTOPOHHIN MiKpoddTansm,
NPUPOMXeHa KaTapakTa, reTepoxpomisi abo rinonnasisa pangy>kok, MoXnusa
HasiBHICTb KONOOOMM AMCKa 30pOBOro HepBa, ONakNTHUX CKITEP i BiACYTHI 03Ha-
kv nepeg4vacHoro ctapiHHa (U.B. BaxnamoBa, ®.M. Hasaposa 1 coaBT., 1988).

XBopi i3 cuHapomom Cekkens i “nTaxoronoBoil” KapsIMKOBOCTI MOHpeasnbChb-
KOro Tuny BiApPI3HATLCA BUPaXeEHO MikpoLedanieto, He3BUYanHO BENUKMMNA,
LUMPOKO PO3CTaBEHNMUN OMYKMMMU O4MMaA. Y HUX H4aCTO CrOCTepiralTbCa aHo-
Manii ckeneta y BUrnsai kiosy, nopaosy, ckoniody, a- abo rinonnasii Xl pebd-
pa, rinonnasii NpoKCMMaribHOT YacTUHU NPOMEHEeBUX KICTOK i | nanbLiB kK1uCcTen,
Opaxi-, kniHogakTunii, BUBNXiB BENUKMUX CyrnobiB. Tun cnagkyBaHHA 4aHUX CUH-
OPOMIB — aBTOCOMHO-PeLEeCBHUI, Ha BiAMIHY Big CMHAPOMIB XaT4yMHCOHa-
Ibxindbopaa i Xannepmana-LWtpanda-PpaHcya, Wwo BUABNAOTLCA cnopagmny-
Ho (H. H. ®omeHko, E. I'. Unbuna, 1991; F. Majewski, T. Goecke, 1982). Kapau-
HanbHUM AiarHOCTUYHUM KPUTEPIEM CUHOPOMY “NTaxorosioBol” KaprMKOBOCTI
MOHpeanbcbKoro Tuny € nepegdacHe ctapiHHsa (N. A. N. Poznanski et al., 1983).

MoegHaHHsA “NTaxorofoBoOCTi” i PAHHBOrO CEHINTbHOrO CMHAPOMY CrOCTEpi-
raeTbCsl TakoX Npu cuHapomi BepHepa. OgHak y XxBopux i3 cuHgpomom BepHe-
pa, 9K NpaBuIio, HE BIiAMIYAETLCSA BHYTPILLHLOYTPOOHOI 3aTPUMKN PO3BUTKY.
BigcraBaHHS poCTy 11 03HaKM NepegqacHoOro CTapiHHA BMHUKaKOTL Y nybepTat-
Hun nepiog abo y G6inbw ctapwomy Biudi (H. Goto et al., 1981).CuHgpom nepea-
YaCHOro CTapiHHSA | MNIrMEHTHUX HEBYCIB BiAPI3HAETbCHA HAABHICTIO NIrMEHTHUX
HEeBYCiB B AiNAHLi 00nmyya i Wi y XBOpuX i3 “NTaxoronoBok” KaprMKOBICTHO
(M. Baraitser et al., 1988).

CneuundivHnin npodine 06nmnyys, 3ymoBneHnii mikpouedanieto i 436060-
noAibHMM HOCOM, LLO Haragye “NTaxorosioBiCTb”, CNOCTEPIraeTbCs NPU CUHAPO-
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max PyGiHwTenHa-Tenbi, 2q+, 4p-, 9g+, Tpucomii 22. [laHi cMHAPOMMU, Ha BIOMIHY
Bi pO3rnsiHYTUX BULLLE, BUSBISIOTLCA 63 03HaK ekToaepmarbHoi agucnnasii. B
uux BMnNagkax andepeHuianbHa giarHOCTUKa NepeBaXKHO 3arnexuTb Bifg 0cob-
NIMBOCTEN YepernHo-NnLboBUX AMCMOPIiA, aHOManin po3BUTKY NanbuiB i Baj
PO3BUTKY BHYTPILLHIX OpraHis.

CuHagpomun 2q+ i 4p- (cungpom Bonbda-XipluxopHa) Bigpi3HAOTECS HasiB-
HICTIO Y XBOPUX NMEpPEHICCs, sike BUCTYNAae, rinoTOHIT CKENeTHNX M’A3iB.

Ona cuHgpomy 2q+ xapakTepHi: Bunykne wuwkonogibHe yono, gucnna-
CTWUYHI BYLLHI PaKOBWHMU, iHOAI BY3bKi OYHI LWifIMHW, CASIOLEHWIA 4OBIMMA QOiNbTp,
BUCOKE NigHEBIHHS, pPO3LUENIIEHHSA A3MYKa i, K NMpaBuIo, BiACYTHICTb Bag
pO3BUTKY BHYTpIiWHiX opraHie (U.B. Jlypbe n coasT., 1986; I.C. MapuHuye-
Ba, B.W. MaBpunos, 1988). Y xBopux i3 cMHApoMOM 4p- CnoCTepirarnTbCcs 40-
nixouedania, kpyrne, micayenogibHe o6rmMyys, LWMpokKe MiXkOPIB’s, BENUKI BYLLHI
pakoBWHM 3 rinonmasoBaHMMN MOYKaMU i nepiaypuKyNSapHUMUK CKITagkamm, Mikpo-
reHia. XapakTepHi ypaXXeHHs o4en y Burngagi Mikpodtanbmy, eksodranbmy, Ko-
nobomun panayxku, katapaktu. Y Tux BUnagkax, Konm BUABNAOTHCA MiKpO-
dTanbMm i NpUpoaXeHa katapakta, (oeHOTUMNOBI NPOsIBU CUHAPOMY 4p- B6rn3bKi
00 cumMnToMaTukmM cuHgpomy Xannepmana-Ltpanda-®dpaHcya. MNMpu cuHgpomi
4p- 4acTo cnocTepiratoTbCA CyAOMM i BiACYTHI O3HAKM ekTogepManbHOi ancn-
naasii, Big3Ha4alTbCs PSIEKCOPHE MOSTOXKEHHS KUCTEN, KNiHOA4AKTUMIA Mi3nHLUS.
[iarHOCTUYHO 3HaYyLLMMKN O3HaKaMN CUHAPOMY BBaXKaloTb HASIBHICTb Cakparb-
HOMO CMHYCa i reMaHrioMm LUKipU. YpaXKeHHSa BHYTPILLUHIX OpraHiB xapakrepuay-
I0TbCSA Bagamu cepus, HUPOK (rinonnasieto abo KiCTO3HOW Ancnnasieto), Tpas-
HOro TPaKTy (3aranbHo Opmketo KNyOoBOI i MOPOXHBOI KALLIKK, ansiasieto XoB-
yHoro Mmixypa); (M.N. Preus et al., 1985; J.T. Martsolf et al., 1987).

HasBHicTb apaxHogakTunii (4OBrMx, TOHKMX i YacTo BepeTeHonoaibHmMX)
nanbLuiB 403BOMNSA€E BUAINUTM XBOPUX i3 cuHApomamu 9q+, Tpucomii 22.

Y XBOpuX i3 cuHgpoMom 9q+ BUABMAKTLCA Mikpogonixouedanis, onykne
4yono, A3b06onoaibHMI 3 ropboYKOM Hic, eHodTanbM, MIKPOCTOMISA, NEPEKPUT-
TSI HXKHBOT IyOM NOQOBXEHOK BEPXHLOK, OIIEKCOPHE MOJIOXKEHHS NanbLiB pyK
3 nepekputtam Il nansuyem Il i IV nanbyis, rinonnasia cigHM4HMX M’a3iB i 3a4-
HbOI rpynn M’A3iB CTEroH. IHOAI MOXe 3ycTpiYaTUCA PO3LUMPEHHS OUCTanNbHUX
danaHr | nanbuis cton (S.K. Ten et al., 1987; J.Yamamoto et al., 1988;
K. Naritomi et al., 1989).[Npu cuHgpomi 9q+, gk NpaBuso, He Big3Ha4alTbCA
Baau PO3BUTKY BHYTPILLHIX OpraHiB, Ha BiAMIHY Big TPMCOMIl 22, XapakTepHUMU
nposiBaMu sIKOT BBaXKaloTb Bafy PO3BUTKY cepusd, HUPOK, aHOreHiTanbHOT 30HU
(yacTo y Burnsgi atpesii aHanbHOro oTBOpPY, rinocnagii).

Hanbinbw yTpyaHeHa gudepeHuianbHa giarHoCTUKa CUHOPOMY TPUCOMIT
22 i3 cnHgpomom 11g+, ocobnmeo y BMNagkax OCTaHHbOro, eHOTUMNOBI Npo-
SIBU AKMX BKITOYaAOTb A3bobonoaioHui Hic (H.F. de France et al., 1984). YTpya-
HATb AnepeHLianbHy AiarHOCTUKY LUMX CUHAPOMIB AesiKi 3aranbHi (oeHoTu-
NoBi 03HaKn — Mikpouedania, po3konuHa nigHebiHHs, nepiaypuKynsapHi yTBO-
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PEHHS1, HeAOCTaTHE NPOTUCTABNEHHS BENUKMX NarnbLiB, MPUPOOKEHI Baan pos-
BUTKY BHYTPILLHIX opraHiB. OgHak s TpUCcoMii 22 naTOrHOMOHIYHUM € NOEAHaH-
HSA nNepiaypuKynsapHmX gicTyn 3 pO3KONMHOKW NigHEBIHHS.

Mpn cnHgpomi 11g+ pasom i3 po3konMHOK NigHEBIHHA YacTiwe Bigmiva-
H0TbCA NepiaypuKkynsapHi BUPOCTU, giaparmarnbHa rpuxa, atpesia aHyca; nepi-
aypUVKynsapHi icTyny vacTille noegHyTbCA 3i CMTMHHOMO3KOBOK rpuxeto. Y
XBOPUX i3 TPUCOMIEID XPOMOCOMU 22 rpuKa CMUHHOIO MO3KY NMPakTUYHO He 3yC-
TpivaeTbcs, Ha BigMiHy Big cuHgpomy 11g+ (M.B. HoBukos Ta cnisasT., 1990;
B.I. TuH3Gypr, 1991).

Cungpom PyGiHwWTEeHa-Tenbi xapakTepmnsyeTbCsl NOEAHAHHAM YepernHo-
NMUBOBUX ANCMOPQIl 3 PO3LLMPEHUMU | CNOLLEHUMN ANCTanbHUMN banaHra-
MU | nanbuiB kucten i cton. MNMpu NoBHI PeHOTUNOBIN ekcrnpecii CUHAPOMY NOro
AiarHoCTUKa He BUKNWKae yTpyAHeHb. YepenHo-nuubosi gvcmopdii Bigpi3HN-
HOTbCA OOCUTb CNeUndIiYHO CBOEPIOHICTIO — HU3bKMM YOSIOM, LLIO BUCTYNaE,
NiAHATAMW LWMPOKMMK BpoBaMu, CUHOPUN3OM, TiNEPTENOPN3IMOM OYHUX AOMNYK
3 @aHTUMOHTONOIAHUM PO3Pi30M OYHMX LLIMMH, LUMPOKOK CMNHKOK A3b060noaid-
HOro Hoca, Nneperoponka Koro 3akiH4yeTbCA HUXKYe MOro rinonnasoBaHux Kpwn,
peTporHaTieto i CyMyTHBOK FPUMAcCOL0, L0 Haragye nocMmillky. Y GinbLlocTi Bu-
nagkiB CnocTepiraeTbCa reHepaniaoBaHui rinepTpuxos. Onsa cuHapomy Py6iH-
wtenHa-Tenbi NaTOrHOMOHIYHI NOABOEHHS MUCOK HUPOK | ce4oBOAiB, rigpoype-
Tep, Baau cepugs, i a- abo rinonnasis Mo30n1cToro Tina ronosHoro Mo3ky (T.De
Tonietal., 1982; R Gultierotti et al., 1983). ¥ xBopux i3 cuHapoMom Py6iHLWITEN-
Ha-Telbi YacTo BUHMKaIOTb KenoigHi Ta HeonnacTuyHi npouecu (P.A. Siraganian
et al., 1989).

Heski asTopu (.M. Nastok 1 coarT., 1983) Big3Ha4aoThb, WO Y NEBHUX BU-
nagkax BMHUKae HeoOXiAHICTb NpoBeaeHHs AndepeHUianbHOT A4iarHOCTUKN CUH-
Apomis Py6iHwTerHa-Tenbi i Matay (BapiaHTa CHoarapc 1), BBaXxato4u BigMiTHU-
MW MOMEHTaMWN HasiBHICTb y XBOPUX i3 cMHApoMoM [laTay aedpekTiB ckanbna,
KONTI060M, OFTIEKCOPHOIO NOSTOXEHHS NanbLiB KUCTEN, HE XapaKTePHUX A5 CUH-
apomy Py6iHwTenHa-Teloi.

1.1.1.3.1.3. OndbepeHuianbHa giarHoCcTUKa Npu noegHaHHi rinonnasii
nnoga 3 “rpeubkum” npodinem o6nuyuna

MepeHiccs, sike BUCTYNae, i Hagae obnuyYo “rpeubkoro” Npodinto, xapak-
TepHe ans cuHgpomie 4p+, 6p+, 13g- (cmHapomy Opbeni), 159+, 21g-, MO3Ko-
OKO-nuueBo-ckeneTHoro (cuHgpomy COFS). [laHi cuHapomm Takox beHoTUno-
BO NOELHYE YacTe CNOCTEPEXKEHHS Y XBOPUX KOPOTKUX OYHUX LLINMH abo Mikpo-
dTanbmy (cxema 2).

lMoegHaHHs BMCOKOro abo BMMYKNOro Yosa, MiKporHaTii, LUMPOKOro KiH4YMKa
Hoca (Hic “kapTonnern”) i By3bKoi YepBOHOI 061SIMIBKM BEPXHBOI I'ybn HagarTb
06nmMyYo XBOpUX i3 cuHapomamu 4p+, 6p+, 159+, 219- gocuTb cneundivyHoro
BUrNSAAY.



14

"BHHOXILOOT 0JOHKMLOHB10LUI XMHET 19.10TIU BH BO9L90iLIA0HEL0dg 9HRg0idogXee XMHWOO0WOdX E0H.IRIT UMHhOLEBLOQ "BxLinmd]]

(modrHMd S10D)
WOdITHUO UMHLIIONO

-09IIHUIr-OHhO-0MEO A

+

‘BhhULrgo oiuichodu oiodanadl,, irsuina A nnsipdonont’
mnnaoanuu-oHuadah Bo9L3fxkTogaoduio ey ‘edouru jicewruoull ndu minLooHIelw JoHaureinHadacduly nindoluy -z ewsax)

_ +bg1 wodruuy _

41901140 ndA1xedinox
[HIIRHUIE ‘, BMIBITHOT, -
BIIOLD ‘BIIMLMBIOLIINEM
‘om¥mH segudyodon
©0A1 ¥uxdog
‘BTHOJOMIA

¥ndod Axinaeod ureg

A

HOAI JOIHXHUH
eHe0dog eHHUIDd00
‘BhhUIQ0 KIdLonnoy

+dy wodrau)
A

+d9 wodran)

A

-b1z wodruu) __

sodun ‘ndos Axinaeod

HIred ‘9100IIAD XUHIA)

ndALxedLHOY ‘@NTHUEIN
KIIMLY eI OHIINY]

A

JenArond
om ‘srridogri
adroor ‘smoroodyen
‘endpoHn))

A
yoduH ‘kridoo
Axingsod vired yodun
“0Annd pundiredie) ‘gndoo Axiuacod e
A BIMMLIBIHU)
EINOLOOdMIN ‘TeceH A

1HegoL0od
DIK ‘nHHAgoNed
THITIAE DITHOIBIA

rrxodu HHEOXAILD
mnodum ‘unugoxed
THIIAE THUAY]

+

nHugoxed HmMAd HUADY

A

OIfOh QHAIION))

<

/

|

MOIT THE0] |

A

nOA1 109HXdo8 BXEINEIrQO BHOAdOh ©)9eAd ©OOH MMhHI UMOdHI ‘B1LEHIOMIIA

A

OIfOh JINATING 10o0Ug

WIIreLPOdIIN “BOOH BIHHIID BYOOHE ‘QBLIALOME O ‘KOJTHIAO]|

\



15

Mpu cuHapomi 6p+, Ha BigMiHY Big cuHgpomis 4p+, 15q+ i 219-, Bia3Hava-
HOTbCSA MIKPOCTOMIS, MarneHbKi poToBaHi Ha3ag, BYLUHI pakOBUHK, YacTo CnocTe-
piraeTbCcsa cakpanbHUN CUHYC.

Mikpouedanis i NOBHI WOKN HagatTb PEHOTUNOBOI CXOXOCTI XBOPUM i3
cuHgpomMamum 4p+ i 15qg+. OgHak npu cMHAPOMI 4p+ BUSIBNSIKOTLCS LUMPOKI MYCTi
6poBu, YacTo cMHOPU3, MaKPOCTOMIS, 3arocTpeHe niabopinas, ske BUCTynae,
KNiIHOAAKTUAIS Mi3MHLIB, KOHTPAKTYpW BENUKUX CyrnobiB, LLO He XapaKTepHi Ans
cuHgpomy 15g+, (I'.C. MapwuHnyesa, B.W. MaBpunos, 1988). MNpn HasBHOCTI
eHopTanbMy CUHOPOM 4p+ HeoOXxigHO AndepeHuitoBaTh i3 CUHOPOMaMKN TpU-
comii 9i 9p+ (ams. rn. 1.1.3.2.2). Cungpomy 159+ Bnactnea acumeTpia obnuy-
ysi i cepeguHHa 6oposHa HMXHBLOI ryou (Schnatterly P. et al., 1984).

BigmMiTHUMK pycamu cuHapomy 21Q- € Benuki BYLUHI PakOBUHW, LUMPOKUIA
30BHILLHIA CryXOBWIN NpPOXiAd, FiNepTOHIA CKeneTHUX M’a3iB, KriHOA4aKTunis
(J.De Crouchy, C. Turleau, 1977; C.L. Richer et al., 1981).

Mpwu cuHapowmi 13g- yacTo Big3HavaeTbcsa TpuroHouedania (rn. 1.1.1.3.1.4).

Y XBOPUX i3 MO3KO-OKO-NTNLLEBO-CKENETHUM CMHAPOMOM CrnocTepiratoTbes bne-
dhapocrnasm, CKOLLEHEe YO0, BENUKI BYLUHI pakoBUHW, MikporeHis. CneumdidHo
O3HAaKO CTPYKTYpPU 0BNNYYS Y LIMX XBOPUX € MOMOXEHHS BEPXHBOI rybu, sika nepe-
KpmBae HWKHI0. KpiM Hag3BMYaiHO XxapaKTepHMX KOHTpaKTyp cyrnobiB, cnocTepi-
ratoTbCA 1 iHLLi MOPYLLUEHHSA ONMOPHO-PYXOBOI cucTtemMu: aedbopmadii xpebTa, BUBK-
X1 BeNuKnx cyrnobis, ctona “kayanka’, He3Bu4anHa nosumuia nansuis cron (Il na-
neub nepekpusae |). OgHMM i3 BUCOKOLIArHOCTUYHUX CUMMTOMIB € MOCTYMNOBUI
PO3BUTOK Kaxekcii. HanbinbLu xapakTepHUMM ypaxXeHHAMW BHYTPILLHIX OpraHiB BBa-
XaloTb areHesito MO30SIMCTOro Tifla FOIOBHOINO MO3KY | AUCreHesii HUPOK.

Ha BigmiHy Bifg ycix HaBegeHUX y gaHil rpyni CUHAPOMIB, LLIO BUABIISAKOTHCA
crnopagu4Ho, MO3KO-OKO-NNLIBO-CKENETHUI CUHAPOM yCNaaKOBYETLCH 3@ aBTO-
COMHO-PELLECMBHUM TUMOM.

Mikpouedanis, kaTapakTu, 3rmHanbHi KOHTPakTypw cyrnobiB i Kaxekcia xa-
pakTepHi Takox ans cuHapomy KokkenHa, y 3B’si3Ky 3 UMM iHOAI BUHUKAE He-
00XigHICTb AndepeHuianbHOI 4iarHOCTUKM 3 MO3KO-OKO-NULIEBO-CKESNTETHUM CUH-
apomom. OgHak y XBOpuUX i3 cuHAPOMOM KOKKeriHa npu HapomKeHHi 4oi3ndHui
PO3BMTOK BiAMNOBIAA€E rectauiiHoOMy BiKOBI, i B NOCTHaTanbHOMYy BiKOBOMY Nnepi-
Ofi cnocTepiraeTbCsi PO3BUTOK ANCNPONOPLiINHOI TINOOYJ0BM 3a paxyHOK nepe-
BaXXHOTO YKOPOYEHHSI JOBXWUHU Tynyba; KOHTpakTypu cyrnobiB i katapakra He
MatoTb MPUPOLKEHOro XapakTepy i He BiA3HaA4YaeTbCsA areHesis MO30SINCTOro
Tina (.M. Nlastok n coasT., 1983; N.B. Bytomo 1 coasT., 1988).

1.1.1.3.1.4. OQuchbepeHuianbHa giarHOCTUKa Npu NoeagHaHHI rinonnasii
nnopa 3 TpuroHouedparnicto
TpuroHouedanis cnocTepiraeTbcsi Npy cuHgpomax 7p-, 9p-,11qg-, 139g- (cun-
apomi Op6eni), C (cuHgpomi TpuroHouedanii Oniua), cMHAPOMI i30NbOBaHOI
TpuroHouedanii i HaHi3my.



16

Ons ontumisadii gudepeHuianbHOT AiarHOCTUKM aHi 3aXBOPKOBaHHSA O0-
LiNbHO pO34inuTW Ha AOBi rpynu 3anexHo Big HasiBHOCTI y XBOpUX rinonnasii
nanbuis (cxema 3).

Ons cuHgpowmis 9p-, C i TpuroHouedanii 3 HaHI3MOM He xapakTepHa rino-
nnasis nanbuis. Cxoxnmm deHOTUNOBUMUN 03HaKamu cuHapomis 9p- i C € MoH-
rofioiAHMIA PO3pPi3 OYHUX LLIMWH, NNOCKa CMMHKA KOPOTKOro HOCa, 3 BiAKPUTUMU
Brepe HisopsiMu, oBra BepxHs ryba, BUcoka 4yactota aHomarsii ornopHo-py-
XOBOI CUCTEMWU, Ba cepus.

MoMITHUMM OCOBNMBOCTAMU CMHOPOMY 9p- BBaXaKOTb MIKPOCTOMIlO, Fino-
abo annasito MOYOK BYLUHUX PaKOBWH i NOAOBXEHI NarbLli 3 ONyKNMMKW KBaapar-
HUMW HirtTamu (B.IN. AHTOHeHKo Ta cniBaBT., 1987; 1991; R.S. Younget al., 1982).

Cunpgpom C xapakTepusyeTbCa MakpOCTOMIEH, MHOXUHHUMU 3POLLEHHSIMN
MiXX cnn3oBuUMM 06ONOHKaMK ACEH i LWiK, KOHTPAKTypaMu i BUBUXaMu BENUKMX
cyrnoGis, iHOAi cuH- i (ab0) monigakTunie i aBTOCOMHO-PELIECUBHUM TUMOM
cnagkyBaHHsa (F. Oberklaid, D.M. Danks, 1975).

I3onboBaHa TpuroHoLedanis CiMenHoro xapakrepy y 4iteil 3 NocTHaTanbHOK
3aTPUMKOIO POCTY NpeacTaBnse camocTiiHnii cuHgpom (B. Say, M.J. Meyer, 1981).

lNnonnasisa nanbuiB 3ycTpivyaeTbca npu cuHapomax 7p-,11qg-13g-. Nnonna-
3is1 AucTanbHMX dpanaHr nepeBaxHo V nanbLiB xapaktepHa ansd cungpomy 11g-, a
rinonnasia | nanbuis kKUCTEW — Ana cuHgpomis 13qg-, 7p-.

YepenHo-nvuboBi gucmopdii npu cuHgpomi 11g- manocneunidHi: y xso-
pUX CnocTepiralnTbCAd MOHIOMNOIAHUIA ab0 aHTUMOHIOMOIOHUIA PO3Pi3 OYHUX
LLISIMH, LUMPOKO pO3CTaBMeHi Ou4i, LMpOKa CMUHKa KOPOTKOro Hoca, MiKpopeT-
porHarTisi, poT “kopona”. Ha BigmiHy Bif YCixX iHLUMX CMHAPOMIB 4aHOI rpynu, npu
cuHgpomi 11qg- TpuroHouedanis He CynpoOBOAXKYETLCA 3MEHLLUEHHAM PO3MIpiB
o6csary ronosu (B.I. AHTOHeHKkO Ta cniBaBT., 1991; K. Grosse et al., 1981;
W. Kuster et al., 1985; J.P. Fryns Ta et al., 1986).

CvHgpomn 130- i 7p- BiOPI3HAKTLCS BMCOKOK YacCTOTOK KPaHiOCTEHO3y,
rinonnasii | nanbLiB KNCTEN | aHOManin aHopeKTanbHOI 30HW. [INa JaHWUX CUHA-
POMIB TaKOX XapaKTepHi rinepTenopuam o4Hnx a6myk, MikporHarisi, gucmopais
HU3bKO PO3TallOBaHMX BYLUHUX pakoBuH. [Npu cuHapomi 13Q- cnoctepiratoTbes
BUMHYTE NepeHiccs, LUMPOKA CriMHKa HOCa, KOPOTKI OYHI LWiNMHK, MiKpodTanbm,
konobomu pangyxHoi 06050HKN. BucokogiarHOCTUYHUMM 3HaYYLLMMWN O3HaKa-
MW € rinonnasia | n’acTkoBoi KicTKM, Y-nodioHui cnHocTo3s V-V MACTKOBUX KiCTOK,
onirogakTunia cron. Hanmbinbl XxapakTepHMMN BagamMn PO3BUTKY BHYTPILLIHIX
opraHiB gnsi cuHgpomy 13q- BBaXatoTb Bagu pO3BUTKY cepLsi, MO3KY apUHEH-
LuedaniTm4HoI cepii, HUPOK y BUIMSAI a- abo rinoreHesii. Y xnon4ymkis natorHo-
MOHIYHMM € HasiBHICTb Pi3KOI rinonnasii 30BHILUHIX CTaTeBUX OpraHiB. Y giten i3
CUHOPOMOM 7p- Big3HA4YaeTbCs NOEQHAHHA TpUroHouedarnii 3 aHTUMOHIonoia-
HUM PO3Pi30M OYHMX LLiSMH, 3anannmM NepPeHICCAM, PO3ropHYTUMK KpUiaMmm Hoca,
onyLleHMn KyTammn poTa. MNMopyLueHHs po3BUTKY BHYTPILLHIX OpraHiB NpakTu4-
Ho oBMexeHi Bagamu cepud (T. Motegi et al., 1985; B. Roland et al., 1989).



17

"BHHOXTILOOT 0JOHKMLOHB10LU XUHET 19e10TIU BH BO9L90iLra0OHEL0dg dHegoidogxee XMHWOO0WOdX €0HIRIT UMHhOLEBLOQ "exLinmdl]

‘iureconoHoindl 1I7swana A unsiddowour
mnnaoanuu-oHuadah Bo9L3fxxTogoduio exs ‘edouru jicewruoull ndu minLooHlelw JoHareinHadacdul nindoluy ¢ ewsax)

-d; wodran)

(1rogdQ wodrruuo) -b¢ | wodrau)

A

A

eoAHE
y1eadie ‘¥ndod
Aximgeod ureg

eokHe 1€adre
“toduH ‘vnded
Axingeod ureg

A A
euodoy,, MOLOIM XHHOE I
1od ‘umedren A-AJ €0IOOHUD
nnwnLAHdogeod WUHQITOL- X ‘W)
€ OIH -101) 1090MLOK I
UHMHQITOLOLYT)) 1 K1€eImIont |

||

de ],

ko01HAdon oLAHIING

A

HOLOMN KN4Irel | KIERIIOUT |

Me |,

_ -b11 wodran) _

%

¥1doo Axrugeod ureq

A

JHere() XUHIIBLOUY KISRILION] |

(emuQ 1redonoHond
wodrHuo) O wodrHn))

A -dg wodruu)
yodun A
‘sndoo Axingeod nreqg
A pruda tHHEEXRH YoduH
‘vdoo Aximgcod nreg
HOLO BITMINeXIIrOLl A
‘BUTULNBIHUD ‘dIQOILrIAD 1LIH [Hiedreay urAuud
xuHIAdY ndA1xediHo)] ‘srnLYeronxedy
A A
NI Hugoxed XUHIMAg

BL HOOK HINEXHOI'0Q0
UINHEOEHID XIN
IIXOHHD ‘BINOLdOdMBIN

MOROW II0THLAOTIE
00® KHHOHMEe0dooH
‘KINOLOOdMTIA

A

A

BOOH BMHMIID BIOOLI ‘HULTII XUHKO £1deod HMHIIOIOIHOIN

AITI9ICBII KIERITIONT ]

A

krreononoaud 1,

]



18

TpuroHouedanist y noegHaHHi 3 MikpodTanbMom abo KOPOTKUMU OHHUMU
LWinMHamn Mmoxe cnoctepiratucs npu Tpucomii 13 (cuHgpomi MNaTtay) v iHogi npu
cvHapomi 3g+. [edekTn ckanbna, rinoTenopmsam OYHUX A0MYyK, OBOCTOPOHHI
PO3KONNHK NigHEBIHHSA | BEPXHBLOI rybun, hnekcopHe NONOXEHHS NanbLiB K1c-
TEen, NonigakTunis 403BOSIAKTh BiAPI3HNTU CMHOPOM TpucoMmii 13, a rinepTpu-

X03, CUHO(PPU3, KOPOTKMI, “Knpnatuin” Hic — cuHapom 3q+ (I.W. Jlastok u coaBrT.,
1979; 1991).

1.1.1.3.1.5. OucbepeHuianbHa giarHoCTUKa Npu NoeAHaHHi rinonnasii
nroaa 3 rpyoMumMmu pucamm oénmyusa

Mpy6i pycun 06nnyYs y gitTen i3 npeHaTanbHO rinonnasieto xapakTepHi ans
cuHgpomie KodgpiHa-Cipica, KoddiHa-Jloypi, ®piHca, MNannictepa-KinniaH,
doyHTanHa, nenpeyayHiamy (cuHgpomy [loHoxblo), Hosi-Jllakcosoi-lNosuiumro-
Boi, CeTnelca.

CyTTeBy ponb y AudbepeHLianbHii giarHOCTULi AaHUX CMHOPOMIB Bigirpa-
I0Tb 0COBNMBOCTI YepenHO-NULBOBUX AUCMOPQIiN, HAsIBHICTb FiMNOrMikeMiYHMX
npucTyni., rinonnasii nanbuis, ypaxeHHs LWKipW, rinonnasii nereHi (cxema 4).

Mpn cnHapomi nenpevayHiamy YepenHo-nmLboBi AMCMopdil XapakTepu3ay-
IOTbCSA FiNepTENOPM3MOM OYHUX SABMYK, eK30hTarbMOM, LUMPOKMM MEPEHICCAM,
LUMPOKMM KiHYMKOM i 36iNbLUEHNMM KpUaMmmn Hoca, MakpOCTOMIED, BENMUKNMMU
M’sICUCTUMK Ty6amMK | KpYMHUMM 3i 3rnagKeHUM MantoHKOM BYLUHUMW PakoBU-
Hamu (Byxamm “KaxaHa”), o HagatTb 06IMYYI0 XBOPUX CXOXKICTb 3 06NnYYsim
“paBHa” abo “gomoBoro kapnuka”. OgHieto 3 kKapanHanbHUX 4iarHOCTUYHMX O3HaK
nenpeyayHiamy € rinepiHCyriHi3M, WO 3YMOBIIOE BUHUKHEHHS TiMOrfikeMivyHmMx
cTaHiB. [1ns xBOpuX i3 rienpeyayHi3aMoM xapaKTepHi 3HA4YHO 30iNbLUEHI B pO3-
Mipax KUCTi, CTONKN, M’A30Ba rinOTOHIA, NyNKOBa, MaxBUHHI rpuxi, 36inbLUeHi Mo-
NOYHi 3anoasu, rinepTpodia knitopa y AiB4aToK i CTaTeEBOro YneHa y Xmnonyukis.
3 Yacom Big3HAYaETLCSA MOCTYNOBUN PO3BUTOK KaxeKcii. Tun cnagkyBaHHSA CUH-
apomy — aBTocoMHo-peuecusHuin (K.P. Frindlik et al., 1985).

lNnonnasia gnctanbHUX danaHr nanbuiB BiapidHse cuHapomn KoddpiHa-
Cipica, KodpdpiHa-TToypi i ®piHca.

Onsa xsopux i3 cungpomamm KodbdpiHa-Cipica, KoddiHa-JToypi, PpiHca xa-
paKTepHi BUCOKE YOr10, HiC i3 LUIMPOKMM NEPEHICCAM | BUBEPHYTUMU Briepea Hisgps-
MM, MIKPOrHaTisi, BUCOKe MigHEeBIHHS, MaKpOCTOMIsl, MOBHI ryOu, BENMKUX pO3MipiB
a3uk (.M. Nastok n coaeT., 1983; G.S. Coffin, E. Siris, 1970; M. Haspeslagh et al.,
1984; P. Peltomaki et al., 1987; J.P. Fryns, 1987; 1989). Npu cungpomax Kodbi-
Ha-Cipica i ®piHca rinonnasig guctanbHUX Biaginis nanbLiB CynpoBOAXYETLCS a-
abo rinonnasieto HirTiB, ska MakcnumanbHoO BUpaxeHa Ha V nanbusax (G.S. Coffin,
E. Siris, 1970; N. Fitch, 1988). [iadparmanbHa rpwxa y noegHaHHi 3 rpyormm
pucamu obnunyys i rinonnasieto AncranbHUX hanaHr KUCTe — KapavHanbHa fgiar-
HOCTMYHa 03Haka cuHapomy ®piHca. MNpu BigcyTHOCTI AiadparManbHOT rpuxXi
pO3MeXyBaHHS AaHNX CUHAPOMIB ABMsie COOO0H AOCUTL CKNaaHe andepeHLians-
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Ho-AiarHoCTUYHe 3aBaaHH4. MNpu cnHgpomi KoddpiHa-Cipica, Ha BigMmiHy Bif CuH-
apomy ®piHca, BiA3HaYaTbCs riNOTPUXO3 Ha BOMOCUCTIN YaCTUHI rOfOBM, ryCTi
6poBu 1 Bil (MOXNNBUIN reHeparnisoBaHWM rinepTpuxo3), rinoTenopuamMm o4HUX s6-
nyK, HWKHA ryba BuBepHyTa abo BUCTyNae, KOpoTKa rpyaHuHa, rinonnasisa auc-
TanbHUX doanaHr nanbLiB, NepeBaXkHO NanbLiB CTOM, rinonsasis HagkoniHka, rinep-
PYXMBICTb CYrno6iB, riNOTOHIA CKeneTHMX M’A3iB. Y XBopuX i3 cuHapomom PpiHca
CrnocTepiralTbCa Po3KonvHa nigHebiHHS | BEpXHbOT rybu, KopoTka BepxHs ryba,
NPUTUCHYTI A0 Yepena gucnnacTudHi Byxa, rinonnasisa gncranbHUX gananHr
nanbLiB KUCTEN, rinocnagia y Xsonyukie, Bopora MaTka y AiByaTok.

Cungpom KoddiHa-Cipica BUSIBNSIETbCA cnopaguyHo, a cuHapom PpiHca
yCnaaKoBYETbCS 3@ aBTOCOMHO-peuecuBHUM Tunom (.H. Boykosa Ta cnisasT.,
1986; Y. D. Young et al., 1986; J.P. Fryns, 1987; N. Fitch, 1988; S. Ayme et al.,
1989; J.S. Bamforth et al., 1989; R.D. Clark, M. Fenner-Gonzales, 1989;
Q.H. Qazi et al., 1990).

Cunpgpom KodbdiHa-JToypi Bigpi3HAETLCA HAsABHICTIO Yy XBOPUX HAOQOpIiBHUX
Oyr, siki BUCTYNarTb, aHTUMOHIOMNOIAHOMO PO3pidy OYHUX LUIMWH, LLUMPOKO PO3-
CTaBMeHNX OYHUX A65yK, MacMBHOro Nigdopiaas, BEMUKUX BUMHYTUX BYLUHUX
pakoBMH. TUNOBNUMMW PEHTIEHOSOTNYHMMM O3HAKaMW € CTOBLUEHI KiCTKM CKNeniH-
HSA Yyepena, po3wensieHa rpyaHnHa, By3bKi MKXpebueBi NPOMIDKKKN, YKOPOYEHI
OOBri TpyO4acTi KICTKM HUKHIX KiHLiBOK. Tun cnagkyBaHHs cuHapomy KoddiHa-
JNoypi — goMiHaHTHUI, 34enneHun 3 X-xpomocomoto (S. Gilgenkranzet al., 1988;
M. Haspeslagh et al., 1984).

CwvHaopomu MNannictepa-KinniaH, ®oyHTanHa, CeTneiica BigpisHAOTLCA ypa-
XKEHHSIM LUKIpW Y BUrNSa4i NOpyLUEHHS nirMeHTauii, po3BUTKY rpaHyibOMaTO3HNX
YTBOPEHb, HasABHOCTI atpodii i (abo) annasii wkipn. NMaTorHOMOHIYHUMYK O3Ha-
kamu cuHgpomy Mannictepa-KinniaH € rinOTOHIA ckeneTHUX M’A3iB i NopyLUeH-
HSA NirMeHTaU,ii LWKipK, L0 MOXe LMPOKO BapitoBaTU — Bif PiAKUX MASIM 3i 3HUXKE-
HOI NirMeHTauielo 4O CUMMMTOMIB, WO cnocTepiraloTbes npu incontinentia
pigmenti. IHogi nirMeHTHI aHOManii BAA€ETbLCS AiarHOCTYBaTK TiflbkK 3a JONOMO-
roto namnu Bypaa. MNMpwu kapioTunyBaHHI y XBOpKX Big3Ha4yaeTbCsd MO3aiyn3m 3a
isoxpomocomoto 12p (P. Peltomakiet al., 1987; J.F. Reynolds et al., 1987; O.W.J.
Quarrell et al., 1988; K. Chrzonowska, P. Fryns, 1989).

lNnepnirmeHTaLis WKipy XxapakTepHa Takox 4518 fnenpevayHiamy.

Y xBopux i3 cuHgpomomM PoyHTarHa, 9K i npu cuHgpomi KoddiHa-JToypi,
crnocTepiratoTbcsa onirodpeHist, rnyxoTa, CTOBLUEHHS KICTOK CKIENiHHSA Yyepena.
MpoBigHMMM AiarHOCTUYHUMM O3HaKaMu CUHAPOMY DOyHTaHa BBaXatkoTb CTOB-
LLIeHHA KIpKOBOrO LWapy KiCTOK (hanaHr nanbLiB i rpaHynbOMaTO3Hi YTBOPEHHS
WKipK B AinaHyi obnuyus i wni (J.P. Fryns, 1989).

py6i pucn 06nunyys y noegHaHHi 3 atpodieto i (abo) annasieto LWKipn cKpo-
HEeBOI AiNSAHKM rofioBu, nepiopbiTanbHOK NOBHOTO, NOABIHMM PSOOM Bill BEp-
XHbOI NOBIKM NPW BiACYTHOCTI Bill HA HUXKHIM NOBILi NATOrHOMOHIYHI ANA CUHAPO-
my Cetnenca (R.D. Clark et al., 1989).
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Mpy6i pucn obnunuya y NnoeaHaHHiI 3 BUPaXKeHOK MpeHaTarnbHO rinonna-
3ieto, MikpoLuedanieto, KOHTpakTypamu cyrnobiB, CUHOAKTUNIED, HAabPSKOM
NiALWKIPHOI XMPOBOI KNITKOBMHM, IXTIO30M, BaAaMn PO3BUTKY MO3KY i NnereHb,
HECYMICHUMMU i3 XUTTAM, cBigyaTb Npo cnHapom Hosi-Nlakcoroi-MNosmwnnoBoi.
CuHOpoM ycnaKkoBYETbCS 3a aBTOCOMHO-peLiecMBHUM TunoMm (E. Seemanova,
R. Rudolf, 1985; R. Russo et al., 1989).

"py6i prcu obnunyys i rinonnasis nanbLuiB BiA3HAYaOTbCH TaKOX MpU CUHA-
pomi LiummepmaHna-Jlambaga. OgHak Ansi OCTaHHBbOro HEe XapakTepHa npeHa-
TanbHa 3aTpumka po3suTky. CUHAPOM YCNaaKOBYETLCS 3@ aBTOCOMHO-A0MiHaH-
THUM Tunom (E.I. nbnHa n coasT., 1988).

MoegHaHHs rpybux pyuc obnunyys, rinonnasii AMcTanbHUX BiAAINiB KiHLiBOK,
CTOBLUEHHS AOMNOHHUX rpebeHiB i CTEHO3 ypeTpu ABMsSie COBOK OKPEMUIA CaMo-
cTinHmi cnHgpom (T.Y. Kagalwala et al., 1988).

1.1.1.3.1.6. OudbepeHuianbHa giarHocTUKa Npu NoegHaHHI rinonnasii
nnoaa 3 NNoCcKUM npodpinem oénuyus

CnnoweHuin npodine 06nu4ysa (Nnocke obnmnyyst) y XBopux i3 BHYTPILLHBO-
YyTPOBHOK 3aTPUMKOK PO3BUTKY 3YCTpivaeTbCs npu cuHgpomax LlenbBerepa
(uepebpo-renatopeHansHoMy cuHgpomi), Menge, 2p+, 10g+, 12p+, 18q-, 20p+,
20p-, Tpucowmii 21 (xBopobi [layHa); (cxema 5).

MoegHaHHs Bpaxi- abo Gpaximikpouedbanii, cnnoweHoro npoginto o6nuy-
yd, NSOCKOI NOTUANLi, MOHIOMOIAHOMO PO3Pi3y OYHWUX LLINIWMH, MFOCKOT CMMHKK
Hoca xapakTepHe Ans cuHgpomis Lienbserepa, 20p+, Tpucomii 21. 3a peHoTK-
NoBMMU NposiBaMu cMHAPOMU LlenbBerepa i Tpucomii 21 Takox 36nmxyoTb M's-
30Ba rinoTOHis, Bagu cepus, aHoMarlii OnopHO-PyX0BOI CUCTEMM.

HanbinbLu AiarHOCTUYHO 3HAYYLLMMK YePENHO-NMLBOBUMUN AUCMOPAISMN, LLO
BiOPI3HAOTE JaHi CMHOPOMM, BBaXaloThb: Ansi cuHApomy LlenbBerepa — BUCOKe Yor1o,
3rnagkeHi HagbpiBHI Ay, rinepTenopmnaMm O4HUX S6YK; a 411s CMHOPOMY TPUCOMIT
21 — cKOLLEHe Y0510, MOMIPHUI FiINOTENOPU3M OYHUX ABTYK, BENMKUA CKnagyacTun
A3VK, 3MEHLLEHI Y BEPTUKarNbHOMY HaNpPSAMKY BYLUHI PAKOBUHM 3 PO3LUMPEHMM 3a-
BUTKOM. [JocuTb cneuundivHi nposisu cuHapomy Tpucomii 21 — nnamm bpywidineaa
(6inactoro abo NeprmMcToro KOnbopy NAsSMU Ha MeXi cepeaHbOI | HXKHBOI TPETUHU
pangy>XHoi 060MOHKM OKa) — HE XapakTepHi ona cuHapomy Llenbserepa. Heobxia-
HO BiA3HA4MTHK, LLO NpU cMHApPOMI LlenbBerepa rinoToHis ckeneTHNX M’si3iB GinbLu
BUPaXKeHa, HXX NpY CUHAPOMI TprcoMii 21, i, K NpaBmio, NOEAHYETLCA 3i 3HUKEH-
HSIM CYXOXWUITbHWUX, CMOKTASIbHOrO | KOBTaNbHOro pedosiexkcis.

Mpwv cuHgpomi Tpucomii 21 Big3HavaTbCA HAAMMLLKOBA LUKipa Ha Lwui, rinep-
pyxnuBicTb cyrnobis, 6paxigaktunis, kniHo- i 6paximesodananria V nanbus,
nonepeyHa niHia Ha OMOHI, Bi3epyHKN Ha Benukomy nanbsui ctonu i |l nansui
KUCTIi; ons cuHapomy LlenbBerepa xapakTtepHi KOHTpaKTypu cyrnobis, kaMnTo-
pakTtunia. MNpu cuHapomi LlenbBerepa cnocTtepiraloTbCa WBUAKNA PO3BUTOK
NeYviHKOBOI HEAOCTATHOCTI | paHHil neTanbHU KiHeub.
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MaTonoroaHaTtomidyHa AudepeHLianbHa giarHoCTUKa JaHUX CUHAPOMIB HE BUK-
nuKae yTpyaHeHb i IpakTu4HO He noTpibHa. [Anga cuHopomy LlenbBerepa naTorHo-
MOHIYHOIO € HasiBHICTb 30irbLUEHOI Macu rosIoBHOrO MO3KY 3 MOPYLLEHOI CTPYKTY-
POIO 3BUBMH, MOSIKICTO3y HUPOK, renatomMeranii, 3yMOBIEHOI 30inbLLEHNMI PO3Mi-
pamu renatouuTiB, BHYTPILLHbOYAcTO4koBMM Qpibpo3omM. Cepen Baa i aHomanim
PO3BUTKY BHYTPILLHIX OpraHiB Npy CUHAPOMi TpUCOMIT 21 HaryacTile 3ycTpidatoTb-
cs1 Baam cepus (OedekT MiKLLTYHOYKOBOT Meperopoaky y noegHaHHi 3 aHomanis-
MW PO3BUTKY BEMNUKNX CyOMH, NepeacepaHO-LLITYHOUKOBA KOMYHIKaLlist); TpaBHOro
TPaKTy (CTEHO3 ABaHaALATMNANOI KALLKK); HUPOK (rinonniasia i rigpoHedpos); Mo3-
Ky (rinonnazist BepXHbOI CKPOHEBOI 3BMBUHW, YKOPOYEHHS HIXKOK i MOCTY MO3KY).

CwuHpgpom Tpucomii 21 BusiBnsetbca cnopaguyHo. CuHgpom LlenbBerepa
yCNagKOBYETbCHA 3a aBTOCOMHO-peuecBHUM Tunom (E.®. OasbigeHko, 1966;
.. Nastok, 1973; E.[1. YepcTtBon u coasT., 1975; 0.B. PegbkuH, 1981; I'.U. Na-
30Kk 1 coaBT., 1991; A.S. Rex, M.A. Preus, 1982; R.J. Kelley, 1983; M. Kch, H.
Wolf, 1985; S. Brul et al., 1988).

Pi3ke 3MeHLIEeHHS KiNbKOCTi MEPOKCUCOM, LLO MPaKTUYHO HE MatTb MOPdO-
NoriYyHMX BigMIHHOCTEN, Y KNiTUHax GionTaTy MeYiHkM NiaTBepaXye AiarHo3 —
cungpom LenbBerepa (S. Brul et al., 1988). ToTanbHa HegoCTaTHICTb NEPOKCU-
COM TaKOX CMOCTepiraeTbCsi Npy HeoHaTanbHMX dopmax xsopobu Pelidyca,
agpeHonenkoancTpodii i rinepninekonosii aumMaemii; a 3HMKEHHS AesKUX
dYHKLIN NepoKCUCOM — Npu pU3oMeniyvHiin popmi TOUKOBOT XoHApoAUcnnasii.

Mpun cuHapomi MeHae Bia3HaYalTbLCA aHanoriyHi YepenHo-NnLUbLOoBI ANC-
Mopaii. BiamiHHUMKU prcamu cungpomy MeHge € yacTkoBui anbbiHism, rinept-
puxo3 i (abo) cuHopU3, NPUPOKEHA MyX0Ta, aBTOCOMHO-AOMIHAHTHUIA TUN
cnagkyBaHHs (A.A. CtygHuumH et al., 1983).

HagaBHICTb Yy XBOPUX MOBHUX LUK, BEMUKMUX Hi34piB, XXOPCTKOro i TOBCTOrO
BOIOCCS Yy NOEAHAaHHI 3 BaOK0 cepusi A03BONAE 3pobUTH NpUNyLLEHHS LWoJo
iCHyBaHHA gynnikauii kopoTkoro nreda xpomocomu 20 (H. Chen et al., 1983).

Ona cuHgpomis 2p+, 10g+, 12p+, 18q-, 20p- XxapakrepHe NOegHaHHA Yve-
PENHO-NNLBOBUX ANCMOpPiN y BUrMsiAi BUCOKOrO i (abo) BMMYKNOro Yona i Ko-
poTkoro abo ManeHbKoro Hoca, y 3B’A3Ky 3 YAM AaHa gudepeHuianbHa giarHo-
CTuKa po3rnsaHyTa okpemo (rn. 1.1.1.3.1.9).

Mnockuii npopinb 06nnyYs Moxe BUABNATUCA Takox npu 16g+, 19g+. Oa-
HakK NPosIBU AaHNX CUHOPOMIB HE MaKTb AOCUTb OKPECIEHOI KIiHIYHOT KapTUHM.

1.1.1.3.1.7. OudpepeHuianbHa giarHoCTUKa Npu NOoegHaHHI rinonnasii
nnoaa 3 TPUKYTHO hopMolo o6nunyyA
“TpukyTHe” 06nNny4a, He3BMYaMHICTL POPMU AKOro 3ymMOBfEHA MOEOHAH-
HAM BMCOKOrO, LUMPOKOro 4oma i By3bKOi HWXXHBOI LLEenenu, xapakTepHe ans
cnHgpomie Paccena-CinbBepa, 3M-kapnunkoBocTi, HaHisMy Manibpi, a Takox
3yCTpivaeTbCcsa Npu cuHagpomax 3p- (genewii gucTanbHOI YaCcTKM KOPOTKOro nne-
ya), 169- (cxema 6).
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Ana gaHux cMHAPOMIB 3aranbHUMW YepPEenHO-NNLBOBUMU UCMOpdisMy €
@HTMMOHIONOIOHUI PO3Pi3 OYHMX LIMNH, riNnepTenopnsmM O4YHUX S0MyK, BUCOKE
nigHeObiHHS.

lMoegHaHHs Npe- i nocTHaTanbHOI 3aTPUMKK POCTY, CXYAHEHHS!, HAsABHICTb
BUMHYTUX BYLLHWUX PaAKOBWH, MiABULLEHOT THYYKOCTi cyrnobiB, BiACYTHICTbL Nopy-
LeHb MCUXOMOTOPHOT Ta IHTeNeKTyanbHOI QisfbHOCTI cBigYaTh NPO CUMHAPOMMU
Paccena-Cinbsepa i 3M-kapnvkosocTi. [pu cuHapomi Paccena-CinbBepa, Ha
BiAMiHY Big 3M-kapnunkoBOCTi, cnocTepiratoTbca ncesgorigpouedania (ysBHe
30iNbLUEHHST MO3KOBOI YaCTMHKM Yepena 3a paxyHOK rinonnasii NnMLyboBoi YacTu-
HW), Mi3HE 3aKPUTTSA TiM'AYOK, MIKPOCTOMis1, ONyLLEHI BHU3 KyTW poTa, 3aroctpe-
He niabopigasa.Y xeBopux i3 cuHagpoMom 3M-kaprnmMKOBOCTI BiA3Ha4arTbCs Ma-
CUBHWI Hic, “HapgyTi” rybu, kBagpaTtHOI hopmMu nigbopiaas, Wwo Hagae obnuyyio
BUMNAL “COKMPHOro” obnmyus. HeobxigHo Big3HaunTu, Wo npu cuHgpomi Pac-
cena-CinbBepa 4acTo 3ycTpivarTbCs KNiIHOAAKTMAIS Mi3VHLIB, 3yMOBIieHa pa-
dianbHOW AeBiauieto aguctanbHMx dananr, acumeTpia Tynyba (remirinepTpo-
is), nnaMmncTa KopernHO-MONOYHOrO KONbOopY rinepnirMeHTaLis Wkipw, Wwo He
Bnactuei cungpomy 3M-kapnukosocTi. Mpu cungpomi 3M-kapnmMkoBocCTi cnoc-
TepiralTbCA KOpoTKa wWus, “kBagpaTHi nnedi’, kpunonofibHi nonaTkuy, Wo He
3yCTpivarTbCsa y XBOpMX i3 cuHapomoM Paccena-CinbBepa. XapakrepHot 03-
Hakow cuHapomy Paccena-CinbBepa € nepegyacHuin CTaTeBUN PO3BUTOK.
BinbwicTb BUNagkie cuHapomy Paccena-CinbBepa cnopagunyHa, a cuHapom 3M-
KapIMKOBOCTI YCNaAKOBYETLCS 3a aBTOCOMHO-peLiecuBHuM Tunom (R. Tassoni
etal., 1982; L. Calisti et al., 1983; R.M. Winter ta cnisaBT., 1984; M.W. Partington,
1986; M.A. Patton, 1988; G. Thentr et al., 1988; D. Donnai et al., 1989;
M. Feldmann et al., 1989; Preece M.A. et al. 1999).

HaHiam Manibpi Biapi3HAETbCSA HASABHICTIO Y XBOPUX BUPAXEHOI FiNOTOHIi
CKeneTHMX M’s13iB, renatomMeranii, HenponopLiHO Manux po3MmipiB CyMKK nepu-
kapga (S. Simila et al., 1980).

Onsa cuHgpomie 3p- i 16g- cMMNTOMAaTUYHI TOHKA YepBOHa obnsmiBka ryo,
KOpOTKa LWKS i BiACTaBaHHA B pO3yMOBOMY pO3BUTKY. Ha BigMiHy Big cnHgpomy
16g-, y XxBOpUX i3 cMHOpOMOM 3p- crocTepiraloTbCa ManeHbka rpyaHa Kritka,
rinonnacTu4Hi cocku, BinatepaneHa cuHaakTunisa |1-V nanbyis cton i yacTo 3y-
CTpivaeTbcsa atpesia aHyca (J. C. Ramer et al., 1989).

Mpn cnHgpomi 16g- BigMivaOTbCA NI3HE 3aKPUTTSA TiM’ SYOK, HU3LKO PO3Mi-
LEHi i MPUTUCHYTI OO Yepena BYLUHI pakoBuHM, bpaxigaktunia Il i IV nanbuise
KUCTEN, BENNKNI XMBIT 3i CNabkum po3BUTKOM M’'13iB NepeaHbOoT YEPEBHOI CTiHKN
y noegHaHHi 3 kpuntopxiamoMm (H. Rivera et al., 1985; R.M. Reifen et al., 1986).

Benuknii xuBiT, 3yMOBEHNN HEAOPO3BUHEHHAM M’A3iB NepeaHbOol YepeB-
HOT CTiHKM, | KpUNTOPXi3M — XapakTepHi 03HaKkn cnHgpomy “prune belly” (kuBiT,
3MOpLLEHUI, K YyopHocnuB). OgHak, And OaHOro CMHAPOMY crneymdiyHuMu
BBaXXalOTb YepenHo-NMLboBi AncMopadii 3a Tnom obnuyys “lotrep”, aHomanii
CevoBUaINbHUX LWNAXIB i HOpManbHui kapiotun (J1.0. bagansH Ta cniBasT., 1980;
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I".N. Nastok n coasT., 1983). NoaibHi 3MiHN MOXNKMBI TaKOX NpU TPUCOMIi XPO-
mocomu 18 (M Frydman et al., 1983).

TpukyTHa popma obnu4ya BUSBISETLCHA TakoX npu cuHapomax Lepe-
weBcbkoro-TepHepa, HyHaH, LEOPARD, xapakTepHO O3HaKOK SKUX € Ha-
SIBHICTb LUMAHMX KPUITONoAiGHmx cknagok (rn. 1.1.1.3.3.4).

1.1.1.3.1.8. OndcbepeHuianbHa giarHocTUKa Npu noegHaHHI rinonnasii
nnoga 3 aHomanagom [l’epa-Po6eHa

BuparkeHa MikporeHis y noegHaHHi 3 rmoconTo30M i pO3KOMMHOW NigHEOIH-
HS € OiarHOCTMYHOK O03HaKow aHomanagy [Mepa-PobeHa, wo moxe OyTu sik
CaMOCTINHUM NPOSIBOM, TaK i OAHIEl0 3 03HaK CMHAPOMIB XaHxapTa, uepebpo-
KicTKOBO-MaHAnBynsapHoro, 11qg+, Tpucomii 18 ta iHwux (J1.U. durypeHko,
I".H. Jawkoa, 1983; C.N. Koanosa n coaBrT., 1987; S.S. Sidhu, R.N. Deshmukh,
1989). CuHapom XaHxapTa XapakTepu3yeTbCs NOEQHAHHAM MiKporeHii, a- abo
MiKpornocii, iHogi po3KonuHW NigHeOIHHA 3 BagaMu pO3BUTKY KiHLIBOK y BUrMsAi
LWKipHOI cuHaakTunii, onirodanatrii, onirogakTunii, axenpii, remimenii nepea-
nnivy4s i (aéo) rominkm (rn. 1.1.1.3.2.2).

Llepebpo-kicTkoBO-MaHOMOYNAPHUIA CUMHAPOM, Yy BUMagkax Moro nposiBy
cninbHO 3 aHomanagom [M'epa-PobeHa, Bigpi3HAETLCS Big CaMOCTIMHOIO aHo-
Managy [Mepa-PobeHa HasABHICTIO Y XBOPUX BY3bKOI, A43BOHONOAiIGHOI rpygHoi
KniTkn, aedpopmadia kol 3ymoBneHa rinonnasieto | pebep, nopyLeHHAM ckoc-
TEHIHHA MK Bi4HOI ayroto BinbLIoCTi pebep i pebepHO-XxpebToBUM 34reHyBaH-
HSAM, BiACYTHICTIO HWXHiX pebep. AHomanag Mepa-PobeHa BuHuKae cnopagny-
HO, a Lepebpo-KiCTKOBO-MaHANBYNSPHUIA CUHOPOM, iIMOBIPHO, YCNaAKOBYETLCS
3a aBTOCOMHO-goMiHaHTHUM TunoMm (K. Tachibana et al., 1980).

CwuHgpom 119+, ogHMM i3 NposiBiB siKoro moxxe 6yTn aHomanag Mepa-Po-
OeHa, xapakTepusyeTbCa HAsBHICTIO Y XBOPUX KOPOTKOrO HOCa 3 BUBEPHYTUMMU
HI3APSMK, BESNMKUX BYLLUHUX PAKOBUH 3 NepiaypuKynsapHUMU BUPOCTaMM; CUHA-
poM TpUCOMii 18 — BY3bKMX KOPOTKUX OYHUX LLINIMH, KOPOTKOI FPYAaHUHK, dorek-
COPHOro MOSIOXKEHHS NarbLiB KACTEW, CTONM “kayanka”, Ha BigMiHY Big camo-
cTinHoro aHomanagy [Mepa-PobeHa, Wo BUSBNAETLCA Y NOEAHAHHI 3 Bagamu
PO3BUTKY BHYTPILLHIX OpraHiB.

1.1.1.3.1.9. InchbepeHuianbHa giarHoCTUKa Npu NoeAHaHHI rinonnasii
nnoaa 3 KOPOTKUM abo ManeHbKUM HOCOM

IMaTonoriyHi cTaHu, 4N SKUX XapakTEePHUI KOPOTKUIA, O Mae BUMMSA “KUp-
naTtoro”, abo ManeHbKOro Hoca, 3anexHo Bi CTPYKTYpu 4vona, MOXyTb ByTu
npegcraefeHi ABomMa rpynaMu: 3 BUCOKUM YOJSIOM, Sike BUCTYNAE, i 3 By3bKUM,
CKOLLEHMM YOrIoM.

UepenHo-n1uboBi ancmMopdil, Wo cnoctepiratoTbCsl NpU 3aXBOPIOBAHHSX,
OIS AKUX XapaKTepHi BUMNYyKIe 4Yono, i KOPOTKUI Hic, K NpaBuno, NnpeacTaBrieHi
HaCTyNnHUMKU nposiBamn: 1) NOBHUMU (PO3AYTUMMW, BUMHYTUMMW, SK Y XOM'AKa)
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Lwokamu; 2) nnockum npodpinem obnuyys; 3) nnockum npodpinem obnuyys i
NMOBHUMMU LLOKaMu (cxema 7).

KopoTkuia Hic, MOBHI BUMHYTI LLLOKX NaTOrHOMOHIYHI 4518 cMHAPOMIB Binnbsam-
ca-bonpena, ®aHkoHi-lLUnesiHrepa, 3p+, 7q+. HasaBHicTb rinepkanbuiemii
Bigpi3Hse cuHapomun Binnbsamca-bonpeHa, @aHkoHi-LLnesiHrepa Big cnHgpomis
3p+, 79+, i Big cungpomy 16qg+ (E. V. Davison et al., 1984). LLnpoka BepxHs
Lernena, MiKkporeHisi, BigKpUTUIN poT i3 LULMPOKUMUK ryBamu, Kpar BEPXHbOI ryoun y
dopmi “nyka KynigoHa”, NoBHi, 4acTo 06BUCHIi LLOKM HagatTb CBOEPIAHOIO BUr-
nagy xeopum i3 cuHapomamm Binnbamca-boripeHa i @aHkoHi-LLUnesiHrepa (“Bur-
nag enbda’). HagknanaHHWin CTEHO3 aopTy | HOpManbHWIA BMICT dpocdaTiB y
KpOBIi cBigyaTb Npo cuHapoM Binnesamca-bonpera, a Bagu cepus iHLWOT noka-
nizauii i rinepcocdaremis — npo cuHapom PaHkoHi-LLUnesiHrepa. Tun cnagky-
BaHHA cuHgpomy Binnbsimca-boripeHa — aBTOCOMHO-OOMIHAHTHUI, @ CUHLPO-
My ®aHkoHi-lLnesiHrepa — aBTtocomHo-peuecusHum (M.T. Preus, 1984;
C.A. Morris et al., 1988). BigcyTHiCTb NpUpOmXeHNX Bag PO3BUTKY BHYTPILLHIX
opraHiB BigpisHse cuHapom 7q+ Big cuHgpomy 3p+. Y XBOpUX i3 CUHOPOMOM
79+ cnocTepiratoTbCs riNOTENopmM3M O4HUX A6MYyK, NOJOBXEHI OYHI LWinuHK (“‘Mur-
aanenogibHi” oui), MikporHaTis, po3konuHa nigHebiHHSA, 4OBri Bii, TOHKa YepBo-
Ha obrniamiBka ry6, rinoTOHIS CKeNneTHUX M’A3iB, HaNagn A4yxu Ta YTpyoHEHHS
npu rogyBaHHi (.M. Jlastok n coasT., 1991; M.A. Baeteman et al., 1985).

Mpu cnHgpomi 3p+ BigMivaloTbCA CBOEPIAHE BOABIIOBAHHS Yepena B CKpo-
HeBUX OiNgHKax, Wo Hagae oMy rpyLuonofioHol dopmMu, BENUKI BYLUHI pakoBU-
HW, MIKpOrHaTis, 4acTo 3yCTpiYalTbCA PO3KONUHU MiAHEBIHHA | BEpXHbOI rybu,
Bagw cepus, TpaBHOro TpakTy, cevoBuainbHoi cuctemun (J.A. Reisset al., 1986).

KopoTkuii Hic, BUNyKIie 4orno, i Nnockui npodinb ob6mny4sa xapakTepHi
ans cuHgpomis 2p+, 10g+, 18qg- (cuHapomy JlexeHa), 20p-. Mpun gaHmMx cuH-
ApoMax CnocTepiratnTbCs aHTUMOHIONOIAHMIA PO3pPi3 OYHUX WiNKUH, rinepTe-
nopu3M o4HMX 6NyK Ta BaguM po3BUTKY BHYTPILWHIX opraHiB. [pu cuHgpo-
max 2p+, 10g+, 20p- BUSBNAIOTLCA LWNPOKE MEPEHICCS | BUBEPHYTI BNepesn
Hi3gpi. CnHopom 2p+ BiApi3HAETbCS Bif iHWMX CUMHAPOMIB AaHOI rpynn Ha-
SABHICTIO Y XBOPUX JOMIXOCTEHOMENIYHOI CTaTypu, ekdodTanbMy, Makpornocir,
3aBUTKOMOAIOHOrO POCTYy BOMOCCH HA MeXi BOSIOCUCTOI YaCTUHM FOSOBN i
yorna, MiABWULLEHOI rHy4YKoCTi nansuis. MNaTorHOMOHIYHUMKW € Baau cepus,
cnmHHomo3koBi rpwxi (I.W. Jlastok n coast., 1991).MNMpn cungpomi 10g+
HanbiNbLW YacTUMN 03HaKaMM € BY3bKiCTb OUYHMX LWiNMH, MikpodTanbmMm, rino-
TOHIS CKeNeTHUX M’A3iB. XapaKTepHi YepenHo-Nu1LboBi AMCMOopdii: MikpopeT-
porHaTid, Wo MOoXe HagaBaTu 06nmMyyto XBopux “yrHyToro” npodinto, poTo-
BaHi BNepe BYLUHI pakoBUHW; NaTONOria ckerneta — aHomanii Knyuub, pe-
Oep, cKoMio3, po3xuTaHicTb CyrnobiB, ofieKkCopHe MOSIOXEHHS nanbLiB i3
NpPOoOKCUMarnbHO No3uuieto | nanbus KucTen, kniHogaktunia. Cepeg ypaxeHb
BHYTPILWHIX OpraHiB HanW4yacTilwe 3ycTpivyalTbCs Baau cepus i HUPOK
(H.F. De Frace et al., 1985; J.P. Frins et al., 1987).
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Y xBopux i3 cuHgpomoM 20p- cnocTepiratoTbCca 6nakuTHI cknepw, rinep-
nnasis siceH, 4BOCTOPOHHI NepiaypuKynapHi picTynu, 4acTo 3ycTpivyatoTbes na-
PUHroTpaxeomMansuis, CKonios, KamnTogakTusis, rmmboki cknagkm mik 1-11 nane-
yamum cton (A.M. Vianna Morgante et al., 1987; P. Kiss, M. Osztovics, 1988;
M.C. Silengo et al., 1988).

Cungpom 18Q- xapakTepusyeTbCs HasiBHICTIO Y XBOPUX peTpakuii cepen-
HbOI YacTMHM 00NNYYA, eHobTanbMy, ONyLLEHMX KYTiB poTa, 3BYXXeHHH abo aT-
pesil 30BHILLUHBOro CryxoBOro NPoxXoAy i CBOEPIAHOT (POPMU BYLUHUX PaKOBWUH
(“Byx catmpa”), nogoBXeHUX y nepeaHbo-3a4HbOMY HaMPsIMKY, 3 rnBOKO YOB-
HonoAiGHOK SIMKO | MPOTM3aBMTKa Ta NPOTUKO3ESIKa, AKi BUCTyNalTb. BigsHa-
YalTbCA NOLOBXEHI BEPXHi KiHLIBKM i BUpa)keHa rinoTOHIS CKeneTHUX M’a3iB.
[liarHocTu4YHe 3Ha4YeHHs1 MalTb 0COBMMBOCTI AepmaTorniciyHoro mMartHka
AONOHb. TnoBuUMM O3Hakamu Ans cuHapoMy 18g- € HasBHICTb MonepeYvHol
OOJTOHHOT CKNagKku, AUCTanbHOro akcianbHOro Tpupagiyca, 30inbLUeHHS KifTbKOCTI
3aBUTKIB Ha NanbLUsX. XapakTepHi ypaXeHHs 30pOBOro aHarsizaTtopa y BUrnsai
aTpodii 30pOBUX HEPBIB, KAaTapaKTu, rMaykoMu, NirMeHTHOI AereHepadii CiTKIiBKY;
Bagu cepud (O.H. Qazi et al., 1980).

KopoTkuii Hic, BUNyKne 4ono, Niiockuin npodirib 065M44s i NOBHI LOKK cno-
cTepiraloTbesa Npu cuHgpomMax 12p+ i 20p+. Y xBopux i3 cuHgpomom 12p+ Big3Ha-
YalTbCA 34aBMOBaHHS cepeHbOol TPETUMHM 06MMYYsI, BUCOKi OpOBM, BY3bKi OYHI
LLiNTMHK, MaKpOCTOMIS, POT “Kopona”, BUMHYTa BEPXHS | BUBEPHYTa HIKHSA ryba,
MIKpOreHis, LUMPOKI i KOPOTKi KUCTI Ta cTonu, Bpaxi- i kniHogakTuniga. MNpu cuHa-
pomi 20p+ cnocTtepiratoTbCA MOHIOMOIOHUIA PO3PI3 OUYHUX LLININH, XXOPCTKE rpy-
6e Bonoccs (.M. Nastok n coast., 1991; Sh. Tayel et al., 1989).

Yono, wo BUCTYyNae, KOPOTKNIA HIC 3 BUBEPHYTUMMK BRepeq Hizgpsamu, ane
6e3 NOBHKMX LUK i NNOCKoro Npodinto o6nmnyys, y noegHaHHi 3 rinepTenopu3amom
OYHUX S0MYK, ONyLWEHUMN AOHWU3Y KyTamu poTa, NPUPOMAXKEHUMU aHOManisgamMu
CeYv0BO/IB, MiKponeHicom ceigvaTb Npo cuHapom PobiHosa (T.D. Bain et al., 1986).

OundepeHuianbHa giarHoCTMKa CTaHIB, L0 XapakTepu3yTbCA HasBHICTHO Y
XBOPUX BUNYKIOro Yorma, i KOpOoTKOro Hoca y noefHaHHi 3 TpuroHouedanieto,
npeactaesneHa B. m. 1.1.1.3.1.4., a B noeAHaHHi 3 “TPUKYTHUM” 06nMY4aM — B
m. 1.1.1.3.1.7.

KopoTkuin abo ManeHbKUIn HiC y NOEAHaHHI 3 HU3bKUM, CKOLLEHUM abo BY3b-
KMM YONOM, MIKPOreHieto CnocTepiraeTbCca Npu cMHapomax Tpucomii 18 (cunHg-
pomi EgBapaca), dadio-kapaiomeniyrinn gucnnasii, Cmita-Jlemni-Oniua, Kop-
Henii ge Jlanre (Bpaxmana — ge Nawre), 19- (g41-g43), 3q+, 11q+, 17p+.

3 ornagy Ha Te, WO OfHIE 3 BU3HavanbHMX o3Hak cuHgpomie KopHenii ge
NaHre, 3g+, 17p+ € rinepTpuxos, ixHa gudepeHuiansHa giarHoCTUKa po3rnsHy-
Ta okpemo (rn. 1.1.1.3.3.3).

IOundepeHuianbHa giarHocTMka cuHApoMiB TpucoMmiil 18, dhauio-kapaiomeni-
yHoi gucnnagii, Cmita-Jlemni-Oniua, 19- (41-43), 11q+ 3Ha4yHOKO Mipoto 3ane-
XWUTb Bi HAsiBHOCTI Y XBOPOro aHomarnin po3BuTKy nanbLis (cxema 8).
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BigcyTHiCTb aHOManih po3BUTKY KUCTEN i CTON JO3BONSE BUAINUTY 3 Aa-
Horo psagy natosnorii cuHgpom 11qg+. Ona cuHgpomy 11q+ Takox, gk i Ans
cnHgpomy Cwmita-Jlemni-Oniya, xapakTepHi BUBEPHYTI BNnepea Hi3gpi, cnno-
LLieHa BepxiBka Hoca, pPO3KoNMHa nigHeBGiHHA, ane B NOeAHaHHI 3 poO3Konu-
HOM ryou, Wo He 3ycTpivyaeTbes npu cuHagpomi Cmita-Jlemni-Oniya. Y xBo-
pux i3 cuHgpomom 11q+ BiAMiYalOTbCA BENUKI BYLLHI paKOBMHW B NOEAHAHHI
3 nepiaypukynapHMMm Bupoctamu i pictynamum, aHomanii pebep, knovnyb,
aHopekTanbHOI 30HKU, naxBuHHI rpwxi (KO.B. CenesHnes, E.A. Hukonaesa,
1980; .. Jlastok n coasT., 1991).

Cungpom CwmiTta-Jlemni-Oniya Biapi3HAETLCS HAABHICTIO Y XBOPUX MOCTaK-
cianbHoi nonigaktunii i cungaktmnii ll-1ll nansuis cton. OgHak npu BiACYTHOCTI
nonigakTunii MoXxe BUHUKHYTN HEOBXIAHICTb Moro gudepeHLuianbHoi giarHoCTu-
kv i3 cungpomom Tpucomii 18. Tak, npu Tpucomii xpomocommn 18 cnocrepira-
I0TbCS ManeHbKi BYLUHI pakoOBMHU 3 anna3oBaHUMM MOYKaMK, KOpoTKa rpyaHu-
Ha, cTona-“kavanka”, Wo He xapakTepHi ans cuHgpomy Cwmita-Jllemni-Oniua, i
He Bi3Ha4YaeTbCA BUBEPHYTUX Yrepea Hi3apiB, LUMPOKOro anibBEOSIAPHOrO Kpato
BEPXHbOI Lernenu, sKi 3ycTpivaloTbCa NPakTUYHO B YCiX BUMNagKax CUHOPOMY
Cwita-Jlemni-Oniya. CuHgpom Cwmita-flemni-Oniya ycnagkoByeTbCA 3@ aBTO-
COMHO-PELECMBHMM TUMOM; CUHAPOM TpUcoMmii 18 BUABNSAETLCS CnopagnyHo
(R. Domenici et al., 1982).

By3bke 4yono, BUNHyTa NOTUNWLSA, ManeHbKi HiC Ta BYLLHI PaKOBUHU, BY3bKi
KOPOTKi OYHi LLiNTMHW, MIKPOCTOMIS, MIKpOreHis, orieKCOpHE NOSTOXEHHS NanbLiiB
Kncten, rinonnasia | nanbuiB kKuCTen, ctona-“kadanka” y noegHaHHi 3 Bagamu
PO3BUTKY BHYTPILLHIX OpraHiB beHOTUNOBO 36MXKYTb CUHOPOM TPUCOMIT 18 i
dauio-kapaiomeniyHy amcnnasito (J. De Grouchy, C. Turleau, 1977).

MoaibHMn CMMNTOMOKOMNMNIIEKC MHOXMHHMUX @HOManiv i Bag pO3BUTKY TaKoX
xapaktepHui ansa cuHgpomy boyeHa-KoHpagi. Ha BigmiHy Big Tpucomii 18, npu
cvHapoMi boyeHa-KoHpaai y xBopux Big3Ha4aeTbCcsa radkysaTa dopma Hoca,
HEeZOPO3BMHEHHS MO304Ka i He 3yCTpiYaeTbCA TakMx MaTOrHOMOHIYHMX O3HaK
Tpucomii 18, gk annasia CTyfnok NiBMicALEBMX KrnanaHiB cepus, CTOBLLEHHS Aop-
3anbHoro agpa onveu (M.K. HeasbBeab, 1979; P. Bowen, G. Conragi, 1976).
Mpun cnngpomi Tpucomii 18 Big3HavaoTbCsa cxigyactonoaibHe 3anagaHHsS Nnoo-
HUX KICTOK B OinsHUi TiM’siuKka, a- abo rinonnasig MOYoK BYLUHUX PAKOBWH, CBOE-
pigHe nonoXeHHs nanbuiB KACTI 3 HaknageHHam IV Ha lll i 1V nanbui, kKopoTka
rpygHuHa, rinonnasis | nnecHoBOI KIiCTKW, AKi He XapaKTepHi Ansa dauio-kapaio-
MeniyHol ancnnagaii i ana cungpomy boyeHa-KoHpagi. Tpucomia 18 xapakrepu-
3YETbCS LUIMPOKNUM CMEKTPOM YpPaXKeHHs BHYTPILLHIX opraHiB. HanvacTiwe 3ycT-
pivaTbCa Baau cepus y Burnaai AedekTiB neperopofok, annasii ogHiel 3i cTy-
NOK KNnanaHiB aopTu i NereHeBoOi apTepii; TpABHOrO TpakTy — y BUrAAA4i
anBepTukyny Mekkens, He3aBepLUEHOro NOBOPOTY KULIEYHUKA, eKTONil TKaHu-
HW NiLWITYHKOBOI 3ar03u; Ce4YOBOI CUCTEMU — Y BUIMISAI 3POLLLEHHS HUPOK, Noa-
BOEHHS HUPOK i cevyoBoAiB, KicTO3HOI aucnnasii Hupok (.M. Jlastok n coaBT.,
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1979; 1983; L. Mehta et al., 1986). Ha BigmiHy Big Tpucomii 18, npu dauio-
KapaiomeniyHin gucnnasii cnoctepiratoTbCA rinepnnasoBaHi MOYKM BYLLIHUX pa-
KOBWH, Me30MerivYHe YKOPOYEHHS KiHLIBOK i, IK NpaBuio, BUSABNAOTLCA TiNlbKu
Bagu cepud (J.M. Cantu et al., 1975). ®auio-kapgiomeniyHa gucnnasis i cuHg-
pom BoyeHa-KoHpagi ycnagkoByOTbCS 3a aBTOCOMHO-PELIECMBHUM TUMOM, a
CUHOPOM TpUCOMIT 18 BUABNAETLCS CnopanuyHo.

Mpw geneuii guctanbHOT YaCTUHW AOBroro nneda xpomocomu 1 cnocrepi-
ratoTbCs aHTVMOHIOMOIAHMI PO3Pi3 OYHUX LLINIMH, JOBra BEpXHs ryba 3 TOHKO
YEepBOHOK OBNIAMIBKOK Yy MOEOHaHHI 3 BpaxigakTunieto, CUHOAKTUAIE, Tino-
nrasieto HirTiB. [laTOrHOMOHIYHOK O3HaKOK Aeneuil AUCTanbHOl YaCTUHU O0B-
roro nre4va xpomocomu 1 BBaXkatoTb NOEQHAHHSA areHesii MO30sIMCTOro Tina ro-
nosHoro mo3sky i sBagu cepuga (F. A. Beemer et al., 1985).

1.1.1.3.1.10. OucbepeHuianbHa giarHoOCTUKa Npu No€AHaHHI rinonnasii
nnoga 3 “micauenogioHum” obnnyyam i cneumndciyHUM KPUKOM

MicauenogibHe obnunuysa, cneyndidHmi Nnay, LWo Haragye KoTsade HABKaH-
HS, | NpeHaTanbHa rinonnasisa € NaTorHOMOHIYHUM CUMMNTOMOKOMIIIEKCOM CUH-
apomy 5p-. [laHui CUHAPOM TaKOX XapaKTEPU3YETLCA HAsIBHICTIO Y XBOPUX MiKpPO-
uedanii, rineptenopnaMy O4YHUX SA6MYK, aHTMMOHIOMOIQHOrO PO3pPi3y OYHUX
WiNuH, enikaHTa, KOCOOKOCTI, MiKporHarii, nornepeyvHol AOMNOHHOI CKNaaku, 3a-
ranbHOI riNOTOHIT CKENETHMX M’A3iB, HU3bKOIO 3araribHOK PE3UCTEHTHICTIO opra-
Hiamy (E. Niebuhr, 1978; T. Kushnick et al., 1989).

Taki giarHOCTMYHI 03HaKK, SK “KOTSYe HABKaHHA”, “MicsuenogioHe obnuy-
4s”, riNOTOHIsA M'A3IB 3 BikOM NocTynoBo 3HuMkatoTh (I./.J1astok n coasT., 1991 ).

1.1.1.3.2. QINOEPEHUIANBHA OIATHOCTUKA NMPU NOEAHAHHI MMNOMNMA3II NNOJA 3
YEPEMHO-NMUbOBUMN OUCMOP®IAMU TA AHOMATIIAMU PO3BUTKY MAJbUIB

Bucoke giarHOCTMYHE 3HAYEHHST TakuX COMaToMOPMOSOriYHNX O3HaK 3ax-
BOPIOBaHHA, SK NMOMigakTuia, rinonnasis nanbuiB, apaxHo4akTunia, npeaetep-
MiHye Xig andepeHuianbHOI AiarHOCTUKMN.

1.1.1.3.2.1. OudpepeHuianbHa giarHoOCTUKA Npu NoegHaHHI rinonnasii
nfoaa 3 YepenHo-NnMUbOBUMU AucmopddismMu i nonigakTunicto
BuginstoTb noctakcianbHy (NonigakTunito MisuHUA) i npeakcianbHy noni-
paktunito (nonigaktunito -1V nanbuie ) (cxema 9).

MocTtakcianbHa nonigakTunisa moxe OyTn TPbOX TUNIB: TUNY A, LLIO XapakTe-
PU3YETLCA HASIBHICTIO 34rieHyBaHHA JO4ATKOBOMO narbls 3 rofoBko V m’scT-
KOBOI (MNecHOBOI) KICTKK, WO dopMye 3aranbHuin 3 V nanbLemM n’acTkoBo-ga-
naHroBui cyrno6; Tuny B, npu skomy AoOaTKOBUI Naneub 3B’dA3aHU 3 Mefi-
anbHMM kpaem ¢anaHrm V nanbuya abo V n'sscTkoBOo-hanaHroBoro
(nnecHo-thanaHrosoro) cyrnota 3a 4ONOMOror M’ aKO-TKaHUHHOT HiXXKW; Tuny M
— 3miWwaHoi dopmu nonigakTunii Tuny A i B.
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MpeakcianbHa NonigakTunia Mae YoTMpU TUNW: NOABOEHHSA | nanbysa (Tun
1), nooBoeHHSA KiHUeBOI panaHru | nanbua (Tun 2), noasoeHHA || nanbysa (Tvn
3), nonigakTunis, Wo BUABNAETLCH pa3oM i3 cuHgaktunieto (tun 4); (I.W. Jlasiok
n coasT., 1991).

MocTakcianbHa nonigakTunist xapakTepHa ans cuHgpomie Mekkens, Cmita-
Nemni-Oniya, neTanbHOI aKpOAWCreHITanbHOI KapnmMkoBocCTi, JleHua, Tpucomii
13 (cuHgpomy [Matay), Mak-K'tocuka-Kaydmana, rigponetanbHOro CUHOPOMY.

Mikpouedanisi, HM3bKe, CKOLIEHE YO0, YKOPOYEHUIN HIiC, MIKPOreHisi, Lo
cnocTepiratoTbes npu cnHgpomax Mekkens, Cmita-flemni-Oniua, Tpmucomii 13,
PEeHOTUNOBO 30NMXKYOTb AaHi CUHOPOMU 3 PO3ITISTHYTOK paHille rpyno 3ax-
BoptoBaHb (rn. 1.1.1.3.1.9).

HagaBHIiCTb NOTUANYHOT YepenHO-MO3KOBOT FPUKi B OTOYEHHI HaBedeHUX
03Hak [o3Borisie BuainuTn xsopux i cungpomom Mekkens (N.K. Ho, P. S. Seong,
1987; S. Shen-Schware, H. Dave, 1988).

[edeKkT NOTUNNYHOI KICTKM | NONigaKTUNIs € XapakTePHUM MOegHaHHAM Ta-
KOX Ong rigponeTtansHoro cungpomy. aHnin cMHAPOM BiOPI3HAETLCA Bif CUHA-
pomy Mekkens HasiBHICTIO Y XBoOpuX rigpouedanii, ocobnmBoro nopyLueHHs no-
TUAMYHOI KICTKW Yy BUMMSAi CepeanHHOro gedexTy, Wo Haragye “3amkoBy wnapy”
i noe B Jop3aribHOMY HarnpsiMKy Bif BESIMKOrO MNOTUAMYHOIO OTBOPY, @ TaKOX npe-
akcianbHOK NOMiAaKTUIIE CTON i BiACYTHICTIO nonikictody HUpokK (.M. J1astok un
coaBT., 1991). OgHaK y TUX BMNaaKax, KONu BiACYTHS NOTUNNYHA YepernHOo-Mo3-
KOBa rpuxa — BUCOKO AiarHOCTU4Ha o3Haka cuHapomy Mekkens, noro andepeH-
LianbHa giarHoCTurKa i3 cMHApPOMamMuy JaHoi rpynu, ocobnmeo i3 CUHAPOMOM TpU-
comii 13, 3HauHo yTpyaHeHa (H.M. ®omeHko, I".l. Marypsik, 1990; R.B. Lowry et
al., 1983). MNopieHOHO4YM MOPODEHOTUMNOBI O3HAKM AAHNX CUHOPOMIB, Bia3Haya-
l0Tb, LLIO Npy cMHAPOMI Mekkens pigle 3ycTpivyatoTbCA CNinbHi PO3KONUHM NigHe-
OiHHS | BEpXHbOI rybun, mikpodpTanbm, Bagu cepus, Hixx npu Tpucomii 13.

[nsa xBopwx i3 cMHAPOMOM Tpucomii 13 xapakTepHe rieKCOpHe MOMOXeH-
HS nanbLuiB, NONigakTuia MoXxe Matn byab-akuii xapakrep. MNpu cuHgpomi Mek-
Kernsi nonigakTunist HOCUTb BMHSATKOBO NOCTaKcianbHWIA XxapakTtep. [na Tpucomii
13 naTorHOMOHIYHI oBanbHi AedekTn ckanbna, enapTepianbHUii GPOHX, rete-
poTonis cenesiHku B NiALWNYHKOBY 3an03y, HAsgBHICTb AKUX CyNepeynTb giarHo-
308Bi — cuHgpom Mekkens. [Npu cuHgpomi Mekkens 4acto 3ycTpivyaeTbCcs non-
iKICTO3HEe nepepomKeHHs1 HUPOK. Ha BigMiHy Big Tprcomii 13, Wwo BUABNSAETLCS
crnopagu4Ho, cMHApoM Mekkensi ycnagkoBYETbCA 3a aBTOCOMHO-PELECMBHUM
Tvnom (I.W. JTasok n coasT., 1983; S.A. Tharapel et al., 1986; N.K. Ho,
P.S. Seong, 1987; N. Naor et al., 1987).

Mpwn gocTaTHiv KNiHIYKHIA ekcnpecii giarHocTuka cuHgpomy Cmita-lNemni-On-
ila He Mae yTpyaHeHb. Y xBopux i3 cuHgpomoMm Cwmita-flemni-Oniya cnocTtepi-
raeTbCsl CTiVike GIIIOBaHHS LIEHTpanbHOro reHeady abo noB’si3aHe 3 NinopoCcTEHO-
30M, LUMPOKUIA anbBEONSIPHUIA Kpal BEPXHbOI Lenenu, BUCOKe NigHEBIHHA 3
MOXITMBO PO3KOSNMHOIO MOro; oIIEKCOPHE NOMNOXEHHS KUCTEN 3 HE3BUYHUM Ha-
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knageHHam Il nanbua Ha lll, sk npaBuno, wkipHa cuHgakTunia Il i Il nansuis
CTOM, NocTakcianbHa nonigakTunis kucten Ta (abo) cton. XapakTepHi Bagu pos-
BUTKY MO3KY (a-, rinoreHesis MO305MCTOro Tina, Yeps’sika MO304Ka), ce40oBU-
JinbHOI cncTemum (a-, rinonnasia, KICTo3Ha gucnnasis HUPOK, rigpoHedpos, rigpo-
ypeTep Ta iH.), rinonnasia cTaTeBoro YrieHa, Bagn po3BUTKY Cepus i KpynMHUX
cyauH, atpesisa aHyca (E.A. BeHukoBa un coasT., 1993; K. Patterson et al., 1983;
P.R. Scarbrough et al., 1986).

MopibHi dheHOTMNOoBI 3MiHWM XapakTepHi TakoX AN netanbHOI akpoaucre-
HiTanbHOI KapnMKoBOCTI. Ha BiamiHy Big cuHapomy Cwmita-Jlemni-Oniua, npw ne-
TanbHi aKpOAMUCTEHITanbHIN KaprMKOBOCTI COCTepiratoTbes bicekcyanbHa Oy-
[oBa cTaTeBUX OpraHiB, Me3oMeriyHe YKOPOUEHHS KiHLiBOK, KpaHiOCTEHO3, ro-
TU4YHe nigHebiHHA, V-nogibHa BepxHa ryba, MiKpornocis, rinonnasis rrnoTku,
rinepnnasia HagHWUPKOBWMX 3aro3 i rinonnasis ocTpiBLEBOro anapara nigLwnyH-
koBoi 3ano3u (M.L. Merrer et al., 1988). Ha gymky O.A. BeHikoBoi Ta cnisas-
TopiB (1993), cnHapom Cwmita-llemni-Oniua i neTanbHa OUCreHiTanbHa Kapnm-
KOBICTb s1BNstOTb COBOK0 NPOSIBU OAHOIO 3aXBOPIHOBAHHA Pi3HOTO CTYMEHS TSX-
kocTi. R.B. Lowry (1983) BBaxae, W0 iCHyl0Tb OG’EKTUBHI YTPYAHEHHS Npw
andpepeHuianeHin giarHoctuui cungpomis Mekkens i Cmita-Ilemni-Oniua, Bu-
PiLLEHHA AKX MOXIMBO TifNIbKM 3a JaHUMU FiCTONOMNYHOro JOCHIOKEHHSA HUPOK.

MocTakcianbHa nonigakTunis, CMHOAKTUAIA NanbuiB CTON Yy NOEAHAHHI 3
MiKpopTanbMoM, By3bKUM OOBIMM OOMMYYSIM, MOXKIMBOK PO3KOSMHOKO NigHe-
OiHHA, YaCTKOBOK aflOHTIED, raMapTPoOMaMn A3uKa, BENMKMMN BYLLUHUMU pako-
BMHAMM Y XBOPMX 3 BagaMun po3BUTKY Cepus, HUPOK, KULLEYHMKA, KpUNTOPXi3-
MOM cBig4aTb Npo cuHapom JleHua. [ns gaHoro CMHAPOMY TaKOX XapaKTepHi
acTeHi4yHa cTaTypa, aHoManii ckeneta y BUrnsgi rinonnasii knwo4myb, nonepe-
KOBOro nopaosy, kidbockoniody. Tun cnagkyBaHHS cuHApoMmy JleHua — peuecus-
HUR, 34enneHun 3 X-xpomocomoto (I".W. Jlastok n coaBT., 1983).

lMocTakcianbHa NONICUHOAKTUITIA CTON Y AiBYATOK Y NOEQHAHHI 3 rigpomeT-
pokonbnocom BigpisHse cuHgpom Mak-K'tocunka-Kaydmana, sskuin ycnagkoByeTb-
cs 3a aBTOCOMHO-pelecnBHuM Tunom (J.D. Vince , N.J. Martin, 1989).

MocTakcianbHa nonigakTunis i rinonnasisa nnoga MoXyTb crnocTepiratucs
TakoX npu cuHgpomi PybGiHwTenHa-Tenbi (rn. 1.1.1.3.1.2).

MpeakcianbHa nonigakTunia suasndeTbca npu cungpomax C, VATER, Ka-
Tena-MaH3ke, rigponeTtanbHOMy CUHOPOMI, 4q+, 4p+, Tpucomii 13.

MpeakcianbHa nonigakTunia | TMNy xapakTepHa Ans rigponetanbHOro CUH-
apomy, cuHapomis 4q+, 4p+. na rigponetanbHOro CUHAPOMY NaTOrHOMOHIM-
HMM € NoeaHaHHSA nNpeakcianbHOI i MOCTaKcianbHOI NonigakTUnii KNCTen, Ha-
ABHICTb Y XBOPUX rigpouedanii, cepeguHHOro geekTy NnoTUINYHOI KiCTKK, Npu-
pOLKEHUX Bad PO3BUTKY cepus, fnereHb, KAWeYHUKa. Tun cnagkyBaHHA —
aBTocOMHo-peuecuBHun (.M. lastok n coasT., 1991).

Y XBOpUX i3 CUHOPOMOM 4Q+ BiAMIYaOTLCSA MiNepTenopuam o4HUX A0nykK,
BY3bKi OYHi LiNNHN, aHTUMOHIOMNOIOHUI PO3Pi3 OYHMX LUiNWH, BEMNWKI BYLUHI pa-
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KOBWHM, MiKpPOrHaTisi, rinoTOHIA CKeneTHMUX M’'s13iB, Baau cepus i Hupok (T. Kadotani
et al., 1981); ana xBopux i3 CMHOPOMOM 4p+ XapakTepHe NepeHiccs, sike BUCTY-
nae (rn. 1.1.1.3.1.3).

MpeakcianeHa nonigaktunis Il Tuny 3ycTpiyaetbes npu cnHgpomax Karte-
na-MaHske, 4g+. Cungpom Katena-MaH3ke Bigpi3HAETLCS HAsIBHICTHO Pi3KO BU-
pa)xeHoi MikporHarii, apkonogibHoro nigHebiHHA, BOPOHKONOAIGHOI rpyAHOi
KniTkn, BinatepaneHoi gynnikauii AMcTanbHuX panaHr BkasdiBHUX nanbLiB, KiHO-
Aaktunil V nansuis kucten. MNpu cnHapomi 49+ — noasBoeHHsA |l nanbus cynpo-
BOOKY€ETbCA rinonnasieto | nanbysa kucti (E.T. Thompson et al., 1986).

MNpeakcianbHa nonigakTunia IV Tuny moxe 3ycTtpivyaTuca npy cuHapomax
C (rn. 1.1.1.3.1.4), acouiauii VATER (rn. 1.1.1.3.2.2) i peskux iHwmx.

Y xBopux i3 cMHaApomMoM Tpucomii 13 npeakcianbHa nonigakTunida, sk npa-
BMIO, MOEOHYETLCS 3 NMOCTaKCianbHO NOMIgAKTUITIEID | XapakTepHUMMK vepen-
HO-JTMLIbOBUMU OUCMOPISMU.

1.1.1.3.2.2. OudpepeHuianbHa giarHoOCTUKA NpU NOeAHaHHI rinonnasii
nnoaa 3 YepenHo-NnMuLOBUMU aucMopddiamum i rinonnasieto nanbuiB
3axBOpPIOBaHHS, WO XapakTepuayTbCs BHYTPILUHbOYTPOBHOK 3aTPUMKOKO
pO3BUTKY, BaJaMn pO3BUTKY BHYTPILLHIX OpraHis, poO3yMOBOIO BigCTasicTHO i No-
€QHaHHAM YepenHo-NMLbOBNX AMCMOPQin 3 rinonnasieto nanbuis, 3anexHo Big
XapakTepy rinonnasii nanbLis, MOXyTb OyT¥ YMOBHO pPO3MNoAineHi Ha Tpu rpynu:
1) 3 rinonnagzieto BCiX nanbuiB; 2) 3 rinonnasieto TiNbkU AUCTanbHUX anaHr
nanbyis i (abo) Hirtie; 3) 3 rinonnasieto | nanbysa (cxema 10).

lNnonnasis Bcix nanbLiB KiHLIBOK (KiHLIBKM) y BUrAsa4i onirodanatrii, oni-
rogakTunii, YacTkoBOI ab0 TOTanbHOI axewnpii CNoCTepiraeTbCs NPy CUHOPOMAax
arnocii-agaktunii (rinornocii-rinogaktunii), Yapni, eHuedanopeTuHanbHoi guc-
nnasii (cuHgpomi Kpayse-Pise), NonaHaga, Mebiyca.

CwvHgpomu lMonarnpaa i Mebiyca xapaktepusyoTbCs OAHOBIMHUM ypaXeH-
HAM ManbLiB KUCTi Ta BENUKOro rpyaHOro M’sda. YpaxkeHHs nanbuiB y BUrnsai
onirodpanadHrii, onirogaktunii nepesaxHo |-V nanbuiB i cMHaakTunii abo ekT-
poaakTunii NoeaHyoTbES 3 a- (abo) rinonnasieto rpyAHMHHO-pebepHOi YaCcTUHN
BENUKOro rpyaHOro M’s3a i rinonnasieto MosnoyHoi 3anosu (I./. Jlastok 1 coasT.,
1983).

MpupomkeHe Henporpecytode ypaxeHHs sgep VIi VI nap yepenHo-mo3sko-
BUX HepPBIB Bigpi3Hsie cnHapom Mebiyca Big cuHapomy MNonaHaa (I.C. MapuHu-
yeBa, B.W. NaBpunos, 1988).

bBinatepanbHe ypaxeHHs nanbLiB KUCTEN | CTON CNOCTEPIraeTbCa NPy CUH-
apomax arnocii-agaktunii, Yapni Ta eHueanopeTuHanbHii gucnnasii.

[lns xBopux i3 CUHOPOMOM arnocii-agakTunii NnaTOrHOMOHIYHA HasIBHICTb a-
(abo) rinornocii. Y mexax 4aHoro CMHAPOMY PO3Pi3HSThL M'SATb MOro BapiaHTIB:
rinormnocito i agakTunito; rinornocito, rinogakTunito i rinomMenito; A3MKoBO-NiaHe-
BiHHMI aHKINO3, rinornocito i a- (abo) rinogakTUnio; NAaTonorito By34e4ku A3unKa,
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rinornocito i a- (abo) rinogakTunito; MiKporeHito, rinornocito i a- (abo) rinogakTu-
nito, rinomenito (cMHapomMm XaHxapTta). [ns cuHgpomy arnocii-agaktunii Takox
XapakTepHa cuvHaakTunia. [NnogakTunis 3 BUpaXeHOoK MikporeHieto, ane 6e3
rinornocii, cBig4MTb Npo cnHgpom Yapni. Tun cnagkyBaHHA aHUX CUHOPOMIB —
aBTocOMHoO-peuecuBHuiA(J.F.Schuhl,1986).

Mpy eHuedanopeTnHanbHin ancnnasii BUABNATbLCA gonixouedanis, aHo-
Manii oyen (MikpodTaneMm, eHopTanbM, 0OAHOBIMHUI NTO3, Koroboma parayx-
KW, BigllapyBaHHS CITKIBKM), XeWrorHatonanartocxmsunc, aedektn 3MmKaHHA
HepBOBOiI TPYOKN. MaTOrHOMOHIYHE ypaXkeHHs! LIeHTpanbHOIi HEPBOBOI CUCTEMMU
Yy BUIMSIAi MO30YKOBOI aTakcii, enifienTUYHNX, Mannx actTaTUYHMX Hanagie, M’s-
30BOI rinoToHil. EHuedanopeTnHanbHa gucnnasis 3s’s3aHa 3 aBTOCOMHO-[0-
MiHaHTHUM reHom (J1.0. BapgansH Ta cniBasT., 1980).

OnirogakTunis Moxe BUSBNATUCA TaKOX Npu cuHapoMi KopHenii ge JlaHre
(rn. 1.1.1.3.3.3).

A- abo rinonnasis gucrtanbHMx danaHr i (abo) HirtiB xapakTepHi onst CMHA-
pomiB ®piHca, KoddiHa-Jloypi, KoddiHa-Cipica, Tpucomii 9, 9p+ (cuHapomy
Petope), 10p+, 11g-. HagaBHicTb y XBopux rpybux puc obnuyys Jossonsie
Bigpi3HUTN cuHapomm PpiHca, Koddina-JToypi, KoddiHa-Cipica Big iHLWKX 3ax-
BoptoBaHb gaHoi rpynu (rm. 1.1.1.3.1.5). [lnsa cuHgpomis Tpucomii 9 i 9p+ xa-
paKTepHi CBOEPIOHI YepenHOo-NMLUbOBI AUCMOPIi: LLMPOKO pO3CTaBNEHiI i rMmnbo-
KO nocagxeHi o4Hi abnyka, LUMPOKMI, OKPYINNIA KiHYMK HOCa (Hic “kapTonnetn”),
BENWKi OKPYTIi | BUMHYTI BYLLUHI pakoBMHK, ONYLLIEHi KyTU poTa i MikporeHis. Of-
HaK y XBOpWX i3 Tpucomieo 9 cnocTepiratoTbes gonixouedanis (4onixoMikpo-
uedanis), MOHronoigHUIN Po3pi3 KOPOTKMX OYHUX LLISMH, NEPEKPUTTHA HMKHBOT
ryou BepXHbO, KOHTPAKTYpu BENUKNx cyrnobie. Mpu cuHapomi 9p+ Big3Hava-
toTbCa Gpaxi-, bpaximikpouedanis, aHTUMOHIONOIOHUIA PO3Pi3 OYHUX LUIMNH,
YKOPOUYEHHS BEPXHBOI ryOU, MOXIMBI TAaKOX rinepTpuxos, nasiMmucTa nirmeHTa-
Ljis KaBOBO-MOJIO4HOMO KOMbOopY i po3wmnpenHs | nanbuis cton. Bagu po3sButky
BHYTPILLHIX OpraHiB Npu CUHAPOMi TPUCOMIT 9 MHOXMHHI | HECYMICHI 3 XUTTAM.
HarnyacTiwe 3ycTpivaoTbca TshKKi KOMBIHOBaHI Baay cepus: 4edeKTn MiKLLY-
HOYKOBOI NEPEropoOAKN Y NOEAHAHHI 3 aHOMAriIMU PO3BUTKY BESTMKUX CYOWH,
XapaKTepHO NePCUCTYBAHHS NiBOT BEPXHbOI NOPOXKHUCTOT BEHU; BaAWN PO3BUTKY
HUPOK Y BUIMAAi KICTO3HOI Avucnnasii, a- (abo) rinonnasii; ypaxxeHHs ronoBHOro
MO3KY. Y XBOpuX i3 cMHapoMOM 9p+ cnocTepiraoTbCa NPUPOAXKEHI Bagu cepust
i CyMiCHIi 3 XXMTTAAM aHoMarlii po3BUTKY HUPOK, cevoBuAainbHux wnsxie (M.4. Jo-
pocbeeBa u coasT., 1984; R.S. Young et al., 1982; G. Wilson et al., 1985; T.
Mattina Ta cniBaBT., 1987).

Y xBopux i3 cuHgpomom 10p+ YyepenHO-NUUBLOBI AUCMOpPdIT MaTb AeAKY
CXOXICTb i3 mposiBamu Tpucomii 9 (gonixo-, gonixomikpouedarnisi, MacMBHUI Hic,
BENWKI BYLLIHIi PAKOBUHW, MIKPOreHisi, YaCTO MOHIOMOIOHNI PO3pPi3 OYHUX LLISTMH),
ane, Ha BiAMiHy Bif, OCTaHHbOI, ANs AAHOr0 CUHAPOMY He XapaKkTepHi eHom-
TanbM, OKpYrinin KiHink Hoca. Mpu cuHgpomi 10p+ BiA3HaYaOTLCS TaKOX TOHKA
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YyepBOHa obnsmiBka ryb (“4epenaluaymm pot”), XenorHaTonanaTocxmaunce, KniHo-
Jaktunisa V nanbels, KaMnTogakTunis. XapakTepHi Baan po3BUTKY HAPOK i cepus
(M. Nastok n coasT., 1991).

Cungpom 11Q- Bigpi3HAETbCA HASABHICTIO Y XBOPUX TpuroHouedanii. Mo-
€QHaHHA MigHATOro KiHYMKa Hoca, MIKPOCTOMIT, ManeHbKnX BYLLUHUX PakoBUH 3
nepeBaXkHOIO rinonnasieto V nanbLiB KUCTEN, (PEKCOPHUM MONOXEHHAM narbLiB
PYK, WO XapakTepusyeTbcs HaknageHHam | i V nansuis Ha Il i IV, go3sonse
NpUNYCTUTN HasIBHICTb AAHOro CUMHOPOMY i NMpW BiACYTHOCTI TpuroHouedanii
(rn.1.1.1.3.1.4).

lNnonnasis | nanbusa KACTEN € OCUTb XapaKTEPHOK 03HAKOK CUHAPOMIB
Cekkens, naHumToneHii ®aHkoHi, bannepa-xeponbaa, TAR, acouiauil VATER,
4q+, 7p-, 13g-, Tpucomii 18, 22. Cepepf, 3axBOpOBaHb JaHOI rPynu HanyacTiwe
3yCTpivYaeTbCcs cMHAPOM TpucoMmil 18, AiarHOCTUYHUMK NPOSBaAMM SIKOTO € A0Ni-
xouedaniqa, By3bke 4oro, NoTUNuLUs, sika HaBucae, ManeHbKUn Hic, rinonnasis
MOYKM BYLLUHOI PakOBUHW, MIKPOCTOMIs, KOPOTKa rPyAHUHA, pbrekcopHe nosno-
XXEHHS nanbLiB KUCTEN, cTona “kavarka”, MHOXUHHI Baiy PO3BUTKY BHYTPILLIHIX
opraHis (rn. 1.1.1.3.1.9).

HasBHicTb A3b060n0aibHOro Hoca, Wo Hagae npodinesi XBOPUX BUrNSAY
NTaxoronoBOCTi, BigpidHAOTb cuHapomn Cekkens i Tpucomii 22 (rmn. 1.1.1.3.1.2),
a TpuroHouedanis — cuHgpomm 7p-, 13g- (rn. 1.1.1.3.1.4).

Mpun noegHaHHi annasii | nanbyiB KUCTEN 3 aTpesielo aHyca MoXxHa 3arni-
nosputn acouiauito VATER, cungpommn bannepa-bxeponsaa, 7p-, 13q-. MNMpwu
OaHUX 3aXBOPKOBAHHAX a-, rinonnasisa | nanbuiB KNCTEN, SK NpaBuio, cynpo-
BOOKYETbCSA a-, rinonsiasieto npoMeHeBoi kicTkn. Acouiauiss VATER Bigpi3HseTb-
CH HasIBHICTIO y XBOPUX aTpesili cTpaBoxony, aHomanini po3BuTky xpebTa, Hu-
pok i cepusa (I.A. Auchterbonie, M.P.White, 1982).[liarHOCTU4YHO 3HA4yLLOO
o3Hakot cuHapomy bannepa-[xepornbaa BBaXatTb nepefyacHe CKOCTEHiH-
HSA BiHLLEBOrO LWBaA Yepena, Wo cnpuse po3BUTKOBI okcuuedanii. Ana cuHgpo-
My Bbannepa-[)xeponbga xapakTepHi MHOXWHHI Bagu PO3BUTKY BHYTPILLHIX
opraHiB, cepef AKMX Han4yacTile 3yCTpivaloTbCs Baau PO3BUTKY cepus i HK-
pok. Ha BigMiHy Bif iHLLIMX 3aXBOPIOBaHb AaHOT rpynu, y XBOPUX i3 CUHAPOMOM
Bbannepa-xeponbaa Big3Ha4YaeTbCAa HOpPMaribHUMA MCUXO-iIHTENEKTYanbHUi
pPO3BUTOK. Tun cnagkyBaHHA CUHAPOMY — aBTOCOMHO-peLecuBHuin (M.Z. Pelias
et al., 1981).

TpuroHouedania 4o3Bonsae BUAINUTU cuHgpomu 7p-, 13g- (rn. 1.1.1.3.1.4).

"emaTonorivyHi NopyLleHHA XapakTepHi Ans naHumMToneHil ®aHkoHi i cuHa-
pomy TAR. lNpu naHumToneHii @aHKoHi 3 BikOM BUHWUKAE rinepnirMeHTaLlis LwKipw
BpPOH30BOro BiATIHKY NepeBaXKHO B MiCUAX NPUPOAHMX CKNaAoK i NaHUMTOreMo-
nenis. Mpu cuHgpomi TAR cnocTtepiratoTbesa Oinbl BUpaXKeHa rinonnasis npo-
MEHEBOI KICTKW i YKOPOUYEHHS JTIKTbOBOI KiCTKM 3 000B’A3KOBUM 36epexxeHHsM |
nanbusi, paHHs MaHidecTalig remaTonoridyHNMX NposBiB (y NepLiomy niBpiydi
XUTTS), HiX Npy naHymToneHrii ®aHkoHi. Mpu TAR-cuHgpoMi Big3HavaeTbes ce-
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NEKTUBHE 3HWKEHHSI BMICTY TpoMbouunTie, a npn cuHapomi PaHkoHi Tpombouun-
TOMEHIA PO3BUBAETLCS MICNSA 3HWXKEHHSA BMICTY €pUTPOLUTIB | HEUMTPOMINbHNX
rpaHynouuTie. Ans TAR-cMHOPOMY He XapakTepHa BHYTPiLWHbOYTpobHa 3aT-
pyUMKa isn4HOro po3BuTKy. [JaHi cMHOpPOMM YyCrnaaKoBYHOTLCA 3@ aBTOCOMHO-
peuecmBHuMm TUnom (B.U. KanuHnuesa, 1983; C./. Koanoea u coaeT., 1987,
A. Glanz, F.C. Fraser, 1982).

lNnonnasis nanbLiB xapakTepHa Takox Ans cuHgpomis bapTcokaca-Nana-
ca, nigkoniHHoro ntepuriymy (rn. 1.1.1.3.3.4).

1.1.1.3.2.3. AndepeHuianbHa giarHocTuka Npu noegHaHHi rinonnasii
nnoaa 3 YepenHo-NMUbLOBUMU AUCMOpPdiAMM Ta apaxHOQaKTUNIEO

ApaxHogakTunia y gitein 3 npeHatanbHOK 3aTPUMKOK 3POCTaHHS AOBXU-
HW Tina cnocTtepiraeTbcs Npu cuHapomax MapaeHa-Yonkepa, 6p+, 9g+, 9p-,
18q-, Tpmcomii 22.

CuHgpoMm MapgeHa-Yonkepa Bigpi3HSETbCS HASBHICTIO Yy XBOPUX MpU-
POAXEHUX KOHTPAKTYp BENUKUX cyrnobiB, CTyniHb BUPaXEHHSA AKUX 3 4a-
COM 3MeHLwyeTbes (rn. 1.4); cuHgpom 9q+ i TPUCOMIT 22 — HASABHICTIO A3bO-
6onogibHoro Hoca (rn. 1.1.1.3.1.2); cuHopom 6p+ — nepeHiccs, ke BUCTY-
nae (rm. 1.1.1.3.1.3); cuHgpom 9p- — TpuroHouedanii (rmn. 1.1.1.3.1.4);
cuHgpom 18- — nnockoro o6nmMyys 3 BUNYyKIIMM YOJIOM i MarieHbKMM HOCOM
(rn. 1.1.1.3.1.9).

ApaxHogaKkTunis cnocTepiraeTbCsa TakoX npu cuHagpomax Allapa, ue-
pebpo-oKyno-guritansHOMy 3 aMmiHoauugypieto, Tpucomii 8 (cuHapomi Bap-
KaHi), 9Ki iHOAI MOXYyTb CynpoBOAXyBaTuUCA rinonnasieto nnoga. CuHapom
Auwapa xapaktepusyeTtbcs bpaxiuedanieto, rineppyxnueicTio i (abo) KOHTpak-
Typamu cyrnobis i aBTOCOMHO-AOMIHAHTHUM TunomMm cnagkysaHHa (J1.0. ba-
JansH Ta cnisasT., 1980). Npu cuHgpomi Tpucomii 8 Big3Ha4aTbCA MaKpo-
uedphanis, gonixocteHoMenisi, KOHTpPaKTypu cyrnobis, rmMmboka 6oposHa mix |
i Il manbuamn cton, moxnuea annasia HagkoniHka (I./. Jlastok n coasrT.,
1991).

Llepebpo-okyno-auritanbHuin CMHAPOM 3 aMiHOoaUMAypiet BiOpPi3HAETLCA
HasIBHICTIO MO304YKOBOI aTakcii, NiABULLEHOT eKCKpeLil riLuHy, NenyuHy, rictm-
OVHY, TUPO3MHY i3 CeYelo | aBTOCOMHO-PeLIeCMBHUM TUNOM cnagkysaHHs (J1.0-
. bagangH Ta cnieaBT., 1980).

1.1.1.3.3. QU®EPEHLIANBHA OIATHOCTUKA MPU NOEAHAHHI MNOMNMA3Ii NNOAJA 3
YEPEMHO-NULIbOBUMU OUCMOP®IAMUA TA AHOMATISIMU LUKIPU
3anexHo Big xapakTepy aHOManin LWKipy AaHi CTaHW MOXHa PO34iNiMTK Ha
3axBOPHOBAHHS, WO MNPOSBAAITLCA AUCNNIACTUYHMMK NopyleHHsaMn i (abo)
naTonorielo KepaTuHisaLii, TeneaHriekTasisMmu, NopyLeHHAM pOCTy BOJSlOCCH,
nrepuriymamu.
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1.1.1.3.3.1. AndrepeHuianbHa giarHocTuka Npu NoegHaHHi rinonnasii
nnoaa 3 AUCNNacTUYHUMUN NOPYLIEHHAMM (eKToAepManbLHOK
aucnnasier) wkipm i (a60) naTtonorieto kepaTuHisadii

[aHy rpyny 3axBoptoBaHb NpeAcTaBnslTb CUMHOAPOMKU XaTYMHCOHa-
Ibxindbopaoa, Xannepmara-LUTtparida-dpaHcya, Cekkens, Hosi-llakcooi-lNoBu-
wmnosoi, LnHccepa-EHrmaHa-Koyna.

CuHgpomn XaTuuHcoHa-[xindopaa, XannepmaHa-LWTtpanda-dpaHcya,
Cekkens BigpisHAOTECA cumnTomMom “ntaxoronosocTi” (rn. 1.1.1.3.1.2).

MpupomxeHnn ixTios, rinonnasiss nnoga, BupaxeHa Mikpouedanis, rpyoi
pucy obnmyya, HabpsK NiALWKIPHOT XXMPOBOI KMNITKOBMHM OO3BONAOTL BUAINUTY
XBOpWX i3 cuHapomom Hos-Jakcosoi-lMosuwmnnosoi (rn. 1.1.1.3.1.5).

ExkTooepmanbHa gucnnasig y XNon4yukis i3 BHYTPILLHbOYTPOBHOW 3aTpumM-
KO PO3BUTKY € TUMOBOI 03HaKow cnuHapomy LinHccepa-EHrmana-Koyna (npwu-
pPOLKEHOro anckepaToady). [lna gaHoro CMHAPOMY XapakTepHi NisiM1cTa rinep-
nirmeHTauis, rinepkepartos, rineprigpo3 AoSIOHb, CTOM, AUCTPOdIA HIrTiB, TOHKE
pigke Bonoccs, naHumToneHisa. OgHak Koro octaTtovHa AiarHOCTMKa MOXIMBa
He paHille JOLUKINbHOro BiKy XBOPOro, Y 3B’A3KY 3 Ni3HiM NPOSIBOM NOBHOIO CUM-
NMTOMOKOMIMIIEKCY 3aXBOPHOBAHHSA. TuM cnagKkyBaHHA CUHOPOMY — PEeLEeCUBHUNA,
34yenneHun 3 X-xpomocomoto (A. Gutman et al., 1978).

1.1.1.3.3.2. AndrepeHuianbHa giarHocTuka Npu NoegHaHHI rinonnasii
nnopa 3 TeneaHriekrasiamum

lNnonnasig nnoga B NOEQHAHHI 3 BUPaXXEHUMM TeNeaHriekTasissMmm xapak-
TepHa onga cuHgpomy bnyma, ane moxe cnoctepiratmcs i Npu iHLWKNX 3axXBOPHO-
BaHHSX, LLO BUABNAIOTLCS MOKVKINIoAepMieto, 30Kpema, npu cMHapomi PoTMyH-
Aa-TomncoHa (rn. 1.1.2.2.2.3). BiamiTHumun pucamv cuHgpomy briyma € cBoepiaHi
YepenHo-NMUBLOBI AucMopdil (Mikpo-, gonixouedanis, By3bKUin NULbOBUIA CKe-
neT, MacuBHWUN Hic, rinonnasisg BUNU4YHMX KiCTOK); CBITNOYYTNMBA TeneaHriekTa-
TUYHa epuTeMa Y BUIMSAI METENMKA Ha LUKIPHUX MOKPMBAX LUK, BUCOKMI TeMOp
roriocy, 4YacTi pecnipaTopHi 3aXBOPIOBaHHSA i 36inbLUeHe YNC0 0OMIHIB MiXK ce-
CTPUHUMU XpOMaTugamm B KynbTypi pibpobnacTis i nimgoumntis. Cungpom bry-
Ma yCcnagKoBYETbCS aBTOCOMHO-peuecuBHO (F. Shabtai et al., 1988; J. German,
H. Takebe, 1989).

TeneaHriekTasil TakoX € BUCOKO 4iarHOCTUYHOK O3HAKOK CUHOPOMY aTakcii-
TeneanriekTasii (cuHapowmis Jlyi-bap, boaoep-Cepxeika). OgHak 3aTpymMKa 3po-
CTaHHA OOBXMHU Tifa Nnpy AaHOMY CUHOPOMI CMOCTEpPIraeTbCs B NOCTHaTasnb-
HOMY nepioAi xuTTa xBoporo (rn. 1.1.2.2.3).

1.1.1.3.3.3. AndrepeHuianbHa giarHocTMKa Npu NoegHaHHi rinonnasii
nnoaa 3 NOpyLeHHAMMU POCTy Bonoccs
MopyLueHHs pocTy BOMOCCS MOXYTb OyTW npeAcTaBneHi y BUrNAai rino- i
rinepTpuxoasy.
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CumnToMokoMnnekc rinonnasii nnoga i rinoTpuxo3y NaTtorHOMOHIYHWI ANS
CUHOPOMIB, LLO NPOSBNAOTLCA eKToAepmMarnbHow gucnnasieto (rn. 1.1.1.3.3.1),
cvHapomiB KodpdpiHa-Cipica, [lybosiTua, 1g-, 18p- (cuHapomy ge IMpyLui).

Cungpom KodhdbiHa-Cipica Bigpi3HSETLCS riNOTPUX030M BOSIOCMCTOI YacTu-
HW TOJSIOBU B MOEOHAHHI i3 3aranbHUM riNepTPUX030M i HasiBHICTIO rpybux puc
obnuyys (rn. 1.1.1.3.1.5).

Y xBopux i3 cuHapomom [ly6oBiTua BUABNSAOTECA Nporpecyroya Mikpole-
daniqa i posymoBa BigcTanicTb. XapaKkTepHi CKOLIEHE Y010, TENEKaHT, KOPOTKi
OYHiI LWWinMHK, NTO3 i3 6riedapodimo3om, rinonnasisa HagdOpiBHUX Ayr, LUMPOKUIA
HiC, BUCOKe MigHEeBiHHSA, MiKporHaTisi, AMCNNAacTUYHI BYLUHI PakOBUHW, CMHOAK-
Tunia Il i [ll nanbuis cTon, ekdemonoaibHe ypaXKeHHs1 LKipW, NnepeBaxHo Ha 06-
NNYYi Ta 3rMHanNbHUX NOBEPXHAX KiHLIBOK, HU3bKNA TEMBP ronocy. Y 3B’A3Ky 3
YacTUMK gUCNenTUYHUMKN po3nagamu, Y HUX BiA3HAYaETbLCA BUPaXeHun aedi-
unT macu Tina. CuHAPOM ycnagkoBYETbCHA 38 aBTOCOMHO-PELLECUBHUM TUMOM.

ArnkoronbHa dpeTonaris, Wo Mae AedKi CXOXi KNiHiYHI pucK i3 CMHOPOMOM
[y6oBiTua, BiApI3HAETLCA BiA4 OCTAHHBOrO AaHUMWU aHaMHe3y, BIACYTHICTIO ek-
3eMOonoAibHMX 3MiH LLUKIpM, BUCOKOK YaCTOTOK Baf cepud i XxapakTepoMm aep-
MOrIicPiYHUX MOKA3HUKIB — Yy AiBYATOK CYTTEBO MiABULLEHa YacToTa YrbHAaPHUX i
pagianbHUX NeTenb i 3HWXEHUIW BiACOTOK 3aBUTKIB, Y XJTOMYUMKIB CNOCTEPIracTb-
Csl 3BOPOTHE CriBBiAHOLIEHHS neTenb i 3aBuTkiB (B.A. TabonuH, ".A. YpbiBun-
koB, 1986; W.IN. KykywkuHa n coasT., 1991; G.H. Qazi et al., 1980; W. Kuster,
F. Majewski, 1986; R.M. Winter, 1986; |. Kondo et al., 1987).

Onsa cungpomis 1g- (aeneuii npokcMMansHoOro cermeHTa), 18p- xapakTepHi
OesiKi NoAibHi NposiBK: KOPOTKI ManbLi 3i 3BY)XKEHUMM KiHLEBUMMK dhanaHramu,
NaxBWHHI i MyNKOBa rpuxi, rinonnasis 30BHILWHIX cTaTeBMx opraHis. CMHApOM
1Q- BiOpPI3HAETLCA HASIBHICTIO Y XBOPUX XenriorHatonanaTtocxumaunc, Bag cepus i
Hupok (K. Taysiet al., 1982; M.C. Silengo et al., 1984; G.P. Garani et al., 1988).

Ona cnHapomy 18p- BUCOKO AiarHOCTUMHUMK O3HaKaMu € BorHuwesa abo
TOTasnbHa anoneyis i Baam po3BUTKY MO3KY apuUHeHUedaniTU4HOI cepil: Big LuK-
nonii Ao apuHeHuedanii (Bagu po3BUTKY iHLLMX OPraHiB i CUCTEM HE XapaKTepHi
ansa cuHapomy 18p-). Y xBopux i3 cMHApoMOM 18p- cnocTepiratoTbCsl OKpyrie
00nmyys, rinepTenopmamM OYHUX 65TYK 3 FOPU3OHTASTbHUM PO3PI3OM OYHUX LLIFNH,
enikaHT, KOpoTKa, sika BUCTynae Bnepesd, y BUrnsagi “noniyencbkoro Kawkerta”
BepxHs ryba, Benuki BUMHYTI BYLUHI PaKOBUHW i BUpaXXeHa FiNOTOHIS CKENETHUX
m’asie (I.W. JTastok n coaeT., 1991; E. Caruso et al., 1985).

linepTpnxo3 y XBOpUX i3 BHYTPILUHBOYTPOOHOI 3aTPMMKOK PO3BUTKY B MO-
€0HaHHI 3 YepenHo-NULLOBUMU AUCMOPdIaMU | BigCTaBaHHAM NCUXOMOTOPHO-
ro pO3BMUTKY 4YacTo 3ycTpiYaeTbcsa npu cuHgpomax KopHenii ge Nanre (bpaxma-
Ha ge Jladre), Koddina-Cipica, nenpevayHiami, PyGiHwTeliHa-Tenbi, HyHaH,
bnyma, MeHge, 1qg+, 3q+, 9p+, 17p+.

OndbepeHuianbHa giarHocTnka GinbLUOCTi 3 HUX HE BUKINUKAE YTPYAHEHb. Tak,
NnoeaHaHHA rpybux, rpOTECKHUX pUC 00nmMYYs 3i 36iNbLUEHHAM MOMOYHUX 3ar03,
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rinepTpodieto KniTopa y AiB4aTok abo CTaTeBOro YneHa y XronyuKiB i rinepiHcyni-
Hi3My CBigYMTb NPO fenpevayHiaM, a NoegHaHHS 3 rinonnasieto guctanbHux a-
naHr nepesaxHo V nanbuis — npo cuHgpom Koddina-Cipica (rn. 1.1.1.3.1.5).

Mpu cnHgpomi po3yMoBOI BiACTaNOCTi 3 riNepTpMxXo30M i MOBHUM HELOPO3-
BMHEHHAM pucK 06nmMy4s XBOpUX AeLLo HaragytoTb PeHOTUNOBI NPOSIBU CUHA-
pomy KodpiHa-Cipica, ane Ha BiAMiHy Bif, OCTAHHBbOro BUSBIISAKTLCS LUNMPOKI
KiHLUeBi dhanaHrn i He xapakTepHi npe- i NocTHaTanbHa 3aTpuMKka i3MYHOro
PO3BUTKY, rinonnasis guctanbHux panadr nanbuis i HagkoniHka (C.I". MapuHu-
yeBa, B.W. NaBpunos, 1988).

lnonnasis guctanbHMX danaxr nanbLiB y NoegHaHHi 3 eHodTanbMoMm, M’si-
CUCTUM KiHYMKOM HOCa, BENMUKMMU BYLUHUMW pakoBMHaAMM cneyundidHi ansa cuH-
apomy 9p+ (rn. 1.1.1.3.2.2); ceoepigHe 0bnunyysa — “obnmyysa yemixHeHoT noau-
HW” — | PO3LUIMPEHHS ANCTanbHMX banaHr | nanbuiB xapakTepHi 4na cMHapoMy
PyGiHwTenHa-Tenbi (rn. 1.1.1.3.1.2); HasiBHICTb KPUIIONOAIGHMX CKNagok — aAns
cnHgpomy HyHaH (rn. 1.1.1.3.3.4.), cBiTNOYYTNMBOI TeneaHriekrasii — onsi CuH-
apomy bnyma (gus. rn.1.1.1.3.3.2) , nnockoro o6nun44sa i anbbiHiamy — ang
cuHgpomy MeHge (rn. 1.1.1.3.1.6), makpouedanii 1 cuHaakTunii — onsg cMHApo-
My 1g+ (rn. 1.1.1.3.1.1).

CuMNTOMOKOMMEKC YEPENMHO-NULBLOBUX ANCMOopQir — Bpaxiyedanii, cko-
LLEeHOro Yora, YTUCHEHOIO NepeHiccs, KOPOTKOro NigHATOro Hoca 3 BigKpUTUMM
Brepen Hi3agpsamMu, cMHopu3y, AOBIMX Bili, BUCOKOro nigHebiHHSA i (abo) po3ko-
NUHKM NigHEBIHHA | BepXHbOI rybu, 4oBroro dinbTpa, MiKpOreHii y noeaHaHHi 3
KOPOTKOHO LLUMERD, KNIHOAAKTUITIEKD Mi3VHLIB — 403BONSAE BUAINUTY 3 JAHOI0 psigy
cnHgpomu KopHenii ge Jladre i 3g+.Ansa cungpomy KopHenii ge JlaHre xapak-
TEPHI aHTUMOHIOSIOIAHNI PO3pPi3 OYHUX LUINIMH, 3aropHeHa BCepeanHy BEPXHS
ryba, Bucoka 4YacTtota aTpesii xoaH, bpaxigakrtunis, ocobnmeo BupaxeHa y 11
nanbus, KOHTPAKTYpW NIKTbOBUX CYrNoBiB, MOXIIMBI NPOsiBU onirogakTunii, ¢o-
Komenii, Baan po3BUTKY TPaBHOroO TPaKTy, rOSIOBHOrO MO3KY, iHOAI cepus, Hu-
POK, OYen.

Mpu cnHapomi 3q+ BiA3HAYaTLCS MOHIOSOIAHMIA PO3pPi3 OYHUX LLINWH, rinep-
nnasia BepxHbOl Lenenu, BiACYTHICTb MOYOK BYLUHUX PaKOBUH, PfIEKCOPHE
NOSTIOXXEHHS ManbLiB KUCTEN, Oy)Xe BUCOKa YacToTa ypaXeHb o4yer y BUrnsgi
rnaykomu i Bag po3BuTKY CepLsi, HUPOK, MO3KY, TpaBHOro TpakTy. [1pu cuHapomi
KopHenii ge JlaHre natonoris TpaBHOro TpakTy, B OCHOBHOMY, NMpeAcTaBneHa y
BUIMSAi NOpyLeHb NOBOPOTIB KULWIEYHKUKA, a npyu cuHapoMi 3g+ pasom 3 Lum
CMoCTepiratoTbCA CTEHO3 | eKTONist aHyca, aTpesis ABaHaauaTMnanol KUWKA. Tvn
cnagkysaHHa cungpomy KopHenii e JlaHre, iMOBIpHO, — aBTOCOMHO-A0OMIHAHT-
HUK, cuHapom 3q+ BuUABNAETbLCA cnopaaunydHo (P.P. Hawley et al., 1985;
J.M. Opitz, 1985; L. Garcia-Esquivel et al., 1987; S. Stengel-Rutkowski et al.,
1987; G. Filippi, 1989; L.K. Robinson, 1989; R. Pankau et al., 1990).

Heski aBTopu 3B8’a3ytoTb cuHapoM KopHenii ge JlaHre 3 nopyweHHamn 9 i 4
nap xpomocom (K. A. Babu et al., 1985; J. H. Hersh et al., 1985).
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Cunpgpom 17p+ xapakTepunsyeTbCa HasiBHICTIO Y XBOPUX aHTUMOHIONOoIgHO-
ro po3pidy OYHUX LUIMWH, LUMPOKOT CAMHKM HOCA, MIKPOrHaTiil, MiKpOCTOMIi, BENK-
KMX BYLLIHMX PAKOBVH, LLIO MaOTb CMPOLLIEHNI MartoHOK, BiACTaBneHnx | nansuis
KMCTEW, BUCOKOI YacTOTM aHOMani po3BUTKY NepeaHboro Bigainy oven. Cepeq
YpaXeHb BHYTPILLHIX OpraHiB XxapakTepHUMN BBaXatoTb TiflbKKM Bagu PO3BUTKY
cepus (.. Nastok n coasT., 1991).

CuHopus, iHOAI Y NOEAHAHHI 3 riNepTPMX030M Yora CnocTepiraeTbca Ta-
KOX npu cuHgpomax 4p+ (rn. 1.1.1.3.1.3), 14qg-. MNpun cnHapomi 14q- , gk i npn
cuHgpoMmi 4p+, BigMivyaeTbCa “kpyrne o6nmyys”, KopoTkmin 0ynbbonogibHunn Hic,
ane 3i CNnoLWEeHO CMMHKOK i Ha BiAMIHY Big cnHapomy 4p+ He XapaKkTepHui
nporHaTnam. KpiMm TOro, y xBopux i3 cuHOApOMOM 14Q- BU3HAYaETbCA HU3BbKUN
piBEHb KOHUeEeHTpauii a-aHtutpuncuHy (J. Yamamoto et al., 1986).

Cnig Big3Ha4MTK, LWLO rinepTpmxos, K1 CrocTepiracTbCs Big HAPOAXKEHHS,
MoXxe ByTV NPOSBOM CUHAPOMY MPUPOLAXKEHOrO YHIBEPCanbHOro rinepTpuxosy,
O Mae aBTOCOMHO-OOMIHAHTHUI TUN cnagKyBaHHS.

I30MbOBaHMI HaOAMIpHUMIA PiCT Boroccs, 6piB, Bili y NOEQHAHHI 3 NiIrMEHTHOO
JereHepavi€eto CiTkiBkM Ta onirodpeHieto ceigumTb Npo cuHgpom Onisepa-Mak-
®apnanHa (J.R. Sampson et al., 1989).

1.1.1.3.3.4.0ucbepeHuianbHa AiarHoCcTMKa Npu NOoeagHaHHI rinonnasii
nnopa i3 nrepuriymamm

AdunepeHuianbHy giarHOCTUKY 3aXBOPHOBaHb, OAHIEID 3 FONIOBHUX O3HAK SIKUX
€ NTepuriymu, 4oUirfbHO NPOBOANTM 3aSIEXHO Bif KINIbKOCTI | NoKanidaw,ii OCTaHHiX
(MHOXMHHI, LWWIAHI, akCUNSAPHI, NiKTLOBI, NiAKOMIHHI); (cxema 11).

MHOXMHHI nTepuriymmn Oyab-sIkOi nokanisaujii B NoegHaHHi 3 rinonnasieto
nereHi (netanbHi dopmun) cnocrtepiraoTbesa npu cuHgpomax XKinnexa-lMparic-
[Oesic, YeHa BaH PeremopTtepa, YeHa-MapTiHa, Hos-JlakcoBoi-lMoBmwnnoBoi.

CvHgpom YeHa BaH PeremopTepa Bigpi3HAETbCS HASABHICTIO Y XBOPUX CU-
HOCTO3iB AOBIMX TPyb4acTMX KICTOK KiHLiBOK; cnHapom YeHa-MapTiHa — cuHoc-
TO3iB OOBIMX Tpyb4aCTMX KiCTOK BEPXHiX KiHLIBOK i 3pOLLUEHHSM OCTUCTUX
BigpoCTKiB XpebuiB, siKi He 3ycTpidatoTbest Npy cuHapomax XKinnena-Mparic-Aesic
i Hosi-llakcoBoi-INoBMLWNIOBOI.

Y xBopwux i3 cungpomom XKinneHa-MNparic-[leBic BUABNSATECA ManeHbKui
CMIOLLEHWI HiC, enikaHT, 4acTo i30fIbOBaHa PO3KoNMHa NigHEBIHHSA, By3bka rpya-
Ha KniTka, KaMnTo4aKkTuUnis, 03Hakun nimpoHabpsKy (rigponc, acumT, nneesparnb-
HWUIA BUNIT, Habpsik ckanbna). Ha BigmiHy Big cungpomy XKinneHa-lMparic-[esic,
npu cnHgpomi Hosa-JTakcoBoi-lNoBULLIMMOBOI cnocTepiratoTbCs BiNbLL BUPaXKeEHI
npeHaTarnbHa rinonnasis, mikpouedania i reHepanisoBaHu HabpsK XMPOBOI
NiALWKIPHOI KNITKOBUHMW, iXTiO3.

MoegHaHHs rinonnagsii nnoga 3 MHOXWUHHUMK ATepuriymamu, rinonnasieto
nereHi, 4epenHo-nMLbOBUMUN AUCMOPdISMU (KOPOTKMM HOCOM, Tinonnasieto Noro
Kpun, MiKporHaTieto, pO3KONMHOKW MigHEBIHHSA), NigBULLEHO eNlaCTUYHICTIO
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LUKIPW, MHOXXMHHMMM KiCTamMK Ha GiYHUX NOBEPXHSIX LMi, CNaBKICTIO CyXOXUIb,
rinocnagieto, 3MeHLEeHHAM MiKXpebLeBnx NPOMIKKIB BBaXatOTb CaMOCTIMHUM
CYHAPOMOM. YCi nepepaxoBaHi CUHOPOMU YCNaAKOBYHOTbCH 32 aBTOCOMHO-pe-
LEeCUBHMM TUMOM.

Y Tux BUNagKax, Konuv BiACYTHA rinonnagais nereHi, MHOXWHHI NTepuriymm y
NnoegHaHHi 3 YepenHo-NULbOBUMN AUCMOPAIsiMU (QHTUMOHIONOIAHMM PO3Pi30OM
OYHUX LLINWUH, rinepTenopmnsmMoM o4HUX 96nyK, nepiopbitanbHOK HabpsKnicTIo,
MiKpOreHi€lo) i aHoManissMm onopHO-pyXoBOI cUCTeMM (KOHTpaKTypamu mixda-
naHroBmx cyrnobis, kKAMNTOAAKTMAIEID, CKOMIO30M) CBigYaTb NPO CUHAPOM MHO-
XUHHUX NTepuriymiB. OCTaHHIA ycnagkoBYETbCA 3a aBTOCOMHO-PELIECUBHUM
TMnom. Mpu aBTOCOMHO-AOMIHAHTHOMY TUMi CNaAKyBaHHA MHOXWHHUX NTEPUri-
YMiB MOXNMBI NPOSIBU ABOX CUHAPOMIB, OOUH i3 AKX 32 (PEHOTUMNOBUMU O3Ha-
KamMu 6riM3bK1IA 40 CUHAPOMY MHOXWUHHWUX NTEepuUriymis, a Npu iHWoOMY Big3Haya-
I0Tb OnirogpeHito, TpuroHouedanito, Nnocke obnmyyg, rinonnasio crateBux
opraHiB (.. INasok n coasT., 1991; V.B. Penchaszadeh, B. Salszberg, 1981;
J.G. Halletal., 1982; J.G. Hall, 1984; E.M. Thompson et al., 1987; N.G. Hartwig
et al., 1989)

MTepuriymn Wni — xapaktepHa o3Haka HacTynHUx cuHapomis: Lepeluescb-
koro-TepHepa, HyHaH, cepLeBo-nmueBo-LLKipHOro (cuHgpomMy PerHanbaca),
MonpgeHnxayepa, LEOPARD, 6g+. ®eHoTnoBo nposien cMHapomie LLepelueBchb-
koro-TepHepa, HyHaH, MongeHxayepa, cepueBO-NuLEeBO-LLKIPHOIO JOCUTb
noAdibHi oanH o ogHoro. MNMpy gaHUX cMHAPOMAaXxX CroCcTepiralTbCsl CBOEPIAHI
YepenHo-NUboBi ANCMOpPIi: “TPUKYTHE” 06NNYYKa, aHTUMOHIONOIAHWIA PO3pi3
OYHUX LLIMVH, TiNepTenopuamM o4YHMX sA0NyK, LUMPOKE MEPEHICCS, MIKpOrHaTis,
onyLeHi KyTu poTa. BigsaHayaloTbCa TakoX HU3bKUI piBEHb POCTY BOSIOCCS, KO-
poTKa LK1, LUMpoKa rpyaHa KriTka 3 rinonnasoBaHnMU i LULMPOKO pO3CTaBleHU-
MU CcOoCKamu, BUCOKa YacToTa gedopmaLil rpygHoi KniTkK, ckonioay, Kidoay, genu
valgum, kniHogakTunil V nanbus. XapaktepHi niMmgatuiHui Habpsk KNCTEN i
CTON y Nepiog HOBOHAPOKEHOCTI, NIrMEHTHI aHOManii LWKipu, Bagu PO3BUTKY
cepLeBO-CYyANHHOT CUCTEMM, rinonnasia Ta aHomaril po3BUTKY CTaTEBUX OpPraHiB.

Mpun 3aranbHomy ornsagi cuHapom LEOPARD Bigpi3HAETLCA HAsIBHICTIO Y
XBOpUX MacMBHOro nigbopigad, rinepnirMeHTauii WKipy y BUrNa4i NexTiro, Wo
crocTepiralnTbCs Bif HapOMKEHHA abo 3'ABNATLCA Y NepLli MIiCAUi XUTTS, i
rMyXoTu. YpaXeHHs cepus y HUX NpeacTaBfeHo y BUrnagi rineptpodiyHoi mio-
kapgionarii i (abo) Baa. HanyacTiwow Bagow cepust € CTEHO3 JIEreHeBOI ap-
Tepii. [pakTnyHo y BCix xBopux i3 cuHapomom LEOPARD peecTpyeTbcsa nopy-
LLEHHS NpoBeAeHHS 36yaKeHHSA No NPOoBIAHIN cuctemi cepuyd. Tun cnagkyBaH-
H CUHOPOMY — aBTOCOMHO-AOMIHAHTHUA 3 BUCOKOK MEHETPAHTHICTIO
(O.H. Boukosa Ta cnieaBT., 1982; V.S. Dundar et al., 1981; H.M. M. Mender,
J.M. Opitz, 1985).

Ha BigmiHy Big cungpomy LEOPARD, npu cuHgpomax Lepeluescbkoro-Tep-
Hepa, HyHaH BigMivaloTbCA rinonnasia HYXKHBOI Lernenun, po3BUTOK NIISIMUCTOI
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rinepnirMeHTaLil LWKipyY KaBOBO-MOJTOYHOIO KOMbopY Micns 4-niTHbOro BiKy XBOPO-
ro. Cungpowm LLepelueBcbkoro-TepHepa 3ycTpivaeTbes TiNbKK y AiB4aTok, a npo-
AaBu cuHagpomiB HyHaH i MongeHxayepa He 3anexartb Bif cTaTi. BigcyTHicTb Tineupb
Bappa B sgpax GykanbHOro enitenito € 4OCTaTHIM KpUTepiemM Ansa nonepeaHbol
fiarHocTukn cungpomy LlepelueBcbkoro-TepHepa. OgHak ocTaTouHWIA gdiarHo3
BCT@HOBMIOETLCA Ha MiACTaBi AaHUX KapiOTMNYBaHHSA, WO CBigYaTb NpPO MOBHY
abo yacTkoBy MOHOCOMIt0 X. ICHYIOTb TakoX KINiHiYHI BiAMIHHOCTI JaHUX CUHA-
pomiB. Tak, npu cuHapomi LLlepeluescbkoro-TepHepa LWBMAKICTb 3pOCTaHHSA JOB-
XMHU Tina ynoeinbHeHa go 2-x i nicns 11 pokie. Ha BigmiHy Big, iHLLMX 3axBOpto-
BaHb [aHOI rpynn CnocTepiratoTbCsl KPUIOMNOAiOHI nonaTkn, rycte XXOpCcTKe BO-
noccs, cBoepifHa opma HirtbOBUX NNACTUHOK i HABKOMULLHIX M'SKUX TKaHWH,
LLIO0 Haragye COBOK, BUCOKAa YacToTa OTUTIB, SiKi MaloTb TEHAEHLLi0 40 XPOHi3aujl.
Baawn cepueBo-CyaAMHHOI CUCTEMM BUSIBNAIOTLCHA HanYacTilwe y BUIMA4i CTEeHO3y
aopTu. XapakTepHi peHTreHonorivyHi cumntomu: Apdibanbga (ykopodeHHst IV me-
TakapnarnbHOI KicTkK), Ko30BMY (3MEHLLIEHHS KapnanbHOro KyTa), BUCOKOAiarHOC-
TUYHUIA CUMMTOM — NiABULLIEHHS NPO30POCTi KapnanbHUX KiCTOK; | AepMaTornicivHi
O3HaKu: gucTanbHe po3MillleHHs1 OCbOBOro Tpupagiyca, 36inbLieHHs rpebiHLeBo-
ro i a-b paxyHka; Bucoka yactota S-nogibHoro BidepyHka Ha rinoteHapi. [laTorHo-
MOHIYHUM CMMMNTOMOM 3aXBOPIOBAHHA BBaXaloTb areHesito roHag (E.®. [asbl-
OeHKo 1 coaBT., 1973; J1.T. [xadapos Ta cnieasT., 1984; T.A. Kynakosa, 1985;
O.B. ®odaHora, 1986; E.A. beHunkoBa Ta cniaBT., 1993; C. Pavia et al., 1981;
M.B. Ranke et al., 1983; B.P. Leheup et al., 1988; Syben V.P., 1995).

Mpu cuHapomi HyHaH cnocTepiratoTbCa NOCTiIMHA HU3bKa LWBUAKICTL NO300B-
XXHbOrO POCTY, ONiro-, MikpOL4OHTIS ab0 HaAKOMMMNEKTHI 3you, WwmTonogioHa rpya-
Ha KniTka, BanbrycHa gedgopmadist NikTbOBMX i KOSiHHMX CYrrnobiB, CBITIE Kyyepsi-
Be rycte BOSOCCS, MOXIUBI MPOSBY MiNEePPO3TSPKHOCTI LUKIpW, NaTOmNorist oven y
BUrNSAi eksoTanbMy, KepaTokoHyca, Mionii Towwo. Baan po3BuTky cepueBo-cy-
ONHHOI CUCTEMW HaYacTiLwe NpeacTaBneHi CTEHO30M fiereHeBoi apTepil. BiasHa-
yatoTbest HegocTaTHicTb VI i (a6o) Xl dakTopa 3cigaHHA KpOBi, CXUNBbHICTb 4O
3n0o4KiCHOI rinepTepmii, HecneyndiyHi 3mMiHM gepMaTornidiMHOro MasitoHKa.

CuHapom LWepeleBcbkoro-TepHepa BUABAETLCA CNOPaANYHO, a CUHOPOM
HyHaH ycnagkoByeTbCA 32 aBTOCOMHO-AOMIHAHTHMM Tunom (B.A. PomaHeHko
Ta cnieaBT., 1990; W.J. Duncanet al., 1981; G. Togliatto et al., 1984; J.E. Allason,
1985; H.M. M. Mendez, J.M. Opitz, 1985).

Mpy HasBHOCTI y AiTeN PO3KONMMHWU MigHEBIHHA, KaMnToAaKTuAil i BigCyT-
HOCTi NPUPOMAXEHOI Baan cepusa HambinbL iMoBipHUA cuHapom MongeHxaye-
pa, K11 yCnagKoBYETbCS 3@ aBTOCOMHO-A0MiIHAHTHUM ab0 AOMiIHAHTHUM, 34en-
NeHNM 3 X-XpOMOCOMOH), TUMOM.

MoegHaHHs deHoTuny cuHapomy HyHaH i HelipodibpomaTo3y BBaXatoTb
camocTinHum cungpomom (J.E. Allason et al., 1985; H.M. M. Mendez, 1985).

CepueBo-nnueBo-LUKIpHUIA CUHOPOM BiAPI3HAETLCS Bid CUHAPOMIB HyHaH i
MongeHxayepa HasiBHICTIO Y XBOPUX BUPAXEHOI rinonnasii BUnn4Hux gyr, rinep-
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KepaTosy LUKipy B OiNdHLUi po3rMHanbHUX NOBEPXOHb BEPXHIX i HUXHIX KiHLiBOK
(G. Sorge et al., 1989).

Mpun HasiBHOCTI Makpouedanii, NTo3y NOBiK y XBOPWUX YOSOBIYOI CTaTi 3 NTe-
puriymamu Lwmni HeoBXiAHO BMKMOYMTM CUHOPOM Aapckora, Ansi SKoro cneumd-
iYyHe MoegHaHHA AaHMX O3HakK i3 WanbonoAibHoK KanuTkow (AUB. M.
1.1.2.21.1.1)).

Ona cuHgpomy 6q+ TakoX XapakTepHWn aHTUMOHTIOSOIAHUIA PO3Pi3 OYHUX
LLiNKH, rinepTenopunam o4HMX A65yK, CockiB, BUCOKE MiaHEBIHHS i (abo) po3sko-
NWHa, onyLeHi KyTu poTa, KOpoTKa LWKs, KniHogakTunia V naneus, rinonnasis
cTaTeBuUX opraHiB. Ha BigMiHy Bif iHLUMX CUHAPOMIB LiET rpynn, crnocTepiralnTb-
CH KpaHioCTeHO3, MigiNHATI Hi3api, eksoTanbM, OOBrMA iNbTP, rinonnasis
nanbuiB, KOHTpakTypu Benukmux cyrnobis (UN.B. bytomo u coasTt., 1987,
T.R. Chase et al., 1983).KpunonogibHi cknagku Wi MOXyTb BUABASATUCS 1 NpU
iHLMX cnHgpomMax — Lepebpo-kictkoBo-maHanoynsapHomy (rn. 1.1.1.3.1.8), 3g+
(rm. 1.1.1.3.3.3), 6p+ (rn. 1.1.1.3.1.3).

AKCUINAPHUIA NTEpUriyMm — xapaktepHa o3Haka CUHOPOMY KpaHio-ppOHTO-
Ha3anbHOro AU30CTO3Y 3 MMyXOTOK Ta akcunapHum nrtepuriymom. OgHak 3at-
pUMKa 3pOCTaHHS AOBXWHK Tifla Npy 4aHOMYy CUMHAPOMI BiA3HA4YaeTbCA 3 Opyro-
ro niBpivys xutta (rn. 1.1.2.2.1.2.3).

JliKTbOBUMIA NTEpUriym 3ycTpivaeTbCs NPy CUHOPOMI HIrTiB-HagKoniHka (OHi-
xoocTeoancnnasii), o Mae aBTOCOMHO-AOMIHAaHTHUI TUN cnagkyBaHHsA. [aTo-
FTHOMOHIYHMMW O3HaKkamMu OaHOro CUHOPOMY € BY3bKi, MMONMacTUYHi HirTi, AKi
posLwapoBytTbes, nepesaxHo |, Il 11l nanbuis, rinonnasisa HagkoniHHOI Yalley-
kn (C.N. Kosnoea u coast., 1987).

I3051bOBaHMIA NIAKOSIHHUIA NTEPUTIYM — BUCOKO AiarHOCTUYHA O3HaKa CUHA-
poMmiB nigkoniHHoro ntepuriymy i baptcokaca-lNanaca. ®eHoTUNOBO AaHi CUHA-
poMu 36MMXKyE BUCOKa YacToTa PO3KOMUHU NigHEBIHHS, BEPXHbOI rybu, rino-
nnasii ctateBux opraHis. [pn o6ox cuHgpomax, ane 4vacTiwe nNpu CUHOAPOMI
BapTtcokaca-lNanaca, BigmivaroTbeca aHkinobnedapoH, 3poLEeHHS MiXK SCHaMu,
rinonnasia i cmHgaktunia nansyis. Ans cnugpomy baptcokaca-lManaca noc-
TINHUM CcMMNTOMOM € annasis | nanbusa KUCTen y NoegHaHHi 3 nonicCuHAakTu-
nieto BCiX NanbLiB KUCTeN i cTon, a Npy CUHAPOMI NiAKOMIHHOrO NTepuriymy rinon-
nasis nanbuiB NoegHyeTbea i3 nonicuHaaktunieto -l abo 1I-1V nanbuis. Ha
BiAMIHY Big CMHAPOMY NiAKOMIHHOIrO NTepuriymy npu cuHgpomi baptcokaca-la-
naca BOJIOCSIHMIA NMOKPUB royIoBU NpeAcTaBneHnii y Burnsagi naHyro. CuHapom
NigKONIHHOIO NTEPUriymy yCnaakoBYyETbLCSA 3@ aBTOCOMHO-OOMIHAHTHUM, @ CUH-
apom bapTtcokaca-llanaca — aBTocoMHo-peLecnBHuM Tunamu (.. Jlasiok n
coaBT., 1991; U.G. Froster-Iskenius, 1990).

[Npn HEMOXIIMBOCTI BCTAHOBUTW AiarHo3 y XBOPUX i3 npeHaTarnbHOoK 3aT-
PUMKOI 3pOCTaHHS AOBXMHW Tifna Ha nigctaBi KIiHIYHMX, reHeanoriyHnx gaHux
i pesynbTaTiB KapioTUNyBaHHA NpUNycTMMe (PopmMyntoBaHHS “npuMopaianbHUN
HaHi3M”.
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1.1.2. BAGEPEHUIANBbHA OIATHOCTUKA NPU MOCTHATANBLHIN
NPONOPLIAHIA 3ATPUML|I 3POCTAHHA OOBXWHU TINA

1.1.2.1. QUOEPEHLIAJIbHA JIAFTHOCTUKA IPU I30JIbOBAHIA
MOCTHATAJIbHIA NMPOMOPLIAHIA 3ATPUML|I 3POCTAHHS JOBXWUHU
TITIA

I3onboBaHa abo i3 onirocUMMNTOMaTUYHUM CYNPOBOLXKEHHAM NOCTHaTasb-
Ha NponopLirHa 3aTpUMKa pPocTy MoXe ByTU NPOSiBOM AOCUTb PIBHOMAHITHUX
3axXBOPIOBaHb, KIHOYOBMMU KpUTEPISMWU AnddepeHLianbHOi AiarHOCTUKN SKUX €
cnagkoBa OOTSKEHICTb, XapaKTep 3MiHW LUBMAKOCTI 3pOCTaHHSA OOBXWUHK Tina,
BiK, MpM SIKOMY 3aTpuMKa pocTy Habyna AiarHOCTUYHOI 3HaYyLLOCTi, CMiBBIAHO-
WeHHA MeTpuyHoro i kictkoBoro Biky (E. Seidler, 1982; A.A. Green,
J.A. Macfarlane, 1983; F.De Luca et al., 1983; A. Prader, 1986; A.K. C. Leung,
1987; U. Knoop, W. Weltersback, 1989).

LBMAKICTb 3aTPUMKK 3POCTaHHA OOBXWHM Tifla BM3Ha4ae nepluni etan
andepeHuianbHOT 4iarHOCTMKN UUX 3axXBOploBaHb (cxema 12).

HanuacrTiwe nponopuiriHa nocTHaTanbHa 3aTpyMMKa poCcTy Mae CiMenHun,
KOHCTUTYLiOHanNbHUN Xapaktep. CnagkoBa OOTsKEHICTb, BiANOBIAHICTL OBXM-
HW Tina XBOPOro NPOrHO30BaHil BEMWUYNHI 3rigHO i3 3pOCTOM BaTbKiB, MiHINHWIA
XapakTtep BigcTaBaHHsS POCTY, BiANOBIOHICTE METPUYHOrO i KICTKOBOMO BIKY i
BiZICYTHICTb IHWIMX NATOMOrYHUX CUMNTOMIB, — JOCTATHA YMOBa ANs NiaTBep-
DPKEHHS AaHOro NPUNYLLEHHS.

Pi3ka 3ynunHka 3poCTaHHA AOBXMHU Tifna HaBiTb NPY BiACYTHOCTI HEBPO-
NOTriYHOT CUMNTOMATUKN BUMArae BUKITHOUYEHHS MYyXIMHHUX MPOLECiB ronoBs-
HOro mMo3ky. lNpun HasgBHOCTI KNiHIKO-PEHTreHOMNOriYHNX 03HaK 06’€MHOro Npo-
Lecy rofioBHOro Mo3ky (B AinsHui rinodisza) Heo6xiAHO nam’aTaTtn NPO MOX-
NUBICTb MNYyXJIMHHOT opMKU rinoTupeosdy, nepebir SKOro mMoxe He
CynpoBOAXYBaTUCS iHWNMWN BUPAXKEHUMWN O3HaKaMWU 3aXBOPHOBAHHS
(M.H. Bognap Ta cnisasT., 1986).

3aTpuMKa 3pOCTaHHS OOBXWHU Tina, WO AiarHOCTYETbCA Ha nepLiomy
poui XUTTH, Y NOEQHAHHI 3 BUPa)XXeHUM BiAcTaBaHHAM rnpouecy ocudikauii
KICTOK € XapaKTepHMUM NPOSBOM MPUPOIXKEHOrO rinoTMpeo3y i naHrinoniTyi-
Tapuamy. 3Baxkatoum Ha Te, Lo Npu rinoTUpeosi cnocTepiratoTbCs Nporpecy-
loye BigCTaBaHHA PO3yMOBOrO PO3BUTKY, NOCTYNnoBe OrpybiHHA puc obnuy-
4§, gudpepeHUianbHa giarHOCTUKa CTaHIB, WO BUABNSAOTLCA MNOTUPEO3OM,
po3rnsaHyTa B rmasi 1.1.2.2.

lMocTynoBe nponopuinHe BigcTaBaHHS POCTY, sike PO3ni3HaeTbCHa 3 2-4-
NITHBOrO BiKY, € OAHIEID i3 CMMNTOMATUYHUX O3HAK abCoMNOTHOI abo BiAHOCHOI
HeJOCTaTHOCTI comaToTponiHy. 3anexHo Big CTaHy npoueciB npogykuil coma-
TOTPOMiHY PO3PIi3HSTL 3aXBOPHOBAHHSI, 3yMOBIIEHi AediumTtoMm abo HeedeKTmB-
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HicTto roro gil. CTaH npouecis NpoayKLuii cCoMaToTPoniHy BU3HAYaAETLCS 3a PiBHEM
KOHLIeHTpaUii 6azanbHOro coMaToTporiHy B CUPOBATLL KPOBI 1 XapakTepoM Bigno-
BiQHOI peakuii Ha pi3Hi iT cTuMynaTopu. HegocTaTHICTb cekpelii comaToTponiHy
XapakTepusyeTbCa HU3bKNUM piBHEM MOro BMICTY B CUPOBATLL KPOBI i BigNOBIiAHUM
3HKEHHAM NMPOAYKUIT Ha iHCYNiHOBY rinorfikemito. HasiBHICTb coMaToTpONHOT
HEeAOoCTaTHOCTI pEKOMEeHAYH0Th MiATBEPAUTU pe3ynbTaTaMu apriHiHoBOI abo rnto-
karoHoBoi npobu (M.N. banabornkuH, 1989; C.A. bytposa, 1990).

CenekTuBHa HegOCTaATHICTL NPOAYKLIT COMaATOTPONiIHY € OCHOBHOO AiarHo-
CTUYHOK O3HAKOK CMHAPOMIB CENekTUBHOro gediunty comatonidéepuHy, iso-
NbOBAHOro AediunTy coMmaToTponiHy, AediunuTy coMaToTpPONiHYy i rinorammar-
nobyniHemii, cuHapomy e Mop3sbe. ToniyHa giarHOCTUKa NOPYLLUEHHsI COMaToT-
PONHOI NPOAYKLIT 30iINCHIOETLCS 3a LOMOMOro comartonibepmHoBol npobu.
MigBYLLEHHA BMICTY cOMaTOTPONiHY B CMPOBATLi KPOBi NiCNsi BBEAEHHS €K30-
reHHoro comatonibepvHy nNaTtorHOMOHIYHE ANA CUMHAPOMY CENEKTUBHOro fe-
QiunTy comatonibepuHy. Tun cnagkyBaHHS AAHOrO CUMHAPOMY — aBTOCOMHO-
peuecuBHuiA. BigcyTHicTb BignoBigHOI peakuii Ha BBeAeHHA comaTonibepuHy
BipOriAHO CBIAYNTbL NPO NEPBUHHY HEOOCTaTHICTb MPOAYKLii coMaToTponiHy
(C.A. byTposa, 1990).

CuHgpom izonboBaHoro AediumMTy cCoOMaToTponiHy BiApi3HAETLCS Big CUHA-
pomy aediunty coMatoTponiHy i rinorammarnofyniHemii Ta cuHgpomy ae Mop3abe
BiICYTHICTIO CynpoBigHOI natonorii. PO3pi3HAOTb ABa reHeTUYHUX BapiaHTU
CUHOPOMY i301IbOBAHOT HEAOCTATHOCTI COMATOTPOMiHY: TUN A — 3 aBTOCOMHO-
peuecnBHMM i TN B — 3 aBTOCOMHO-A0OMIHAHTHUM TUMOM CNagKyBaHHS.

Y XBOpUX i3 CUHAPOMOM i301bOBAHOrO Aediunty comatoTponiHy Tuny A
crnocTepiratoTbes “nsanbkoBe” 061MYYs 3a paxyHOK MareHbKoro Hoca, HeBenun-
KMX PO3MIpiB HWXHBOI Lienenu; 3aTpumMka npopidyBaHHs 3y06iB; repogepmis,
HanBINbLW BUpaxeHa B OiNSHUI 06NMYYs; NOMIPHE OXMUPIHHA 3 NepeBaXXHUM
BigKNageHHsaM xupy Ha Tyny6i, y 3B’A3Ky 3 UMM KiHUIBKW 34aK0TbCA HENpornop-
LiIHO TOHKMMW; aKpOMIKpisi; BACOKUA TEMOP roniocy. 3 nepLumx MicsauiB XUTTS
BiA3Ha4vatoTbca nepioan rinornikemil. inornikemivyHi Hanagm crnocTepirarTbCs
00 5 — 8-niTHLOro BiKy.

XBOpi i3 CMHAPOMOM i3011bOBAHOIO AediLnTy COMaTOTPONIHY TMNY B KNiHiYHO
BiAPI3HAOTLCA BIACYTHICTIO “NSANbKOBOr0” 06nunyys, repogepmii, BUCOKOro Tem-
Opy ronocy. MNMpu isonsoBaHoMy aediymTi comaToTponiHy B Tnny He cnoctepi-
raeTbCs Hanagis rinornikemii. Tun A xapakTepusyeTbCa HU3bKUM PIBHEM KOH-
LeHTpaLii iHCyniHy B cupoBaTLi KpoBi i BiACYTHICTIO i BigNOBigHOI peakuil Ha
BBEEHHS rMOKO3M 1 apriHiHy, a Tun B — nigBuLLeHM BMIiCTOM iHCYIiHY B CUPO-
BaTLi KPOBIi i HAAMIPHOIO BiAMNOBIAHOK MPOAYKUIEI IHCYMiHY HA BBEAEHHS [IH0-
KO3M N apriHiHy. YyTnuMBiCTb 4O comaToTponiHy 36epexeHa TiNbKu Npu CUHA-
poMi idonboBaHoro gediynty comatoTponiHy Tuny A (H.A. 3apybuHa, 1975;
E.A. BeHukoBa, T.I". KypbaHos, 1976; E.A. beHukoBa n coasT., 1993; T. Frazier
et al., 1982).
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“NanbkoBe” 06nMYYS, BigcTaBaHHs B POCTI, FiNOrmikemiyHi Hanaam BigmMiva-
I0TbCS TAKOX Mpu rnikoreHosi | Tnny.

lMoegHaHHs cenekTuBHOro gediunTy cCoMaTtoTPOMiHy 3 BIACYTHICTIO NPO30-
pOi Neperopogkun Oka i rinonnasietd 30poBMNX HEPBIB CBIgYMTbL NPO CUMHAPOM Ae
Mop3be (J.A. O'Dwyeret al., 1980; S.L. Blethen, V.V. Welden, 1985; C.E. Hanna
et al., 1989). CenekTBHa HeOCTATHICTL COMATOTPONIHY i rinorammarnobyni-
HeMia sBMSATb cCOBO CaMOCTIHUIA CUHOPOM 3 peuecBHUM, X-34enneHnm
Tunom cnagkyBaHHs (T. Frasier et al., 1980).

SHWKEHHS NpoayKLuil coMaToTpOoniHy Big3Ha4YaeTbCs TAKOX NPU MCUXO-CO-
LianbHin doopmi HaHiaMy, BIiAMITHUMN pUcaMn SIKOI € HECNIPUATIIMBE NCUXO-CO-
LianbHe OTOYEHHS NauieHTa, HasBHICTb Y XBOPOro eMouiiHOI AenpuBallii, erne-
MEHTIB ayTU3My, aBToarpecii, NOpyLLUEeHHsI CHY TOL0; 060POTHICTL BUHUKITMX 3MiH
i BiacyTHicTb cnagkoBoi ob6TsxeHocTi (A. Roithmaer et al., 1985; F.B. Omar et
al., 1986; G.L. Spadini et al., 1988). Npu HopmanbHOMY abo BMCOKOMY pPiBHi
npoaykuii coMaToOTPONiHy BUpaXKeHa 3aTpuMMKa pPocTy MOXe OyTu 3ymMoBreHa
BiICYTHICTIO PYHKLiOHaNbHOI aKTUBHOCTI COMaTOTpPOMiHY BHACIIOOK CUHTE3Y
aHoMarbHMUX MONeKyn ropMoHy, (KapnukosicTb KoBapcki); HeJoCcTaTHICTIO Co-
MaToMeaMHIB (CMHAPOM AediumTy iHcyniHonoAibHoro dakropa pocty 1); nopy-
LWEHHSAM YyTNMBOCTI peuenTopiB 4O coMaToTponiHy (cuHapom JlapoHa)
(D.Le Roit et al., 2001).

KapnukoBicTb KoBapcki, B OCHOBI SIKOT NexmnTb MyTaLlis reHa ropmMmoHa
pOCTY, L0 3YMOBIIHOE CUHTE3 aHOMarnbHUX MOMEKYS rOpMOHa, SKi He MalTb
rOpMOHanbHOI aKTUBHOCTI, BiAPI3HAETLCA Bif IHLWIMX CNAgKOBUX CUHOPOMIB
OaHOI rpynu YyTNMBICTIO 40 Tepanii ek30reHHMM comaToTponiHOM. Tun cnaa-
KyBaHHSI CMHOPOMY — aBTOCOMHO-peulecuBHuii (E. A. beHnkoBa Ta cniBaBrT.,
1993).

CnapgkoBuii gediyunT iHCyniHonogibHoro aktopa pocty 1 Mmoxe ByTu BCTa-
HOBMEHWI TiNbKN NiCNs NiATBEPIXKEHHSA CENEeKTUBHOIT HU3bKOT NPOAYKLUiT iHCYni-
HonogibHoro daktopa pocty 1(L.S. Jacobs et al., 1976; A. Carrascosa et al.,
1986).

3aTpumMKka pocTy, WO BUSBNSAETLCA B paHHbOMY ANTAYOMY BiLli i 3ymMoBneHa
AediyntToMm comatoMeanHiB, Moxe OyTW OfHI€0 3 O3HAK rnikoreHosy | Tuny
(M.A. Dunger et al., 1982). lMpn4nHOO HU3LKOrO PiBHA COMaTOMEOMNHIB BBaXa-
FOTb TaKOX TSKKi COMaTUYHI 3aXBOPIOBaHHSA, 30Kpema neYiHkn, HUPOoK | 6e36inkose
ronogyBaHHS.

lMopyLeHHsa YyTnMBOCTI peuenTopiB 4O Aii coMaToTponiHy € KapauHarb-
HOI AiarHOCTUYHOK O3HaKOK cMHAPOMY JlapoHa. Y XBopux 3 AaHUM CUHAPO-
MOM cnocTepiralTbcs “nanbkose” obnuyysa, AMCTpodiyvHi 3miHM 3y6iB, repo-
Jepmisi, pigke BOSioccs, WO MNOBISIbHO POCTe, NOMIPHE OXUPIHHA, ManeHbKUX
po3MipiB KUCTI i cTonun. NaTorHOMOHIYHMMMK € nepiogu rinornikemii, ki BUHMKa-
t0Tb CMOHTaHHO, BUCOKa YyTNMBICTb A0 Ail iHcyniHy. CuHapowm JlapoHa ycnagko-
BYETbCH 3a aBTOCOMHO-peuecuBHuM Tunom (P.H. Saldanha, S.P. A. Toledo,
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1981; A. Ferrandez Ta cnisaBT., 1985; S. Amselem et al., 1989). Npwu giarHoc-
TULi CMHOPOMY KapnMKOBOCTI JlapoHa HeobXxigHO BpaxoByBaTH, LLO MOro heHo-
TMNOBI NPOSABM MOXINUBI | 6€3 3MiHN PiBHA KOHLEHTpaLil COMaTOMeaAnHIB y Cu-
poBartui kpoBi (C. Pintor et al., 1989).

lMNoegHaHHs KiHIYHMX CUMMTOMIB HEQOCTATHOCTI COMAaTOTPONiHY 3 NposiBa-
MU rinoTUPeOo3y, rinoroHaau3Mmy, rinokopTULM3MY, a iHOAi 3 O3HaKaMU HeLyKpo-
BOro fgiabety cBigumMTh Npo naHrinonityitapmam. OgHak y GinbLUOCTi BUNakis
KniHika naHrinonityiTapnamy obmexeHa 3aTPUMKOK POCTY i cTateBoro o3pi-
BaHHSA. igTBEpAXEHHAM fiarHO3y € HM3bKa MPOAYKLiA rOPMOHIB nepenHbol
yacTku rinogisa. NopyLleHHs CMHTE3Y TOPMOHIB MOXYTb OYyTU 3yMOBIIEHI SIK
6e3nocepeHiM ypaxeHHsIM rinodpiza (nepBMHHUIA rinoniTyitapuam abo rinogi-
3apHWUA HaHi3M), TaK 1 iHWWX CTPYKTYP FOFIOBHOIO MO3KY (BTOPWUHHMIA TiMONITYi-
Tapm3m abo LepebpanbHuin HaHI3M).

KniHiyHa gudepeHuianbHa giarHocTmka rinodisapHoro i uepebpanbHoro
HaHi3My HaATo yTpyaHeHa. HanbinbLu noka3oBMMK € TECTU 3 NibeprHamMun. PaHHi
NposiBM rinNONiTyiTapnamMy (40 KiHUS 1-ro poKy >XUTTS) MOXYTb ByTV O3HaKkamu
aHeHuedanii, rononpoaeHuedanii, a- abo rinonnagsii rinogisa, cuHgpomy “empty
sella” (“nopoxHbOro” TypeLbKoro ciana), aHeBpu3mMu CyauH rofiloBHOrO MO3KY,
yCcKkrnagHeHb acikcii nnoga i HOBOHAPOMAXKEHOro, YepenHO-MO3KOBOI TPaBMMU,
CUHOPOMY NaHrinoniTyiTapHOT KAPSIMKOBOCTI, AKMI yCrNaaKOBYETHCS 3@ aBTOCOM-
HO-pEeUECUBHUM i peuecuBHUM, 34enneHnm 3 X-XpoOMOCOMOK Tunamm
(M.B. KybGeprep Ta cnieaBT., 1989; B. Sablayrolles, P. Rochiccioli, 1982;
J.A. Wilkinson et al., 1982; C.Di Rocco et al., 1984; M. Maghnic et al., 1990).

MMi3Hi nposiBM rinoniTyitapmamy MOXyTb 6yTK 3yMOBIEHi NyxnnHamu (KpaHi-
odapurHriomMor, aieHOMOH, TIOMOK TOLLO), CYOUHHUMUN NOPYLUEHHSMW, TpaB-
Mamu, 3ananbHMMK 3aXBOPOBAHHAMU FONIOBHOMO MO3KY, CapKOido30M, FiCTio-
LMTO30M, TYOEpPKYNbO30M, CUPDINICOM, reMOXpOMaTO30M.

PenykoBaHa octaTouHa QOBXMHA Tifa XxapakTepHa A5 3aXBOPHOBaHb, LLO
CynpOBOAXYIOTbCA NepefyacHUM cTateBuM po3BuTKOM (rn. 6).BigcTtaBaHHS
pOCTY B npe- Ta nybepTaTHWIA Nepioan AUTUHCTBA MOXe OyTu NoB’A3aHe i3 3aT-
PUMKOIO CTaTeBOro po3BuUTKY (rn. 9). Y HM3bKOPOCNUX AiBYATOK No3a 3anexHi-
CTIO Bifl CTYNEHs BUPaXeHHs1 (PeHOTUMNOBMX NPOSABIB HEOOXIOHO BUKITHOUUTU CUH-
apowm Lepelwescbkoro-TepHepa (rn. 1.1.1.3.3.4).

3Baxkaloum Ha Te, WO 3aTpuMKa poCTy MOXe ByTn €OuHUM KMiHIYHO BUpa-
YXEHUM CMHOPOMOM MNPU AEAKNX BapiaHTax ueniakii, LMpo3y neviHkn, aHomanin
CTPYKTYPU HUPOK, Y HEACHUX BMNagkax BiACTaBaHHS POCTY PEKOMEHAOYETbCS
JocnifXXeHHs (OYHKLIM NeviHK1, HUPOK, NpoBeaeHHst Bioncii CriM3oBoi TOHKOro
knweyHuka (P. Bittner, 1983; E. Cacciari et al., 1983).
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1.1.2.2. QUOEPEHLIAJTbHA JIAFTHOCTUKA IMPU MMOCTHATAJIbHIA
MPOMOPLINHIA 3ATPUMLI 3POCTAHHS JOBXXUHU TINA, LLO
BUSBITAETbCA Y NOEAHAHHI 3 IHLUAMW CUHOPOMAMU

OudbepeHuianbHa giarHOCTMKa NPOnopLiiHOro NOCTHATanbHOro HaHi3my,
Lo Mae OOCUTb BUPaXeHe CeMIOTUYHE OTOYEHHS, 3aneXnTb Big CynpoBigHOT
naTosorii: NPOrpecyryoro BigcTaBaHHs MCUXOMOTOPHOIO PO3BUTKY Y NOEAHAHHI
3 MOCTYMOBUM OrpyOiHHAM pUC 00NMYYsl, XPOHIYHOT HUPKOBOI HEJOCTATHOCTI,
BTOPMHHOIO anb40CTEPOHI3MY, XPOHIYHOI MNOKCIl, ypaKeHb NeYiHKn, KULLEeYHN-
Ka, 06’€MHOro npouecy rofloBHOro MO3Ky, MHOXMHHMUX aHoManin abo Bag pos-
BUTKy (rn. 1.1.2.2.1), nepegyacHoro ctapiHHs (rmn. 1.1.2.2.3), ypaxeHb abo aHo-
Manin wkipwu (rn. 1.1.2.2.2), nopyLweHHs 3pocTtaHHsa macu Tina (rn. 3 i 4), ctate-
BOro go3piBaHHs (rn. 61 9).

lNnomeTtaboniam, noctynoBe orpybiHHA puc 065IMyYs, 3aTpMMKa NCUXOMO-
TOPHOrO PO3BUTKY i POCTY, NpoLeciB ocudikaLil KicTok, Lo BiA3HavyaloTbCa Ha
1-My poui XXUTTS, € BUCOKOIH(POPMATUBHUMM CUMNTOMaMM MPUPOAKEHOTO Tino-
TMpeo3y. XBOpi Ha NPUPOLKEHUI TINOTUPEO3 HAPOMAXKYIOTLCS, AK NpaBuno, 3
NiABMLLEHOK MACOHO Tina. Y HUX 3HAYHO 3HKEHNIN OCHOBHUIA OOMIH | MPUrHIYEHI
npouecu 36ymKeHHs LEHTpanbHOI HEPBOBOI CUCTEMU: ANTUHA HE3BMYANHO CMO-
KiiHa, COHNMBA, anaTuyHa, B’SiMno cce, Y Hel YNoBiNbHEHa peakuisi Ha 30BHiLUHI
nogpasHukK, pednekcu sHmKeHi (4iarHOCTUYHO BaXIMMBMM CUMNTOMOM BBaXa-
I0Tb MOOOBXEHHS Yacy axinoBoro pedriekcy), 3HmxeHa 00onboBa YyTNMBICTb.
XapaKTepHOK 03HAKOK MPUPOSKEHOrO rinoTupeody € 36inblleHa TpuBanicTb
(i3ioNoriyHoI XXOBTAHULI HOBOHapoakeHoro. CnocTtepiratoTbCcsa TPOMidHi ypa-
XKEHHSA LIKipWY, GKi KNiHIYHO BUABNATLCA Y BUTNAAI CyXOCTi, FinoTpuxosy, nam-
KOCTi i CyxOCTi BOnoccs, oro BMnagaHHs, ocobnmMBo NOMITHOrO B AiNsHLi 30BH-
ilWHBbOT TPeTuHKU 6piB (cumnTom XepTora). LLkipa mae oBTyBaTUi BiATIHOK 3a
paxyHOK kapoTuHeMii. PO3BMBaETbCSA CrM30BUIA HAOPSIK, LLIO CAPUYMHIOE NOCTY-
nose orpybiHHA puc 06nnYYs, 3BY>KEHHSI HOCOBUX X0AiB, MOSIBY HU3bKOrO Xpun-
10ro rosfiocy, CTPUAOPO3HOIO ANXaHHS. 3BYXXYOTbCA OYHI LiNNHK, NOBIKM CTa-
I0Tb HABPSKNUMM, 36iNbLLIYETLCA A3MK, L0 3yMOBIOE NOCTIHE BiAKPUTTA poTa.
[MaTOrHOMOHIYHOI O3HAKOK NPUPOLKEHOrO rNOTMPEO3y BBaXKaKTb NPOrpecy-
to4e NopyLUEHHS POPMYBaHHS CMOJSTYYHOI TKAHMHM i ocudoikaLii KiCTOK, Lo BU-
HUKAE Yy BHYTPILLHbOYTPOOHOMY Nepiodi pO3BUTKY i KITiHIYHO BUSBNSAETLCSA PO3-
XOOKEHHSIM NPAMUX M’A13iB XKMBOTA, NYNKOBOIO rpuKeto, 36inbweHnmMm posmipa-
MU TiM’SI4OK FONOBM, Ni3HIM TX 3aKPUTTAM Ta 3apOLLEeHHAM LUBIB, 3aMi3HIOBAHHAM
TepMiHiB NpopidyBaHHA 3y6iB, BioCTaBaHHAM KICTKOBOrO BiKy (Y HOBOHapoaxe-
HUX BiOCYTHE CKOCTEHIHHS OMUCTanbHOro enigiza CTerHoBMX i MPOKCUMaribHOro
eniciza BENMKOroMifIKOBMX KiCTOK), enidpisapHMM ANCTEHE30M, BiHOCHUM YKO-
pOYEeHHSM KiHUiBOK. BupakeHa 3aranbHa rinoToHis M’a3iB. [NNOTOHIA rmagkmnx
M’A3iB | BereTaTtyBHi po3nagu BU3HA4YalTb CXUMbHICTb A0 MeTeopu3My Ta 3a-
nopis..
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AbcontoTHa abo BiAHOCHA HeQOCTaTHICTb TUPOIAHNUX FTOPMOHIB TaKOX Crpu-
UYMHIOE PO3BUTOK BpaguKkapaii, 3HWKEHHSA apTepianbHOro TUCKY | CXUNBbHICTb 00
BVHWKHEHHS TNOTEPMIYHUX peakuin. XapakTepHa rinoxpoMHa aHemis, pesuc-
TEeHTHa go rematoreHHoi Tepanii (M.A. »Kykosckuii, O.B.Hukonaes, 1972;
M.A. XKykoBckuii n coast., 1980; A.l1. KanuHuH, .. N3amannos, 1985;
E.A. Xonogosa, 1987; I'.A. KaszapsH, B.M. ApyTioHsaH, 1990; W.I1. JlapuyeBa n
coasT., 1990 T.N. PoanoHoBa, M.H. ConyH, 1991; F. Delande et al., 1984;
M. Virtanen, 1988). Ha BiamiHy Big XpOMOCOMHUX 3aXBOPOBaHb, KOTPi XapakTe-
pU3ylTbCH rpybumMmn pucamm obnmyys, Cnony4YHOTKaHUMHHUMKN AUCMopdisamu, i
XBOPOO, WO CyNpOBOSXKYIOTLCA eKTOAepPManbHUMU NOPYLLUEHHAMM, rinOTUPEeOo3
Ma€ nporpegieHTHWI nepeoir.

Mykononicaxapuaosu, npu sIKMX TakoX BiA3HAYa€eTbCA MPOrpenieHTHICTb
nepebiry, Biapi3HAIOTLCSA ANCNPONOPLiIMHUM HaHI3MOM, 3yMOBIIEHUM NepeBax-
HOK 3aTPMMKOIO 3POCTaHHSA AOBXMHM Tynyba (rn. 1.2.1.2).

Po3pi3HAIOTb NEPBUHHWUI, 3yMOBIIEHUI NOPYLUEHHAM NPOoayKUil nepudepny-
HUX TUPOIAHNX FOPMOHIB; BTOPUHHWUI, NOB’A3aHUN 3 HEQOCTATHICTIO NPOAYKLiT
TUPOTPONMIHY; TPETUHHUIA, AETEPMIHOBAHUI 3HXKEHHSM NpoayKuil Tnponidepu-
HY, | nepnepuyHnI rinoTMPeo3, B OCHOBI SIKOTO NEXUTb NOPYLUEHHSA peuenil
rOpMOHIB LWMTONOAIGHOT 3ano3un. Ha nepnx etanax gndepeHuianbHoi giarHo-
CTMKM i3071bOBAHOMO MPUPOXKEHOrO riNOTMPEO3y CYTTEBE 3HAYEHHSA HA4aETbCA
pesynbTatam SOCNiAXKeHb CTaHy NPoayKLUiT TUPOTPONiHY, NepudepuyHnX TMpoi-
OHUX rOPMOHIB i Bidyanisauii wuTtonoaibHol 3anosu (cxema 13). Tak, anga nep-
BMHHOIO FiNOTUPEO03y XapaKTepHi HU3bKUIN piBEHb FOPMOHIB LLNTOMOAIGHOI 3a-
nosu Ta nigsuvLieHa nNpoayKuis TMPOTPONiHY, ANS BTOPUHHOMO i TPETUHHOMO —
NOEAHAHHS 3HMXEHOI NPOAYKLiT IK TUPOTPONiHY, TaK i FOPMOHIB LMTOMOAIGHOI
3anosu. [Npu nopyLueHHi peuenuil 4o nepudepudHmMX TMPOIAHUX FOPMOHIB Niasu-
LeHa NpoAayKLuis TUPOTPONiHY i FOPMOHIB LWuTONoAiGHOT 3ano3n. MpupoaKeHun
rinoTMPEeo3 MoXe BUABMSATUCS Y XBOPUX 3i 3MEHLLUEHUM, HOPMarbHUM i NOCTY-
noBuM 30iNbLIEHHSIM 00’eMy LMTONOAIGHOT 3an03Mu.

[MepBMHHWIA FINOTUPEO3 3 Pi3KMM 3MEHLLEHHAM 06’eMy abo BiACYTHICTIO TKa-
HUHW LWMTONOAIGHOI 3aN03u, Lo BUABMASETHCS 3a LONOMOroK YNbTPa3ByKOBOMO
JOCnifXeHHs | paaioisoTonHOro ckaHyBaHHs i3 99Tc abo 131J, € naToOrHOMOHi-
YHUM ANs AvcreHesii wutonodibHoi 3ano3n. BusHayeHHsa T3 npy HU3bKOMY BMICTi
T4 y cupoBaTui KpoBi MOGIYHO CBIgYNTL NPO HAasIBHICTb 3aNMLLKOBOI TUPOIAHOI
TKaHUHU. CMHOPOM BUABMSAETBHCA AK CNOpagMyHO, TakK i yCnagKoOBYETbCS.
HaiGinbLw iMOBipHO, L0 AaHWI CUHOPOM YCNaaKOBYETHCS 3@ aBTOCOMHO-peLie-
CUBHUM TUMOM, ane onucaHi BUNnagkn gncreHesii wmronoaibHoi 3anosun 3 aBTo-
COMHO-OOMiHaHTHMM cnagkyBaHHaM (M.A. BanabonkuH Ta cnisasT., 1982;
J1.6. CanenknHa un coaet., 1985; E.A. beHukoBa u coaBT., 1993).

lMNoegHaHHA NPUPOAXKEHOro NEPBUHHOIO rNOTUPEO3Y, 3yMOBIIEHOrO Tino-
nnasieto wutonoAibHoi 3anosun, i reHepanizoBaHoi rinepTpodiYHOi MiOTOHIT
(36inbLUEHHA MacK NepeBaXxHO M’F3iB KiHLIBOK, Aiaparmu, cepud, LWo He cyn-
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POBOAXYETLCA 30iNbLUEHHAM M’A30BOI cunun) siBnsie coboto cmHapom Koxepa-
Oebpe-CemenariHe, gkuiA yCNagkoBYETbCSA 3@ aBTOCOMHO-PELLECUBHUM TUMOM.

lnoTupeos yacTto cynpoBogxye cuHapomu Tpucomii 21 (rn. 1.1.1.3.1.6),
LLlepetueBcbkoro-TepHepa (rn. 1.1.1.3.3.4), MoxaHcona-bnissapa (rn. 3.3.2.2.2).

MomipHe 3meHLIeHHs abo 36epeXxeHHs1 HopMaribHOro 06’eMy TKAHUHW K-
TOnoAibHOI 3ano3n Npy HopManbHIn abo AeLlo 3HWXKEHIN dikcauil i3oTony B
NoeAHaHHI 3 rinepnpoaykKuieo TMPOTPONiHY i rinoNpoAayKuielo nepnugepuyHmnx
TUPOIOHUX FOPMOHIB CMOCTEPIraeTbCs NPU CUHAPOMI HEYYTNAMBOCTI TUPOLMTIB
00 Aiil TupoTponiHy. B ocHOBI 4aHOro cMHAPOMYy, LISTIKOM iMOBIPHO, NEXUTb ge-
GeKT CMHTE3Y peLenTopiB A0 TUPOTPONiHy abo NOpYyLIEHHA MeXaHi3aMiB peari-
3auii 36yaKeHHs1 OCTaHHiX. [1aTOrHOMOHIYHOI 03HAKOI CUHAPOMY HEYYTINMBOCTI
00 TUPOTPOMiHY € HeraTnBHa nNpoba 3 TMPOTPONIHOM. Tun cnagkyBaHHA CUHA-
pomy — aBTOCOMHO-peLecnBHuin (.A. Kotosa, 1990; J.L. Codaccioniet al., 1980;
F.A. Leger et al., 1984).

Ha BigMmiHy Big 3060reHHUX hopM MPUPOAKEHOTO MEPBUHHOIO TiNOTUPEO-
3y, Wo nepebiraoTb 3 Ni3HLOK MaHihecTauieto rinepnnasii wmronoaibHoi 3a-
nosn, Npu gaHoMy CUHAPOMI BUSIBNAETLCS HOpMarbHe abo NOMIPHO 3HUXEHE
NOrMMHaHHA Moy TKaHWHOK LWUTOMNOAIBHOT 3ano3n i HopManbHUIA TeMM KOoro
BVBELEHHS.

lnoTupeos, ak1ii CynpoBOAKYETLCS rinepnnasietd TKaHMHW WuTonoaibHoi
3anosu (3060reHHuI rinoTMpeos), Moxe ByTW CNPUYNHEHWUIA PiI3HOMAHITHUMM
NopyLUEHHAMU hePMEHTATUBHUX MeXaHi3MiB CUHTE3Y, akTuBaLii nepudepny-
HUX TUPOIOHUX FOPMOHIB, @ TaKOX HU3bKOK YyTNMBICTIO TKAHUH SO iX Ail.

IHogi 306 (30Kpema, npu gedekTi TpaHCNopTy MoAy) HeobXigHO andepeH-
LitoBaTy 3 TepaTOMOLO, L0 KITiHIYHO IMITY€E rinepnnasito WMTonoAidHoi 3anoau.
BiaMiTHUMKN pucamun TepaToMm € acMmeTpis NyXTMHHOIO YTBOPEHHS, Heo-
OHOPIOHICTb KOHCUCTEHLIT (YepryBaHHSA LWiNbHUX | M’SKUX OINSHOK TKaHWHK),
BMCOKa YyacToTa KanbuudikaTiB, AKi 4iarHOCTYOTbLCA PEHTreHONOrYyHo
(A.®. ByxHbl, A.M. Menukos, 1971; C.B. NuHcknii n coasT., 1989).MMpw ycix dop-
Max 3060reHHOro rinoTUPE03y CNOCTEPIraeTbCA NOCUITEHNIA CUHTES TUPOTPOMIHY.

IHdbopMaTUBHMMK NoKasHMKamMn andbepeHuianbHoI AiarHOCTUKM 3060reH-
HOrO rinOTUPEO03y BBaXakTb BMICT 3B’A3aHOro 3 6ifikoM oAy, Xxapakrep nornu-
HaHHSA WMTONOAIOHO 32503010 | BUBEOEHHSA pafioakTMBHOMO nogy, pesynbTtaT
npobu 3 NnepxnopaTtom Kanito.Piske 3HMKeHHA abo BiACYTHICTb 3aXOMNieHHs pa-
Oi0aKTMBHOrO 1ioay npu 30epeXeHOMYy 3axOMiieHHi pafioakTUBHOIO TEXHeLio
TKAHWHOIO LMTOMOAIBHOI 3ano3n BBaXKaldTb MATOrHOMOHIYHUM Ana aedekTy
TpaHCNopTy 1oAY, WO 3aBXAN CYNPOBOAXKYETbCA PAHHIMU | TSHXKKUMU KITiHIYHN-
MM NposiBamMK rinoTupeoasy i rinepnnasii wuronoidHoi 3anoau. MNpun BCixX iHLWKX
dopmax NepBMHHOrO 3060reHHOro rinOTUPE03y MoAOHAKoNMYyBarnbHa PyHKLis
LLMTOMNOAIOHOI 325031 XapakTepunayeTbCsl BACOKMM abo HOpMarnbHMM 3aXOreH-
HaM. MoganbLlumii Xig audepeHuianbHOIT AiarHOCTUKM BU3HaYae pesyrnbTaT npo-
Ou 3 nepxnopartom Karnito.
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Mo3ntnBHMn pesynbtat Npobu 3 nepxnopatoMm abo TiouiaHigom Kanito
BiOpi3Hse gedekT opraHnidikadii i cuHopom MNengpena. OaHi cuHopomMu xapakre-
pPU3YHTbCA MNOTUPEO3OM, NEPEBAXKHO FErkoro abo CepenHbOro CTYMEHsT TshK-
KOCTi 3 pOo3BUTKOM 300a y 5 — 8-niTHboMYy BiLi. OgHaK Npu TsHKKUX dhopmax crnoc-
TepiraeTbCsi MOBHA KITiHIYHA eKCnpecia 3aXBOPHOBAHHS 3 NEPLUNX MiCALIB XUTTS.

CuHppom lMeHapena xapakTepuayeTbesi MOeAHAHHAM AedbekTy opraHidi-
Kauii noay i3 NpUpoSKEHO NepLENTUBHOK MYXOTO, CMPUYNHEHO aTpodieto
KopTieBa opraHa. [ledekT opraHidikauii i cuHgpom Nengpena ycnagkoByoTbCA
3a aBTOCOMHO-PELEeCUBHUM TUMOM.

HeratnBHuii pesynbtaTt npobu 3 nepxnopaTomM abo TiouiaHigom kanito cno-
cTepiraeTbcd Npu gedeKTi KOMMNNeKCyBaHHS, 3HWXEHIN akTUBHOCTI NpoTeasu
wunTonoaibHol 3anosn, aedekTi genogmHalii 1 yTBOPEHHI aHOMarnbHUX nog-
npoteinis. [Ina gedekty KomnnekcyBaHHs i AediumTy npoTeasu WUTonoAibHoT
3an03M xapakTepHa HU3bKa KOHLIEHTpaLis 3B’a3aHoro 3 Oinkom rogy B cupo-
BaTLi KpoBi. noTnpeoa npu aedekTi KOMNNEKCYBaHHS, K NpaBuIio, nepebirae
nerko, a po3BuToK 306a BiAbyBaeTLCS B LUKiINbHOMY abo NianiTKOBOMY BiLli.

Mpy 3HMXKEHIN aKTMBHOCTI NPOTeasn CNocTepiraloTbCs PaHHIN PO3BUTOK i
BinbLw THXKMI Nepebir rinoTMpeosy 3 pi3ko BUPaKeHUM 30inbLUEeHHAM LWUTOMNOo-
AibHoT 3ano3n. OcTtaTovHa giarHocTuka AedeKkTy KOMMMNEKCYBaHHS i 3HMKEHOI
aKTUBHOCTI NpOTeasun rpyHTYETbCA Ha BUBYEHHI GionTaTy wuTtonoaibHoi 3ano-
31. HaaBHiCTb HAOMULLKOBOT KiNbKOCTI MOHO- | AINOATUPO3UHIB Y TKAHWHI LWNTO-
noAibHoT 3ano3u nicns NpUMMaHHs pagioakTUBHOMO oAy CBiAYMTL NPo AedekT
KOMMMEKCYBaHHSA, @ HU3bKa npoTea3Ha akTUBHICTb — Npo AediumT npoTeasn
wnTonoaibHoil 3anosu.

MNoeaHaHHs gedeKTy KOMMMEKCYBaHHS | FYXOTU, CIPUYNHEHOT YPaXKeHHSM
paBnuka, € cuHgpom XonaHgepa. edekt KomnrekcyBaHHS i cCMHAPOM XoraH-
Jepa ycnagkoByOTbCs 32 aBTOCOMHO-PEeLEeCUBHUM TUNOM, @ HU3bKa aKTUBHICTb
npoTeasu WMTONOAIGHOI 3an03n Mae, iIMOBIPHO, aBTOCOMHO-PELLECUBHUIA | pe-
LLECMBHUI, 34ENneHni 3 X-XpOMOCOMOL0, TUnu cnagkyBaHHs. (. Konapos, 1980;
M.N. BanabonkuH, 1981, 1988; A.M. KanunuH, I'.N. Namannos, 1987; E.A. be-
HukoBa u coaBT., 1993; L.J. Valenta et al., 1973; F.A. Leger et al., 1987).

MigBuweHnii abo HopManbHUIA BMICT 3B’A3aHOro 3 Ginkom nogy B CUPO-
BaTLi KPOBI XapakTepHWU Ans gedekty genognHauii i yTBOPEeHHs1 aHOMarnbHUX
NognpoTeEiHIB.

HedekT genogunHauii Biapi3HAETLCSA BUCOKMM BMICTOM MOHO- i OiiogTupo-
3MHIB Y CMpOBATL,i KPOBI 1 ceYi, aBTOCOMHO-pELIECMBHUM CNagKyBaHHAM, a CUHA-
pPOM YTBOPEHHSI @aHOMasbHUX MOANPOTEIHIB — BiNbLl BUCOKMM PIBHEM KOHLLEHT-
pauii 38’A3aHoro 3 BGifkom MoAay, HasABHICTIO aHOMaribHUX MOAMNPOTEIHIB, WO He
MalTb rOPMOHaIbHOI aKTUBHOCTI, Y CMPOBAaTLi KPOBi, aBBTOCOMHO-A0MIHaHTHAM
TMnom cnagkyBanHs (F. Ismail-Beigi, M. Rahimifar, 1977; M.M. Kaplan et al., 1981).

CeneKkTBHO 3HWKeHa NPOAYKLisi TUPOTPONiHY CNOCTepIraeTbCsa NPY CUHOPO-
Max i3051bOBaHOro AedilumTy TMponibepuHy 1 is3onsoBaHoro aediynty TMPoOTpo-
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niHy, L0 MaloTb aBTOCOMHO-PELLECUBHUIA TUM cnagKyBaHHS. [posiBu rinoTupeosy
npu gaHux cMHApomax nerkoro abo cepeaHbOro CTyneHs TSPKKOCTI, Y 3B’53Ky 3
4Y/MM 3aXBOPKOBAHHSA, SIK NPaBuIo, AiarHoCTyeTbCs Ni3HO. [Mpy NpoBeaeHHi aude-
peHuianbHOI AiarHOCTUKM AaHUX CUHOPOMIB PEKOMeHAYTb BUKOPUCTOBYBATH
npoby 3 TuponibepunHoM. No3anTtneHa npoba (NigBULLIEHHS KOHLEHTpaUii TMpOT-
poniHy B CMpOBAaTLi KPOBi Micna BBeAEHHS TUponibepuHy) cBigunTb Npo nopy-
LLEHHS CUHTE3Y TUPONiGepunHy; HeraTtBHa — MNPO MOPYLUEHHS CUHTE3Y TUPOTPO-
niny (I.A. Kotoea, 1990; J. A. Pittman et al., 1971; A. Labble et al., 1984).

MoeaHaHHSA NOpyLUEeHHS CUHTE3Y TUPOTPONIiHY 3 AediUUTOM iHLLINX FOPMOHIB
nepeaHbol YacTku rinodgisa € NaTOrHOMOHIYHOK O3HAKOH TiNoniTyiTapmu3my.

CnHOpOM pe3nCTeHTHOCTI TKaHWH A0 Ail nepudepuyHmUX TUPOIAHUX FTOPMOHIB
(cuHgpom Pedbetodda), kpim nigBuLLLeHOT npoayKuii TMpoTponiHy i nepude-
PUYHUX TUPOIAHMUX FTOPMOHIB, XapaKTepu3yeTbCsl BUCOKMM BMICTOM 3B’i3aHOTO 3
Oinkom roay i NPUCKOPEHNM 3axXOMSIEHHAM NoAY TKAHMHOK WmMToNnoaibHOI 3a-
nosu. Tun cnagkyBaHHSA CUHAPOMY — aBTOCOMHO-peLecnBHui (C.T. Savin, 1985;
C.T. Scif et al., 1988; S. Aritaki et al., 1990).

HabyTtui rinotnpeos, 3ymoBneHni TMpOIAUTOM, TUPOIAEKTOMIEID, NpomMe-
HEBOIO Teparnieto, TpMBanuMm 3acTocyBaHHSM npenaparTis, sSKi MICTATb KoA, Xap-
4YOBMMMU, NiKapCbKMMKU 3060reHaMm, xapakTepusyeTbCs MEHLL BUPaXKEeHO 3aT-
pumkoto pocty (J1.A. Jincenkosa, A.W. lN'ynsies, 1991; F. Riedel et al., 1984).

lMoegHaHHS rinoTUpeo3y 3 NOPYLUEHHAMU OYHKLIN iHWWX opraHiB i cuctem
MOXYTb SABMASATM COBOKO CaMOCTIlHI cMHApoMU. Tak, CrinbHI NposiBY riNOTUPEeoa3y,
3YMOBJIEHOro aBTOIMYHHUM TUPOIAMTOM, TINOKOPTULU3MY Ta iHCYNiH3aneXHOoro
LyKpOBOro Aiabety CTaHOBUTb MonirnaHaynsipHe aBTOIMyHHE 3axBoproBaHHsS
Tmny (cnHapom LLmiga), wo ycnagkoByeTbCs 3@ aBTOCOMHO-A0MiIHAHTHUM TUMOM
(LN.P. Nazosckuc, 1981; E.A. BeHukoBa u coasT., 1993); rinoTupeoay i nepeayac-
HOro CTaTeBOro po3BUTKY — cMHAPOM BaH Yarka-I'pymbaxa (.M. Srap u coasrT.,
1991; P.J. Pringle et al., 1988); noegHaHHs rinoTMpeoay, KapfMKoBOCTI 3 BUpake-
HUM OXXMPIHHAM, HAOPSKOM MNiALUKIPHOI XXMPOBOT KNITKOBUHM 06InM4ys, eninpunag-
kamu, igioTieto — cuHapom bep’ecoHa-PopcmaHa-Ilemana (rn. 4.1.8).

C/MNTOMOKOMNMIEKC NPUPOLKEHOrO FiNOTMPE03y, PO3KONMUHN NIAHEOIHHS i
BOJ1OCCH, LLO CTUPYNUTL, € CAMOCTIHUM cnagkoBuM cuHgpomMom (J.S. Bamforth
et al., 1989).

FnoTupeos moxe 6yT CNPUYMHEHWIA BNIMBOM FONTPOreHiB — PEYOBUH, LLIO
MaTb 3060reHHNn edekT BHACMIAOK Aii HAa ropMoHOreHes. Tak, TiOUiOHUTH,
anidatnyHi gucynbdign, NoxigHi AurigpobeH30MHOT KUCIOTH, NIPUAMHOBI NOXIOHI
iHribytoTb opraHridikauio noay; coni NiTito BOKYTb BUBIMbHEHHA aKTUBHMUX
rOPMOHIB LMTONOAIOHOI 3an03u; AnHITpodeHorn, bnaBoHOIAN, (PNOPETUH Cro-
BiNbHIOKOTbL cekpelito TupoTponiHy (E. Gaitan, 1988).

HanyacTilwe HU3bLKOPOCHiCTb 9K HacnigoK XPOHIYHOT HMPKOBOI HegocTaT-
HOCTi CrnocTepiraeTbCa Npu NPUPOMAXKEHUX OMCMNAa3isx i cnagkoBUX 3axBOpHO-
BaHHAX HUpok (M.C. UrHatoBa, tO.E. BenbTuwes, 1978; B. bniyHk, 1981).



67

Moniypisa i noniguncia B noeaHaHHI 3 PisKMM BigCTaBaHHAM POCTY — Xapak-
TEPHUI CUMNTOMOKOMIMIEKC cuHApoMmiB bapTTepa i Pontepa, nigTBepoKeHHAM
AKMX € HasiBHICTb rinokaniemMiyHoro ankanoay, rinepanb4oCTepOoHEMIl
(R.R. Pereira, J. Van Wersch, 1983); (rn. 3.5).

3aTpymKa 3pOCTaHHS JOBXUHM Tifla Npy XPOHIYHMX FMMNOKCUYHUX CTaHax, B
OCHOBHOMY, BM3Ha4yeHa TPMBArICTIO KUCHEBOrO rofioAyBaHHSA i MPaKTUYHO He
3anexuTb Big 1l reHedy. OgHak BBaXalTb, WO HaNGINbL BUPaXeHUn BNvB
XPOHIYHOT FMOKCIii Ha 3pIiCT cnocTepiraeTbCa NPU TAXXKKNX NPUPOLXKEHMUX aHOMa-
nisiX pO3BMUTKY fnereHb, MyKoBIiCLMO03i, remocnaeposi nereHb, cCUHapomMi Xam-
MaHa-Piva; npupompkeHux Bagax cepus (HesapoLleHHi apTepianbHOi MPOTOKH,
nedekrtax MixnepencepaHol Ta MiXKLYHOYKOBOI neperopoaku, tetpagi ®an-
no, 3aranbHOMy rereHeBoMy cToBOypi); Tanacemii, cuHapomi bnekdona-fan-
MoHaa (H.I'. 3epHos, O.®. Tapacos, 1984).

HusbKopoCnicTb, Ska CyNPOBOKYE 3aXBOPIOBAHHA MEYIHKM, Y NepLly Yepry,
BUMAarae BUKITHOYEHHS LIMPO3Y NEYiHKK, a TaKoX TepMiHasbHOro ineiTy i 3axsopto-
BaHb, L0 XapaKTepu3ylTbCs CMHAPOMOM Manbabcopbuii, 3okpema, ueniakii, i
BUHMKaIOTb Ha OOHI XpOoHiYHOT naTonorii knweyHuka (S.R. Rosenthal et al., 1983).

3aTpuMKa pocTy MOXe crnocTepiratnucsa npu 6yab-SKUX CUCTEMHUX 3aXBO-
PIOBaHHSAX.

1.1.2.2.1. ANPEPEHLIAJIbHA OIATHOCTUKA NPU NMOEAHAHHI
NMOCTHATAILHOIO NMPOMOPLIWHOIO HAHI3MY
3 YEPEMHO-NMMUbOBUMM ONCMOP®IAMU, MHOXXUHHUMA
AHOMANIAMMU | (ABO) BAOAMU PO3BUTKY

Mpn gudepeHuianbHii giarHOCTULI 3aXBOPIOBaHb, WO BUABNATLCA Aa-
HMM NoeHaHHAM NaTOSONYHNX O3HaK, AOLINbHO 3aneXxHo Bif XapakTepy Bag,
BUAINWUTU TpU rpynu 3axBoptoBaHb: 1) 3 YepenHo-nMuboBMMU gucMopdiamu;
2) 3 YepenHo-NULLOBUMU OMCMOPAISAMN 1 aHOMarniaMu nansuis; 3) 3 YepenHo-
NMUBOBUMU AUCMOPAIAMU 1 aHOManiIMK LLKIpK.

1.1.2.2.1.1. QudepeHuianbHa agiarHOCTUKA NpU NoeaHaHHI
NOCTHaTaNbHOro NPONOPLINHOI0 HaHI3MYy i YepenHo-NULbOBUX
ancmopdin

OudbepeHuianbHa giarHocTvka gaHuX 3axXBOPHOBaHb BU3HAYeHa xXapakte-
pOM YepenHo-nMUboBUX Ancmopir (Makpouedanieto, akpouedanieto, aHoma-
nagom 3a6poBux ayr, eHodTansMom).

Mpn 3axBOPIOBAHHSX, LLIO CYMPOBOAXYHOTLCS HLUUMUW, paHille po3rnaHyTu-
MU BUOaAMW YepenHo-NuLboBUX UCMOPMdIN, K NpaBumno, BiA3HaA4YaeTbCa npe-
HaTanbHa 3aTpumka po3suTky (rn. 1.1.1.3).

Avncmopadii cepeHbOi TpeTUHM 06nnyYs, aucpaddis cepeHbOoI NiHil (Haso-
MakcunsapHa gucnnagsis bangepa, poskonvHa nigHebiHHA, aHOManii BepXHiX ne-
peaHix 3y6iB y BUrNAAi €ANHOrO LIEHTPanbHOro pisus BEPXHbOI Wwenenwu), Wwo
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BiOMIYAOTLCA Y HU3bKOPOCNUX AiTeN, MOXyTb ByTWM O3Hakamu, AKi NOBiYHO
cBigyaTbh Npo nopylweHHs oopmyBaHHSA rinodisza (J.C. Ajacques et al., 1982;
Ch. Liapi et al., 1985).

1.1.2.2.1.1.1. OQudepeHuianbHa giarHoCcTUKa NpwU noeaHaHHiI
NoCTHaTanbHOro NponopuinHOro HaHi3my i makpouedanii

Makpouedanist y XxBopux 3 noctHaTanbHUM NPOnopLiiHUM HaHI3MOM Cro-
cTepiraeTbcsa npu rnikoreHosi | (xBopobi llNipke) i Il Tunis (xBopobi Kopi), cuHa-
pomax Pituyepa-lUnHuensa, Aapckora, ['perira, akpokansesHoMy CUHAPOMI, BbeHr-
HesiHa-Pines-Pyb6anbkabi (cxema 14).

HasgBHiCTb y XBOpUX NoslicMHAAKTUAIT O3BONSE BiAPi3HUTU cuHApom ["pein-
ra i akpokannesHuin cMHApOM, AndepeHLianbHa AiarHoCTMKa SKUX po3rfigHyTa
B rn. 1.1.2.2.1.2.1, Bia rnikoreHosy, cuHgpomis Pityepa-LLUnHuensa, Aapckora.

linornikemiyHi Kpnau, WO BUHUKAKOTL Yyepe3 4—6 roguH nicns npunMaHHa
Ki, renatomeranis, BigCyTHICTb Baf pPO3BUTKY XapakTepHi ansa rnikoreHoay | i lll
TMNIB i He cneyudiyHi ana cuHgpomis Pituepa-LUnHuens, Aapckora.

Y xBopwux Ha rnikoreHos | i lll Tnnie Bia3Ha4atoTbCS XapakTepHe “nanskose”
o6nNnYYsa, BEMNUKUI KUBIT, MNOTOHIA ckeneTHUX mM’a3iB. [1aTOrHOMOHIYHUMUK €
HenTponeHis, rinornikemis, rinepninigemia, rinepnakraungemis. [JaHi 3axsopto-
BaHHS AMdepeHLiooTb Ha NigcTaBi pe3ynbTaTiB HaBaHTaXyBallbHUX TECTIB i3
rniLepuHoM, Aia3oKCMAoM i Mpobu 3 rroKaroHOM.

Y XBOpUX Ha rnikoreHos | Tuny Big3HavaTbCA NiABULLEHHS PiBHS MMOKO3M
B CMpOBaTLi KpOBi Ha BBeAEHHSA rniuepuHy abo agiasokcuay i BigCyTHICTb Biano-
BiHOI peakuil BMICTy rIOKO3M B CMPOBATL,i KPOBi Ha BBEOEHHS MTHOKAroHy siK
00, TaK i nicnsa npuAiMaHHS Xi.

Mpw rnikoreHosi Il TNy po3mipy HAPOK BiANOBIgAOTH BIKOBIN HOPMI, BiACYTHE
NiABULLEHHS KOHLIEHTpAaU,il rIoKO3n B CUPOBATLi KPOBI Ha BBEAEHHS MMiLlepuHy,
fiasokcmay i roKaroHy 40 NPUMMaHHs iXXi, ane cnocTepiraeTbCa 30iNbLIeHHS i
KOHLeHTpaLjii Ha BBEAEHHS IMIOKaroHy Yyepes 2 rognHu nicns ixi.

OcTaTouHMn giarHo3 rmnikoreHosy | Tuny BCTAHOBMIOETLCS NP BU3HAYEHHI
JediunTy rnko3o0-6-pocdaTasu, a riikoreHosy Il Tuny — npu gediunTi amino-
1,6-rmoko3naasn. Tun cnagkyBaHHS OaHMX MiKOreHO3iB — aBTOCOMHO-peLe-
cusHmin (KO.Koeauesa, 1. Mutesa, 1986; FO.I. lNMonoBn4 n coaeTt., 1988;
E.JN. PoseHdenba, N.A. MNonoea,1989; C.J. M. Sanchez et al., 1983; J. Schaub,
K. Heyne, 1983; J.P. Keating et al., 1985; U. Wendel, 1988).

XBopi i3 cuHgpomom Pityepa-LUnHuens i Aapckora MatoTb OOHOTUMHI Ye-
penHo-NnuboBI ANCMOPIT: LUMPOKNA NULIBOBUIA CKENET, Yoro, WO BUCTYNaE,
rinepTenopusmM o4YHMX A6NnyK, roTnyHe nigHebiHHA. OgHak npy cuHapomi Aapc-
Kora crocTtepiraroTbCsl 0OgHO- abo OBOCTOPOHHIN NTO3, BiNbLlU BUpaXkeHa rino-
nnasisi BEpXHbOI LLenenu, iHogi HWKHBLOT ryou, Wo Haragye rpymacy HeBOOBO-
NEHHS, KOPOTKMI HIiC 3 BUBEPHYTUMM Bnepe Hi3apsiMu. OCHOBHOIO BiMiHHICTIO
CUHOPOMIB € CUMNTOMATUKA, Sika CYyNPOBOSKYE YepenHo-NuuboBi AncMopdil.



69

‘nuredanodien Irsuina A unsibdonwounty nnmaoanuu-oHuadan
BoqL3Axdoaoduhs om ‘iwelHeH AwoHuindouodu AWoHAaLreleHLo0oU Udu uiKMLOOHIeIT JoHALreINHadadur windoluy L ewax)

eroxodey wodran)

> KIQMHUT]
-edonr1d wodrun)

BMIMIRY BHQITOLIOIIRT]]

(oxd1 | egodogax)
A ALIML | EOHOIOMIIr |
AIM49IeI A K1OMBLR
BIMLIRITOHIIY BAOMhOEON ‘E1Id00
‘surmLyerixedq ered eHoxrodudy]
7y 7Y IDHIROII ALBLIIOIQ XBHULIIN A ugeredood
-9-0€0MOIIL] LLOOHEULYE 9LOTHLAJN 18
DU RLIOL Y eILehEI]] BL AHOIOMIII 1OTNE MUHOIIHUET] |
»
KTIBIOWOLBLIOT ‘UEMdM THhINOMIILIONT | 1’2111 1 anyy
H - BITHINBYIIO] | ” de ],

%

s1redamodye




70

CuHapom Pituepa-LUnHuensa xapaktepuayeTbcs NOegHAHHAM YepenHo-nn-
LbOBUX ANCMOpin i3 NnpupomkeHnMM Bagamm cepus (aedektamm aTpioBeHT-
PUKYNAPHOrO KaHany, MixnepencepaHoi neperopogku) i aHomanisvm LIHC
(36iNbLUEHHAM MacK rofioBHOrO MO3Ky, annasietd Mo3o4yka); a cMHapom Aapc-
Kora — 3 aHoManissMv1 po3BUTKY nanbuiB (Opaxigaktunieto, kniHogakTunieto V
nanbuiB KMCTen, MeMOBPaHO3HMMWN NEPETUHKAMN Y OCHOBWU MPOKCUMANbHUX
dranaHr nanbuiB KUCTER) i “luianbonofibHo” KanuTKOK (BarMKOM OTOYYE OCHO-
BY CTaTeBOro 4rieHa).

Twun cnagkyBaHHSA CMHOPOMY Aapckora — aBTOCOMHO-AOMIHAHTHWIA, oOMe-
YKEHMI YOSIOBIYOKO CTATTHO, | PpeLLeCUBHUI, 34ENSIEHNIN 3 X-XPOMOCOMOI; CUHA-
pomy Pityepa-lUnHuens — aBTocomHo-peuecuBHuin (R.E. Grier et al., 1983;
P. Mienecke, 1983; M.J. Vooren et al., 1983; E. Bawle et al., 1984; M. De Saxe,
J.G. Kromberg, 1984; A. Verloes et al., 1989). Npn cuHgpomi Aapckora iHoAi
BNABNATE Makpoopxiam (J.P. Fryns, H. Van Den Berghe, 1989).

CumnTomMokomMnnekc, nogibHunin 3a PeHOTUNOBMMU O3HAKaMM 40 CUHOPOMY
Aapckora, y NoegHaHHi 3 pigkuMm, rinonirMeHToBaHNM CyXMM BOMOCCSM i SIKUiA
yCNagKoOBYETbCA 3@ aBTOCOMHO-PeLEeCcBHMM TUMOM, BBaXatoTb NPOSABOM ca-
MocTiriHoro cungpomy (A.S. Feebi et al., 1988).

Cwunpgpom beHHesiHa-Pines-Py6anbkabi, Ha BigMiHy Bif iHLLMX 3aXBOPOBaHb
OaHOI rpynn, XxapakTepunsyeTbCsi 0O0B'A3KOBOKO HASABHICTIO O3HAK YpPaXkEHHS
LUKipW: Npu BapiaHTi beHHesHa cnocTepiraloTbCA MHOXUHHI MinoMu, fliMdaHrio-
MU, FEMaHrioMun; Npu BapiaHTi Pinesa — TinbkM MHOXWUHHI FeMaHrioMmun; npu Bapi-
aHTi Py6anbkabu — nnsMmucTa rinepnirMeHTauis i noninos kuweyHuka. Tvn cnag-
KyBaHHS cuHgpomy beHHesHa-Pinea-Pybanbkabi — aBTOCOMHO-AOMIHAHTHUN
(M.C. Higginbotton, P. Schultz, 1982; M.M. Cohen, 1990).

1.1.2.2.1.1.2. OudepeHuianbHa giarHoCTUKA NpPU NOEAHaHHI
NocTHaTanbHOro NPONoOpLUiMHOro HaHiamMy Ta akpouedanii

Akpouedpania y xBopux 3 noctHatanbHUM NPONopLUiitHAM HaHi3MOM cre-
umdpivyHa anst cuHapomy CeTpe-YHoT3eHa. Y XBOpuX Ha AaHWIA CMHAPOM CnocTe-
piratoTbCsl YepenHO-NMLBOBI AMCMOPMIi: MOMiPHO BUpaxeHa akpoLledanis, crno-
LeHe 4ono, A3b060noaibHUI HiC, CKPMBIIEHHS HOCOBOI NEPEropoaKu, CTEHO3
CNi3HUX MPOTOK; aHOManii PO3BUTKY KIHUIBOK y BUrNAAi 6paxigaktunii, WKipHOT
cungakTunii ILi Il a6o 1l i IV nanbuiB kncten, cton.

IHWI cMHOpOMK, LLO XapaKTepusyrTbCsa akpouedanocuHOakTumiero i, sk
npasunno, 3a4o0BiflbHUM POCTOM, MawTb AOCUTb BUpPaXeHi PeHOTUNOoBI
BiAMIHHOCTI. Tak, cuHapom Anepa Bigpi3HAETbCA TOTaNbHOK CUHAAKTUMIED,
cuHgpom dorra — YepenHo-NNLBOBMMU SUCMOPdISMU, WO HaragytoTb NPOsiBY
cuHgpomMy KpysoHa, i ToTanbHOW CUHAaKTuAiew; cuHapom BaapaeHbypra —
annasieto | NNecHoBOI KiCTKMN, KOHTPaKTypamMu NIiKTbOBUX i KOMIHHMX CYrnoois;
cuHgpowm lMdpericbepa — Wnpokumun danaHramu | nanbLiB KUCTEN i CTON; CUHA-
pom CamMMiTi — OXXMpiHHAM; cuHapom ApMeHaapeca — kniHogakTunieto V nanbuis,
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GpaximesodanaHrieto i nirmeHTHUM peTuHitom (I.L. Jlasok n coasT., 1979;
K.B. PydaHoBa, B.C. Jlorarite, 1989; S. Manouvrier-Hanu et al., 1989).

Akpouedanis y noegHaHHi 3 NoNiCMHAAKTUIIEI CNOCTEPIraeTbCs NPy akpo-
uedanononicuHaakTuniax Hoaka, Kapnentepa, CakaTi (. 1.1.2.2.1.2.1), y
noeaHaHHi 3 rinonnasieto nanbLie — npu cuHapomax bannepa-Lxeponbaa (rn.
1.1.1.3.2.2), XeppmaHna-llagga (avs. rn. 1.2.2.2.2), a B NOEAHaHHi 3 yKOPO4eH-
HAM cepefHix BigdiniB HWXKHIX KiHLIBOK — npu cuHgpomax Jlaypi i XeppmaHa-
Nappa (rn. 1.2.2.2.2).

1.1.2.2.1.1.3. OndepeHuianbHa giarHocTUKa npu noeaHaHHiI
NocTHaTaNbHOro NPONOpPLUiMHOro HaHi3mMy
Ta aHoManaay 3a6poBux ayr

Ha ueii yac suginatots aHomanag |, Il i noegHaHHs aHomanagis | i Il 3a6po-
BUX OYT.

AHomanag | 396poBoi AyrM xapakTepu3yeTbC aCMMETPUYHOLO rinonnasieto
BUNUYHUX KICTOK, BEPXHbLOT i HUXXHBOT Lenenu, xXyBanbHUX M’a3iB, MPUBYLLHOI
CINUWHHOI 3anosu, annasielo nepeaHboi TPETUHM BYLUHOT PakOBMHU (CUHAPOM
remicpauianbHoi MikpocTomil); aHomanag, Il 3a6poBoi oyrm — annasieto 3agHix 2/
3 yacTtuH BywHMxX pakoBuH (I.B. KpyunHckun , 1974; E.D. Kay, C.N. Kay, 1989)
(cxema 15).

MocTHaTanbHa 3aTpuMKa pO3BUTKY, SIK NPaBuUIo, BiA3HAYAETLCA NPU CUHA-
poMax, L0 XapakKTepuayTbCa NnoegHaHHAM aHoManagis | i [l 3a6posux ayr, 4o
AKX Hanexatb cuHgpomn ®panuyeckeTTi (Tpivepa-Konnivza), MonbaeHapa,
bikcnepa, CHARGE, akpouedanbHi gnsoctosm Harepa, Minnepa. Npu gaHmx
CYHApPOMaX crocTepiraroTbcsa eHOTUNOoBO NoAidHI YepenHo-NMLULOoBI AucMopdii:
AHTUMOHTOMOIAHMI PO3pPi3 OYHUX LLiINNH, KONoboma BEpXHiX MNOBIK, MiKporHarTis,
MIKpOreHisi, MakpOCTOMIS, Finonnasia xyBanbHUX M’A3iB, MOXIUBUN MiKpOd-
TanbM, aHomanii 3y6iB, BiAKPUTUIA NPUKYC, NepiaypuKynsipHi BAPOCTU i picTynu,
aHoMmanii ByLULHMX PakoBWH, YacTO B MOE4HAHHI 3 aTpPe3i€to 30BHILUHBOrO CryXxo-
BOro nNpoxony; i Bagn po3BUTKY BHYTpiWHiX opraHiB (KO./. BapawHes n coarr.,
1983).

BigcyTHicTb rinonnasii nanbLiB 403BOMNA€E BULINUTA XBOPUX i3 CUHAPOMaMM
®paHyeckeTTi | TonbaeHapa, bikcnepa, CHARGE. CuHgpom dpaHyeckeTTi siB-
nge coboto i30nboBaHMI NPOSAB NoegHaHHA aHomanagie | i Il 3abposux ayr.

Cunpgpom [NonbaeHapa Bigpi3HAeTbCA Big cuHapoMy PpaHyeckeTTi HasiB-
HicTIo y XxBopux enibynbbapHoro agepmoiga abo ninogepmoiaga i aBTOCOMHO-pe-
uecmBHuM TUNoM cnagkyBaHHsa (X.A. Kanamkapos u coasTt., 1981; 10.U. ba-
pawHeB un coasT., 1983; KO.W. bapawHeB n coasT., 1990; W.I. BpsasryHos n
coaBT., 1991; A. Baruchin et al., 1981; G.N. Wilson, 1983).

CuHgpom PpaHyeckeTTi HeOOXiQHO AndepeHLitoBaTH TaKoX 3 acoliauieto
CHARGE (konoboma pargyku, Baga cepus, atpesia xoaH, 3aTpumMmka ¢isny-
HOrO i MCUXOMOTOPHOIO PO3BUTKY, MMOMMasisa cTaTeBux OpraHis, aHoManii pos-



72

*1A7 xnaodgie ATeurenwoHe 1I7sUiMa A unsiddonwont unnaoanuu-oHuadah Bo913/AkFogaoduko
UWE ‘INEIHEH AWOHALreLleH1o0U AwoHuindouodu ndu miniooHleld joHauelnHadadpul windoluy G, ewax)

edormipy €orooenr
yuuH4aremedody

edoaep £oLo0eHr
yuH4rrermedody

%

1OLJ BL U3IOUX

*

9IN9Iel A KIERILION] ]

%

HOIOMY dII49Irel
] BIERIIONI |

%

'H

A

1LLOX0ohHRAD
wodrHI))

HOYVHD edeHorrqIro |
wodIran)) wodrHI))

e, : deJ,

f f

9LOTHLBLOOIOH
eHqIreLIHudedorod ‘eadon otogodmuIr rrowdar
eaden ‘snhurrgo ewdod enredreayy nundegarAgmg

1

AII9IRIT BIERITIIONT | qeJ,

+

JAY xugodoKe [ L] TeIreNOHY




73

BUTKY BYLLIHUX PAKOBWUH), MPU AKii MOXYTb CNOCTEpIraTtuca acumeTpist 06nuyys,
MIKpOreHisi, MiKpoTia 1 aTpesid 30BHILLHbLOIrO CAYyXOBOro NPOXoay, aHTUMOHIO-
NOIAHWI PO3pPi3 OYHUX LWinuH, mikpodTaneM. OgHak npu acouiauii CHARGE
BiA3Ha4alTbCA KBagpaTHa opma obnmyys xBopux, AOBrMn inbTp, napes
NULbOBOro HepBa, BenodapuHreanbHa HeAOCTaTHICTb, KOTPi HE XapaKTepHi Ans
cuHgpomy ®PpaHyeckeTTi. OCTaHHIN yCcnagKoBYETbCS 3@ aBTOCOMHO-AOMIHAHT-
HUM Tunom, a acouiauia CHARGE suasngaetbcsa cnopaguyHo (U.I1. bpasryHos
ncoaert., 1991; S.L. H. Davenport et al., 1986; E. Goldson et al., 1986; L.A. Metlay
et al., 1987; C.A. Oley, 1988).

Cungpom bikcnepa BiapisHAETLCS HASIBHICTHO Y XBOPUX BUPAXXEHOrO rinep-
TENnopuamMy O4YHUX sI6NyK, NPUXOBAHOI CepPeaUHHOI PO3KONUHM Yepena, OgHO-

BivyHoro xevnorHatonanarocxuaucy, cuHgaktunii Il i [ll nansuis (D. Bixler et al.,
1969).
Cungaktunia Il i lll nanbuiB BUABNAETLCA TAKOX NPY CUHOPOMI FeHepaniso-

BaHOro MacToLMUTO3Y, HaHi3MY, rMyX0TU N MIKPOTIl. Y LIMX XBOPUX Ha BiaAMIHY Big
cuHgpomy bikcnepa Big3HavaeTbCa reHeparnizoBaHUii MacTounTo3, Yono, Lo
BUCTYNae, apkonodioHe nigHebiHHSA, JOBMMA A3MK | HEMAE NPUXOBaHOI cepe-
AnHHOI po3konuHu yepena (B. Wolach et al., 1990).

lNnonnasis nanbuiB 403BOMSE BiAPISHNTU akpodiauianbHi An3octosn Ha-
repa i Minnepa (rn. 1.1.2.2.1.2.2).

1.1.2.2.1.1.4. OudepeHuianbHa giarHocTUKa Npu NoegHaHHiI
NocTHaTaNbHOro NPonopuinHOro HaHiamy Ta eHocdTanbmy

EHobTanbm y Aiten i3 nponopuinHo NOCTHaTaNbHOK 3aTPUMKOK POCTY
xapaktepHuii ans cungpomie SHORT, Floating-Harbor (“nnaey4yoi raeani’). MNMpu
UUX CMHApOMax BiA3Ha4YaeTbCa NigBMLLEHA PYXMBICTb CyrnobiB.

Cungpom SHORT Bigpi3HAETLCA 0COBMBOCTSMU YePENHO-NNLBOBKX aHO-
Manin (“TPUKyTHUM” obnu4yaM, rinonnasield XpALWwoBOl YacTUHU KpU Hoca,
MiKpOrHaTi€eto, onyLeHnMM KyTaMu poTa) i HasiBHICTIO HECTPMMHOIO Gr0BaHHS
B Mepiog HOBOHApOOKeHOCTI, aHomanii Pirepa (onirogeHTii i natonorii ouen y
BUrNsIAi KaTapakTh, MOMYTHIHHSI POTiBKW, MIKPOKOPHea, aHipugii, rinonnasii abo
Konobomu pangyxHoi 000MNOoHKM), aTpodil NiALKIPHOT XUPOBOT KMITKOBUHU B
AiNaHyi obnuYya i HWXKHIX KiHUIBOK. [1pn gaHoMy CMHAPOMI MOXNMBa MpeHa-
TanbHa 3aTpMMKa 3pOCTaHHS OOBXWHW Tina. Tun cnagkyBaHHA CUHOPOMY —
aBTocoMHo-peuecuBHun (D. Aarskog et al., 1983; H.V. Toriello et al., 1985).

Mpu cMHOpoMi “NNaByyol raBaHi” CrnoCTepiraloTbCA BEMUKUIA HIC, LLO HaBU-
cae Hag BepxHbol ryboto, OOBri Bii, MAKpOCTOMIsl, TOHKa YepBOHa 00nsiMiBKa
ry0, HMU3bkKa NiHist pOCTy BONOCCH, ripcyTuam, bpaxigaktunis. Y geskux smnagkax
NpPosiBU CUHOPOMY OnNun3bki 3a PeHOTMMOBMMM O3HaKamu 4O CUHOpomy Py-
OiHWwTenHa-Tenbi. OgHak Npy CMHAPOMI “NNaByy0i raBaHi” He 3yCTpiYaeTbCA Xa-
pakTepHoi anga cuHapomy PyGiHwTenHa-Tenbi rppmacy “yCMixXHeHOT niognHn” i
Big3HAYaEeTbCS iHLWMI NaningpHUin MantoHoK JosoHb (P.L. Robinson et al., 1988).
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Cungpomun 9p+, 18-, ANSA AKUX TaKoX cneundivyHun eHoTanbMm, BigpisHs-
IOTbCA BUHUKHEHHAM 3aTPUMKM 3POCTaHHA LOBXMHWU Tina B npeHaTanbHOMY
nepiogi »xunTTa xsoporo. [ina cuHgpomy 9p+ xapaktepHa rinonnasia gucranb-
Hux oanaHr nanbyie (rm. 1.1.1.3.2.2), ons cungpomy 18g- cneumdivyHe noeaHaH-
HS nnackoro obnuyus i “Byx catupa” (rn. 1.1.1.3.1.9).

1.1.2.2.1.2. AncpepeHuianbHa giarHOCTUKa Npu NO€AHaHHI
NoCTHaTaNnbHOIro NPONOPUINHOIrO HaHi3My 3 YepenHo-NULbLOBUMMU
ancmopdisamm Ta aHomaniasMu nanbuis
Knto4yoBuM KputepiemM npu andpepeHuianbHild giarHoCTULi aHUX CTaHIiB €
XapakTep aHoManin nanbyiB: nonigaktunisa, a- abo rinonnasia nanbyis, po3Lwm-
PEeHHsA AncTanbHUX hanaHr, TpudanaHroBiCTb BENMKOro narnbLs.

1.1.2.2.1.2.1. AncpepeHuianbHa giarHOCTUKa Npu NoeaHaHHi
NOCTHaTaNbHOro NPONOpPLiMHOro HaHi3My i nonigakTunii
lMoeoHaHHS NOCTHaTanNbHOI 3aTPUMKU PO3BUTKY | NonigakTunii cnocrepi-
raetbcs npu LedanononicnHaaktTunii Npewnra, akpokannesHoMy CUHOPOMI, ak-
pouedanononicungakTunisax Hoaka, Kapnerntepa, CakaTi, opo-hauio-guritans-
Hux cungpomax Il i lll Tunis (cxema 16).

HasaBHicTb Makpouedanii 4o3Bonde BigpisHUTM LedanononicuH4akTUnio
peira i akpokannesHuii CMHOPOM Bif, iHLWIMX BMAIB NOCTHATarbHOro nponop-
LiHOrO HaHi3My, CynpOBOKYBaHUX aHOManisiMu po3BUTKY NanbuiB y BUrNsAi
nonigakTunii. [na umx cMHOPOMIB XapaKTepHUn BUCOKUI CTYNiHb (DEHOTUMOBOT
noaibHocTI. Y XBOpux cnoctepiraetbcs bpaxiuedania, 4ono, sike BUCTynae, rinep-
TENOpMn3M OYHUX AGMYK, aHTUMOHIONOIOHUI PO3Pi3 OYHUX LLINMH, NOMigaKTUIIS
KUCTEW i CTOM, L0 MOXe HOCUTM SIK Npe-, Tak i NocTakcinbHUn xapakrep. OgHak
npw cMHAPOMI LiedanononicnHaaktunii ['penra iHTenekT 36epexeHui, y Ton yac,
SK NPY aKpoKanne3HoMy CUHAPOMI CNOCTepiraeTbCs po3ymMoBa BigCTanicThb.

MpoBigHO AiarHOCTUYHOK O3HAKOK aKpPOKasife3HOro CUHOPOMY € areHe-
3i9 Mo3onucToro Tina. Tun cnagkyBaHHA cuHApoMy [peira — aBTOCOMHO-40-
MiHAHTHWIA, aKpOKanne3Horo CMHAPOMY — aBTOCOMHO-peLiecnBHun (A.E. Chudley,
C.S. Houston, 1982; M.M. Nelson, A.J. Thomson, 1982; A. Schinzel, 1982;
L.J. Salgado etal., 1989; S.A. Temtamy, N.A. Meguid, 1989; A.C. Casamassima
et al., 1989; M. Yuksel et al., 1990).

Akpouedanis, sika BUSBASETbLCA Y NOEAHAHHI 3 NoNiCMHAAKTUIIED, 403BO-
nge BigpisHUTK akpouedanononicMHaakTUnMiIto.

AkpouedanonosnicuHaakTunia Hoaka xapaktepusyetbca 30inbLUeHHAM |
nanbuiB KUCTEN i NOABOEHHAM | nanbuis cTon, 36epexxeHHAM HOopMaribHOro
PO3yMOBOIO PO3BUTKY, aBTOCOMHO-OOMiIHAHTHUM TUMOM CNaaKyBaHHS; CUHOPOM
KaprneHTepa — HasiBHICTHO npeakcianbHOol nonigaktunii | Tuny Ha KACTSX i CTO-
nax, cuHgakTunii 1l-1V nansuiB, oXupiHHS i po3ymMoBoi BigcTtanocti. CuHapom
YyCNaZKOBYETbCS 3@ aBTOCOMHO-peLecMBHUM Tunom (rn. 4.1.8).
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Cungpom Cakarti Bigpi3HAETbCA YKOPOUEHHAM cepefHix BioainiB HUKHIX
KiHUiBOK (rn. 1.2.2.2).

HocuTtb cneyundivyHa acouiauis aHoManin, sika BKIIHOYAE PO3KOMUHY rybu,
nobynsuito A3mka, NOCTaKCiNbHy NOMIgAKTUIII0 KUCTEN, NPEeaKCinbHYy i, MOXIN-
BO, MOCTaKCiNbHY NonigakTuito cTon, y AiTen i3 nocTHaTanbHUM HaHi3MOM Xa-
pakTepHa ans opo-dauio-guritansHux cuHapomis Il (cuHapomy Mopa) i lll Tunis
(cuHgpomy PumoriHa-EgrepTtoHa). Opo-dauio-guritansHuin cuHgpom Il tuny
BiOPI3HAETLCA HASIBHICTIO Y XBOPUX PO3YMOBOI BigcTanocTi, a Il Tuny — BigcyT-
HicTio LeHTpanbHux pisuie (.M. Nastok n coarT., 1983; E. Bonioli et al., 1979;
J. Gillerot, L. Koulischer, 1988).

MonigakTunis i 3aTpMMKa poCTYy CNOCTEPIratoTbCA TaKoX NPy CUHAPOMaX
lNonbTua, JloypeHca-MyHa i bapge-bians. Monigaktunia y xBopux i3 cuHa-
pomMoM lonbTua CynpoBOAXYETbLCH NOKANbHOK rinonnasie LWwkipw
(rm. 1.1.2.2.2.3).

Cungpomu JloypeHca-MyHa | bapae-bigns, npu skux Moxe Big3HavaTucs
3aTpuMKa pOCTY, BiAPI3HAETECHA HASIBHICTIO Y XBOPUX OXUPIHHA, rinoreHitaniamy
i nirmeHTHOro peTuHiTy (rn. 4.1.8)

1.1.2.2.1.2.2. AncpbepeHuianbHa giarHOCTUKa Npu NoeaHaHHi

NoCTHaTaNnbHOro NPOMNOPLIMHOro HaHi3My i rinonnasii nanbuis

Cepea KOHTUHIEHTY AaHoi rpynu MoXHa BUMAINUTK XBopux 3 a- abo rinon-
nasieto nanbuiB i bpaxigaktunieto.

MoeaHaHHa aHomanagais | i Il 3a6poBumx gyr Ta rinonnasii nanbLuiB € xapak-
TEPHUM Ansa akpodrauianbHux amsocTtosiB Harepa i Minnepa. Npn cuHapomi
Harepa cnoctepiratoTbca rinonnasis NpoMeHeBUX KiCTOK i | nanbuiB KUCTen, a
npu cnHgpomi Minnepa — rinonnasia V metakapnarnbHUX KICTOK, V nanbLiB K1c-
Ten i cton. AkpodbauianbHuin An3octo3 Harepa ycnagkoByeTbCsl 3@ aBTOCOMHO-
OOMIHAHTHUM i aBTOCOMHO-PELIECMBHUM, a akpodauianbHuii grusocto3 Minne-
pa — aBTOCOMHoO-peLiecuBHum Tunamu (F. Halal et al., 1983; K.H. Chzanowska
et al., 1987).

A- abo rinonnagsisa TinbkK | nanbysa KUCTi i NPOMEHEBOI KICTKM Y NOEAHAHHI 3
BaJo0 cepLsi € NaTOrHOMOHIYHMMUK nposiBamMu cuHApomiB Xonta-Opama, BEHT-
pukynopagianeHoi gucnnasii (cuHgpomy Jleica). CuHgpom Xonta-Opama xa-
pakTepusyeTbCca AedeKTOM MixnepeacepaHol Neperopoakun, a BEHTpUKynopa-
JdianbHa gucnnasia — gedeKkToM MiKLWITYHOYKOBOI neperoponku cepus. OgHak
obuaBa CMHOPOMMU PigKO CYyNPOBOAXYHOTLCA BiacTaBaHHAM pocTy (O.H. bouyko-
Ba, JI1.P. MNnoTtHukoBa, 1980; J1.0. bagansH u coasT., 1980).

lMoeaHaHHA PO3KONMHN BEPXHBLOI rybu, nigHebiHHA 3 Mikpouedanieto i rinon-
Nas3oBaHMMWN OUCTanbHO PO3TaloBaHUMK | NanbUsAMU KACTEW, CKPUBIIEHHAM
I11-V nanbuiB cTon € OKPEMMUM CUHAPOMOM.

lNnonnasiga | nanbuga cnoctepiraeTbCs TakoX npu cuHgpomi MNannictepa.
lNnonnasis | nanbuga i NPOMEHEBOI KICTKM MOXe OYyTW i30f1bOBaHUM MPOSIBOM.
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lNnonnasis | nanbuiB KUCTEN 3yCTPIYaAETLCH NPU 3HAYHOMY YMCHi 3aXBOPHOBaHb,
Lo, 9K npaBumo, CyrnpoBOLXKYOTbCA MpeHaTanbHO 3aTPUMKOK 3POCTaHHS
AoBXuHKM Tina (rn. 1.1.1.3.2.2).

BpaxigakTunia 3anexHo Big TOMIKM ypa)KeHHs1 KiCTOK Moxe 6yTun npea-
CTaBrieHa Pi3HMMU TUNAMU: YKOPOYEHHAM YCiX NanbLiB 3a paxyHOK He4opo3-
BUHEHHA cepedHix cdanaHr (tTunom A1 — ®dapabi), yKOpoYEeHHAM cepeaHix
danaHr Il nanbu4d, a iHOAI 1 iHWKUX y NnoegHaHHI 3 BigxuneHHam |l nanbus B
pagianbHuii 6ik (Tvnom A2 — Mopa-BpiTta); ykopodeHHsIM cepeHbOT hbanaHrm
V nanbusa 3 1Moro pagianbHUM CKpuBAeHHAM (Tunom A3); YKOPOUEHHSM ce-
peaHix i TepMiHanbHUX danaHr (Tmnom B); YKOpPOUEHHAM cepeaHix 1 iHoAi
TepMmiHanbHux danaxr ll-lll nanbuis (Tunom C); YKOPOYEHHAM i PO3LUNPEH-
HAM | nanbuiB kucTen i cton (Tunom [1); yKopoyeHHAM MeTakapnanbHUX i me-
Tartap3anbHux Kictok (tunom €); (I.W. Nastok n coart., 1991). OgHak y npak-
TUYHIN OiANbHOCTI 3pyYHile po3pi3HATU GpaxigakTunito, 3yMOBIIEHY YKOPO-
YeHHAM danaHr, i 6paxigakTunito, 06yMoBNEHY YKOPOYEHHSAM MeTakapnasnbHNUX
i MeTaTap3anbHUX KiCTOK.

BpaxigakTtunisi, 3yMmoBneHa yKopoveHHsIM KiCTOK ¢banaHr, cnocTepiraetbcs
npv cuHgpomax Aapckora, akpouedanocuHaakTuniax, TPUCcoMii 21, OKo-KiCTKO-
BO-LLUKipHOMY, nrieocteosi llepi, MNMypeTika, Mypa-degepmana, Jloypi-Byaa, MHO-
XWHHIM enidoizapHin gucnnasii, oTo-cnoHanno-meTaenidisapHin gucnnasii, cge-
podpackii-6bpaximopdii (cuHgpomi Benna-MapkesaHi), Copcbi, WL-cumdanaHrii-
Opaxigaktunii, MNMpagepa-JlabxapTa-Binni.

Makpouedania i wanbonogibHa kanuTka A03BOMAKTb BUAINUTUA XBO-
pux i3 cnHgpomom Aapckora (rn. 1.1.2.2.1.1.1); akpouedanis i cnHgakTunis
— 3 akpouedanocuHgakTunieto (aus. rn. 1.1.2.2.1.1.2); nnockun npodinb
o6nnyya — xsopux i3 Tpucomieto 21 (rn. 1.1.1.3.1.6); aucnnacTuyHi nopy-
LLIEHHS LWKIPK — XBOPMX i3 OKO-KICTKOBO-LLKIPHUM cuHapomoMm (rn. 1.1.2.2.2.1);
MHOXWHHi HabyTi KOHTpaKTypu cyrrnobiB — XBOpUX i3 CUHAPOMaMU NNeocTeo-
3y Jlepi, MNypertika, Mypa-®egepmaHa, Jloypi-Byaa, MHOXMHHOT enididapHoOi
i oTo-cnoHaumno-meTaenicgizapHoi gucnnasin (rn. 1.4.2); oXXupiHHS | M’si30Ba
rinoTOHIss — XxBOpUX i3 cuHgpomom lNpagepa-Jlabxapta-Binni (rn. 4.1.8); an-
nasia TepMiHanbHUX banaHr, NnpokcumManbHa cumdanaHris, nposigHa rny-
xoTa — xBopux i3 cuHapomom WL- cumdpananrii-6paxigaktunii (J. Herrmann,
1974); ypakeHHs opraHiB 30py — XBOpUX i3 cuHgpomamm cepodakii-dpaxi-
Mopdii, Copcbi.

Y xBopwux i3 cuHapomom cchepodakii-bpaximopdii cnocrepiratoTbCca Mikpoc-
depodhakia, BUBUX KpuLiTanuka, Mionis, rmaykomMa i, MOXIIMBO, YKOPOYEHHS
KiHUiBOK (rn. 1.2.2.1.1); a npn cuHapomi Copchbi — ABOCTOPOHHS MirMEHTHa Ko-
noboma XOBTOI Nnamu, bpaxigakTunisa, sika XxapakTepusyeTbCs 3MEHLLUEHHAM
cepefHix ganaHr, atpodieto gucTtanbHMx doanaHr 3 ypaKeHHsaM HirTiB i pos-
LenneHHaM auctanbHux cdananr | nansuis kucten i cron (3.U. Kosnosa u co-
aBT., 1987).
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Bpaxigaktunia, 3ymoBneHa yKopo4YeHHAM MeTakapnanbHuX i MeTaTap3anb-
HUX KicTok (Tun €), Bia3Ha4aeTbCca npu cungpomax MNannictepa, cumdanatrii-
6paxigaktunii, 5p-, LLepelueBcbkoro-TepHepa.

linonnasig MOsIOYHKMX 3an03 i MeTakapnasnbHuX KicTtok IV, V nanbuyiB 4os-
Bonsie BigpisHUTK cnHapowm lMannictepa (C.W. Kosnoea n coaT., 1987); rino-
nnasis aucrtanbHUX danaHr i cumdanaHris — cuHapom cumdbanaHrii-opaxigak-
TVNIT; micauenofibHe obnuuys, KpuUK, WO Haragye KoTa4ye HABKAHHS, KOPOTKi
MeTakapnanbHi i MeTatap3anbHi KicTkn — cungpom 5p- (rmn. 1.1.1.3.1.10); wwn-
HUIM NTepuriyMm i rinonnasis meTakapnanbHux, ocobnueo IV, KicTOK — cMHApPOM
LWepeweBcbkoro-TepHepa (rn. 1.1.1.3.3.4).

lNnonnasia meTakapnanbHUX i MeTaTap3anbHUX KiICTOK CrMoCTepiraeTbcs
TakoX nNpu cuHgpomax KoxeHa, sK1in BigpidHAETbCS HABHICTIO Y XBOPUX OXMPIH-
HA (rn. 4.1.8), MNopniHa, Wwo BMABNSAETbCSA 6a3anbHOKMITUHHUM HeBYycoM, Xori-
Ta-Opawma.

1.1.2.2.1.2.3. OudepeHuianbHa giarHoCcTUKa Npu noeaHaHHi
NoCTHaTaNbHOro NPONoOpLUinHOro HaHi3mMy
i po3wmpeHnx gucrtanbHUx dpanaHr nanbuie

Po3LwmMpeHHsa HIrTboBUX (hanaHr nanbuiB y AiTen 3 nocTHaTanbHOK 3aT-
PUMKOIO POCTY LOCUTb XapakTepHa 03Haka cMHapomiB PybiHwTenHa-Tenbi, oTo-
nanaTo-guritansHoro (cuHgpomy Telibi), FG (Oniua-KaBegxia), kpaHio-dpoH-
TO-Ha3arnbHOro AM30CTO3Y 3 MMYyXOTOK Ta akCUMNApHUM NTepuriymom, 7q+, 9p+,
JTapceHa, Jlepi.

Y xBopux i3 cuHgpomamn PybOiHwTenHa-Tenbi, 7q+, 9p+, sk npasuno,
BiJ3HaA4Ya€eTbCs NpeHaTanbHa 3aTpumMka po3euTtky. CuHapom PybGiHwTenHa-Tenbi
BiOPI3HAETLCA CBOEPIAHOK CTPYKTYPOK 006nmyys — “06nmn4ysa yCMixHeHoi nio-
anHkn” (m. 1.1.1.3.1.2), cuHgpom 7q+ — HasIBHICTIO Y XBOPUX BUMYKNOro vona,
KopoTkoro abo maneHbkoro Hoca (rn. 1.1.1.3.1.9), cuHgpom 9p+ — rinonnasieto
anctanbHux danaxr [I-V nanbyis (rn. 1.1.1.3.2.2).

[na oTto-nanaTto-guritasibHOro CMHOPOMY XapakTepHi YepernHo-NnLbOoBi
ancmMopaii, Wo HagaTb NOCKOMY 06nNmnY40 XBOPOro cneyndivHoro surnagy
obnmyya “Gokcepa” (Bunykni nobHi Oyrpu Ta HaaOpiBHI Ayru, rinepTenopusm
OYHUX A0MYK, aHTUMOHIOMNOIAHWIA PO3Pi3 OYHUX LLIMWH, LWMPOKE MIocke nepe-
Hiccs, MiKpOrHaTisi, po3KoniMHa M’sikoro nigHeBiHHSA, MIKPOCTOMIS), | KOHAYKTUB-
Ha rnyxoTa. XapakTepHa wWkKipHa cuHaakTunis. MNpu peHTreHonoriyHomy gocni-
OXKEHHI BUABMNSAOTLCA CTOBLUEHHSI TOBOBUX KiICTOK, No36aBneHux nasyx, goaat-
KOBIi KiCTKM 3am’sicTKa, MHOXMWHHI CMHOCTO3M KiCTOK 3an’sicTka, NNEeCHOBUX i
nepegnrecHoOBMX KIiCTOK, NOAOBXEHHs || M'sCTKOBMX KICTOK, rinonnasia knybo-
BMX, MmanorominkoBux kictok (A.K. Poznansky et al., 1974; J.P. Fryns et al.,
1978; L.E. Pazzaglia, G. Belluffi, 1986). OTto-nanato-guritaneHuii i FG-cuHa-
poOMU 3yCTpivaloTbCA TifbKM Y OCIG YOMOBIYOI CTaTi y 3B'A3KYy 3 peLeCcUBHUM,
34yenneHnuM 3 X-XxpoMOCOMOH, TUMOM CrlagKyBaHHS.
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Po3sLwmpeHHa HirtboBmUx dhanaHr nanbLiB KUCTEN, rNOTOHIA M’A3iB | HAsiBHICTb
B aHaMHesi aTpesii aHyca O03BONSATb BUOINUTU XBOpUX i3 cuHgpomom FG.
[nsa HUX xapakTepHi YepenHo-n1LboBi AMCMOPIl: BUCOKE LLUMPOKE Yoo, rinep-
Tenopmnam ovHMx A6MyK, Hic, WO BUCTYNae, MakpoCTOMiIsi, TOBCTi rybu, makpo-
rrocisi, aHomanii po3BuTKy xpebTa, KOTpi Npu3BoaATb 40 KidOCKOMio3y, TSXKKO-
pyxomicTb Benukux cyrnobie (V.M. Riccardi et al., 1977).

KpaHio-opoHTO-Ha3anbHMin AU30CTO3 i3 IMyXOTOK W aKCUISPHUM NTEepWUri-
YMOM MOXHa BUSABUTM 3a HASBHICTIO aKCUIIAPHOro nTepuriymy. Y XBopux 3 ga-
HUM CMHOPOMOM BiA3Ha4YarTbCs Opaxiyedanid, acMMeTPUYHICTb Yepena, NobHi
Oyrpu, WO BUCTYNaKTb, aHTUMOHTIOMOIAHUIA PO3Pi3 OYHUX LLUINWH, rinonnasis
BUINUYHUX KICTOK, LUMPOKA CNNHKa Hoca, cuHaakTunia -1l nansuis, poswmpeH-
HA gucTanbHux doanadr Tinbkn | nanbyis cton (V.V. Michels et al., 1989).

Mpu cvHapomi JlapceHa crnocTepiraloTbCs NOMipHE YKOPOYEHHS KiHLiBOK i
MHOXWHHi BMBUXM cyrno6is (rn. 1.3), npu nneocteosi Jlepi — MHOXWHHI KOHTpakK-
Typu cyrno6is (rn. 1.4.2). Po3WMpPEHHS HIrTbOBMX hanaHr nanbLiB MOXe BUSIB-
nartuca i npu cuHgpomax Mapwanna-Cwmita, akpouedanocuHgaktunii MNdein-
depa, akpouedanononicuHaakTunii Hoak, ane ona gaHMx CMHAPOMIB He Xa-
pakTepHa 3aTpuUMKa 3pOCTaHHA JOBXWHK Tina.

1.1.2.2.1.2.4. OQudepeHuianbHa giarHocTUKa npu noeaHaHHiI
NocTHaTaNbHOro NPONOpPLUiMHOro HaHi3My
i TpucpanaHroBoro BefIMKOro nanbus KUCTi

[MoegHaHHS NocTHaTanbHOI 3aTPUMKM POCTY 3 aHOManisiM1 KACTI y BUrNA4i
TpudanaHrosoro | nanbus HanWbinbw xapakTepHe gnsa cuHgpomy Aase
(O.H. Qazi, E.G. Kassner, 1988). Y xBopux 3 4aHUM CUHOPOMOM crnocTepira-
I0TbCA Mi3HE 3aKPUTTH TIM’'SIYOK, rinonnasis NpoMeHeBOol KiCTKW, BY3bKi nnedi,
NPUPOLXEHi Baau cepus i rinonnactuyHa aHemis. Ha BigMiHy Big naHuuToneHil
®aHKOHI, WO TaKoX MOXe CynpoBOAXyBaTUCHA aHomarnielo | nanbus y Burnagi
TpudpanaHroBocTi, Npy cMHApOoMi Aase Big3Ha4YaeTbCs NOCTYNOBE NiABULLLEHHS
pereHepaTopHOi 30aTHOCTI KICTKOBOro MO3KY 3 BiKOM XBOPOrO, i HE XapaKTepHi
nirMeHTHi aHomanii. Tun cnagkyBaHHA — aBTOCOMHO-pPeLEeCUBHUN
(R.M. Goodman et al., 1969; E. Schmitt et al., 1982; O.H. Qazi, E.G. Kassner,
1988; M.A. C. Simon De Vries-Van der Weerd et al., 1988;).

TpudbanaHroBui BENUKIA NaneLb KUCTi € 4OCUTb CneumngivHO 03HaKOK CUH-
apomis TayHca-bpokca; TpudanaHroBoro | nanbuUsi KACTI, areHesil fiereHb i npu-
pooKeHOT Baau cepus; TpudbanaHroBoro | nanbus KUCTi, rinocnagil i BepXHboLLe-
nenHoi giactemu; akporedansHoro AM3ocTosy i TpudanaHrosoro | nanbus; aomi-
HaHTHOI | peLieCUBHOI OHIXOAMCTPOIT; TpMdpanaHrosoro | nanbLs i HEMPOCEHCOPHOT
FAyXoTW, 45 9KUX 3aTprMMKa POCTY He € naTorHomoHiYHoto (A. Richieri-Costa et al.,
1983; O.H. Qazi, E.G. Kassner, 1988; M. O’Callaghan, J.D. Young, 1990).

TpudpanaHrosicTb | nanbya Moxe Big3HayaTUCH TaKOX Mpu CUHAPOMAaX
Xonta-Opama, bnekdaHa-JanmoHaa, deTtanbHUX embpionaTisx.
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1.1.2.2.2. OAncepeHuianbHa giarHoOCTUKa Npuv NoeaHaHHiI
NOCTHaTaNnbHOro NPOnNopLinHOro HaHi3My 3 ypaxXeHHAMU abo
aHomanissMm po3BUTKY LUKipu
[OundepeHuianbHa giarHocTuka gaHux oOpM HaHi3My MOXe 3AiMCHIOBaTU-
CH 3anexHo Bif xapakTepy KMiHiKO-MOpPdOMoriyHMX 3MiH LWKipW: OMCnnacTmy-
HUX NOpYLUeHb, NaTonorii kKepaTUHI3aLii, nirmeHTauji, pocTy BONOCcs, HAABHOCTI
NyXnmMHONoAibHUX yTBOPEHb.

1.1.2.2.2.1. AndepeHuUianbHa giarHOCTUKa NpyU NOEAHAHHI
NOCTHaTaNbHOro NPONoOpLUiAMHOro HaHi3My
3 AMCNNAacTUYHUMM NOPYLUEHHAMM LWKipKn

[OucnnacTuyHi NOpyLWeHHs WKIpY MOXYTb MaTu reHepanisoBaHuin (eKTo-
AepmanbHa gucnnasis) i nokaneHun xapakrep. EktogepmaneHa gucnnasis xa-
pakTepmnsyeTbCA CMMNTOMATUKO rinonnasii Wwkipy Ta ii npugaTkis.

MoenHaHHA ekToAepManbHOT Agnucnnasii 3 NocTHaTanbHUM NPonopLUiiHUM
HaHi3MoM cnocTepiraetbcsa npu cuHgpomax Kpicta-CimeHca-TypeHa; Ban-
nep-bowa; Panna-XogxkiHa; basaHa; ektogepmanbHOi gucnnasii, onneo-
noHTouepebparnbHOi AereHepadii i rinoroHaguM3my; TPMX0-OKyo-AepMo-Bep-
TebpanbHoMy cuHapomi. OgHieto i3 gudepeHUianbHO-4iarHOCTUYHMX 03HaK
OaHWX CUHAPOMIB € YpaXKeHHs NoToBKX 3anoa3. MNpu cnHgpomax Kpicta-Cimeh-
ca-TypeHa, BaH-gep-bowa, Panna-XogxkiHa i basaHa Big3Ha4aloTbcs no-
pPYLWeHHS MOTOYTBOPEHHS, TOHKA Cyxa LIKipa, rinepkepato3 KUCTewn, cTon,
rinoTpMxo3 Mamxe Jo anonedwii, rino-, onirogeHTia, gucmopdisa 3yb6is, gucn-
nasis HirtiB, po3ymoBa Bigctanicte. Ons cuHgpomy BaH-gep-bolwa xapak-
TEPHWUIA aHrigpo3, Y TOM Yac K Npu iHWKUX CUHOPOMAax CNoCcTepiraeTbCs rino-
rigpos. Y xsopux i3 cuHgpomom BaH-gep-bolua BigMivaeTbca ropnsoHTarnb-
HUWI HicTarM, Mionis, GopogaBvacTuii rinepkepaTos B OiNsHUiI KUCTEN i cTon.
CuHpgpom Kpicta-CimeHca-TypeHa BiApi3HAETLCSA CBOEPIHUMMU YepenHo-
NMULOBUMU ANCMOPAIAMMN: BUCOKMM HOSTOM 3 BUMYKITUMU NTOBGHUMYK Byrpamu
i HagbpiBHUMK gyramu, MiKpoOrHaTietlo, cignonodibHMM HOCOM i3 rinonsaso-
BaHUMU Kpunamu, BuBepHytumm rydbamm. Cungpomm Kpicta-CimeHca-Type-
Ha i BaH-gep-bowa ycnagkoByTbCA 3a peyecmMBHUM, 34enneHnm 3 X-xpo-
MocoMoto, Tunom. MNpu cnHgpomi Panna-XogxkiHa cnocTepiraloTbecs 3anane
nepeHiccd, BY3bKUI Hic, rinonnasis BEPXHbOI Wenenu, 9K NnpaBuio, po3Ko-
nuHW rybu i nigHebiHHA, ManeHbKUI poT, CKpyyYeHe gpoTonoaibHe Bonoccs,
rinonnasia 30BHILLHIX cTaTeBUX OpraHiB. XapakTepHUMn pucamm CUHOPOMY
basaHa € By3bKuWI HiC i3 rinonnasoBaHMMKU Kpuinamu, TOHKa BepxHs ryba,
OOBrui pinbTp, €4MHA 3rMHanbHa ckrnagka Ha 4ONOHSX, BiACYTHICTb abo piska
3rrnagkKeHicTb NaninsapHoOro MasntoHka, KOPOoTKi HIrTi 3 NO340BXHIMY AinsHKa-
MW CTOBLLEHHSA. Tnn cnagkyBaHHA AaHUX CUHAPOMIB — aBTOCOMHO-A0MIHaH-
THUKW, cuHapom Panna-XogxkiHa, MOXMNUBO, yCNaZKOBYETbCA TaKOX 3a [0-
MiHAQHTHUM, 34enfieHUM 3 X-XPOMOCOMOI), TUMOM.
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ExkTogepmanbHa aucnnasia y noegHaHHi 3 axoHaponnasieto i nonigaktu-
nieto aBnse coboro cuHgpom BinnHepa (J1.0. bagansH, 1980; B.®. JleBaHiok,
B.B. Oauyk, 1982; A.M. ByxopoBu4 n coaBT., 1988; M.J1. ApsieB u coasT., 1990;
M. Pinheiro et al., 1981; S. Gilgenkrantz et al., 1989). Npwu iHWKX cnHapomax
0aHOI rpynn He CNoCTepIraeTbCs ypaXKeHHs1 MOTOBUX 3arios3.

MoegHaHHA acoLialii NocTHaTanbHOro HaHiaMy, ekTogepmMarnbHoi aucnnaaii
3 NPOrpecyvo0 HEBPOSOTYHOK CUMMITOMATUKOI, XapakTepHOK AN ONnuBo-
noHTouepebpanbHOI HeJOCTaTHOCTI, Ta 3 riNOroHaAN3MOM CBIAYUTb NPO CUHA-
pOM eKkTogepMarnbHOI gucnnasii, onMBonoHTouepebpanbHOI AgereHepadii i rino-
roHagmamy (A.K. Rishton, M. Genei, 1981); 3 kaTapakTol i CMMHHOMO3KOBOO
rpvxeto — Npo TPUX0o-oKyno-gepmMo-septebpansHuii cuHapom (AF. P. Alves et
al., 1981); 3 katapakToto, rinonirMeHTaLielo LWKipKU, YaCTKOBUM arnbObiHi3MOM,
HicTarMoMm, 36iKHOK KOCOOKICTHO, YKOPOYEHHSIM KUCTEW i CTOM NepeBaXHO 3a
paxyHOK MeTakapnarbHUX i MeTaTap3alibHUX KICTOK — NPO OKO-KiCTKOBO-LUKIPHWI
cnHgpom (C.N. Kosnoea un coasT., 1987).

Onsa cungpomis KnoyctoHa, PobiHcoHa-Minnepa-beHcimoHa, boyepa-Am-
cTtpoHra, AEC, EEC, w0 xapakTepuayoTbCs ekToaepMarnbHO aucnnasieto, He
XapaKTepHa BMpaXKeHa 3aTpMMKa 3pOCTaHHA LOBXMHM Tina.

[ns cuHgpomy KrnoycTtoHa naToOrHOMOHIYHUMM O3HaKaMu € BiACYTHICTb ypa-
KEHHS NOTOBUX i canbHUX 3ano3s; ans cuHapomy PobiHcoHa-Minnepa-beHcimo-
Ha — CWH- i NoNigakTunis, HeMpoceHcopHa rnyxoTa; Ana cuHgpomy boyeHa-
AMCTpOHra — poskonuHa rybu i nigHebiHHs, abo Tinbkn nigHebiHHSA, ToTanbHa
cvHAaKTUNIA nanbyis cton; Anga cuHgpomy AEC — poskonuHa ryou i nigHebiHHS,
aHkinobnedgapoH; ana cungpomy EEC — poskonuHa rydm i nigHeBiHHSA, ekTpo-
aaktunis. Tvn cnagkyBaHHS CUHOPOMIB — aBTOCOMHO-AoMiHaHTHMI (K.H. CyBo-
poBa, A.A. AHToHbEB, 1977; N.P. JlasoBckux, 1981; .. llastok 1 coasT., 1983;
H.W. Schroeder, V.P. Sybert, 1987).

ExkTogepmanbHa gucnnasis TakoX CnocTepiraeTbCs Npu AesSKUX CUHOPO-
Max, Lo XapaKTepusyrTbcsa nTaxoronosicTtio (rn. 1.1.1.3.1.2).

JlokanbHWiA gucnnacTuyHUiA Npouec € NaTOrHOMOHIYHOK O3HAaKOK CUHA-
powmis NonbTua i Tpucomii 13 (. 1.1.1.3.2.1), 4p- (rn. 1.1.1.3.1.2). OgHak Bpa-
XOBYHOUN BUPAXKEHI NIrMEHTHI MOPYLUEHHS Y BOTHULL YpaXKeHHs, CUHapoM [Mosb-
Tua po3rmsaHyTuin y r. 1.1.2.2.2.3.

1.1.2.2.2.2. QudepeHuianbHa AgiarHOCTUKA NpPU NoeaHaHHI
NoCTHaTanbHOro NPOoNoOpLUiNnHOro HaHi3My i nopyleHb Nnpouecis
KepaTuHi3auii wkipwu

MopyLweHHs KepaTuHisauil MoXyTb ByTK NpeacTaBneHi y BUrnagi ixriosy,
epuTpokepaTofepMii, JOMOHHO-NAaHTAapHOro KepaToady, OoniKynsipHOro Kepa-
TO3y, 6araTopopMHOro kepartoasy.

MpupookeHuii iXTios, AUdYy3HWIA rinepkepaTos i po3ymMoBa BiacTanicTb y
NoeAHaHHI 3 HU3bKOPOCHICTIO 3ycTpivarTbes npu cuHapomax Monoea i Pyaa.
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Cungpom lNonoBa BigpI3HAETLCA HASBHICTIO Y XBOPUX MHOXWHHUX BOTHULL, OC-
Teonopoasy KiCTok ckeneTa. Tun cnagkyBaHHS cuHApomy [lonoBa He BCTaHOB-
NEeHnN.

Cungpom Pyga xapakTepunsyeTbCa HasiBHICTIO Y XBOPMX eninencii, noniHeB-
puTiB, WO 3'aBnsatoTbed nicnga 10 pokiB, NiIrMEeHTHOro PETUHITY, iIHOAI YaCcTKOBOro
riraHTU3My 3i 36iNbLIEHHSM OOBrMX Tpy64YacTmx KiCTOK, MakpouuTapHOi aHeMii,
rinoroHagmamy. CuHgpom Pyna ycnagkoByeTbCHA 3a aBTOCOMHO-PELLECUBHUM,
peuecuBHUM, 34enrieHnm 3 X-xpomocomoto, Tunamu (B.B. MNopaees, H.H. Kpac-
HowlekoBa, 1981; A.A. CtygHuuuH 1 coasT., 1983; A. Vitaliti et al., 1980).

EpuTpoaepmisi, sika xapakrepuayeTbCsl NPOSIBOM rinepkepaToldy Ha Thi 3a-
nanbHOI peakLii LWKipK, i NOCTHaTanbHWA HaHI3M € NaTOrHOMOHIYHUMUW ANS CUHA-
pomMy aTUNOBOI epuTpoaepmMii, (Pi3MYHOro HeJOPO3BUHEHHS, NepUdEPUYHOT HEN-
ponartii Ta NPUPOAXKEHOI HEMPOCEHCOPHOI IMyXoTn. HasiBHICTb NnogibHoi acouiauii
€KCTPaKyTaHHUX O3HaK [03BOSISE BiAPIi3HUTU JaHUW CUHAPOM Bif iHLWMX BUAIB
epuTpogepMii, 30kpeMa, Big BapiabenbHoi epuTpokepatogepmii Mengeca ge
Koctu, Wwo MoXyTb 3yCTpidaTucsa Y HU3bKOPOCHMX AiTEN, ane natoreHeTUYHO He
noeaHyTbCs i3 3aTpumkoto pocty (b.B. Konurcmapk, P.[. NopnuH, 1980).

[onoHHo-nigowoBHUN KepaTo3 6e3 rineprigpo3y, NoCTHaTanbHUA HaHi3M,
NpUMpogXeHa KaTapakTta i finomaTo3 € cneun@iyHMmMm CUMITOMOKOMIIIEKCOM
cuHgpomy PixHepa-XaHxapTa. Tun cnagkyBaHHS — aBTOCOMHO-PELECUBHUN
(XK.B. Cuuyko, T.H. NnaTtoHoBa, 1986).

®onikynapHUI KepaTo3 Ha BOMOCUCTIN YacCTUHI roONoBW, CYNPOBOKYBaHNIA
anoneduieto, y NoegHaHHi 3 onirodpeHieto i NocTHaTanbHUM HaHI3MOM € O3Ha-
KO CMHOPOMY KaprMKOBOCTI, LepebparnbHoi atpodii i reHepanisoBaHoro ¢o-
NiKyNapHOro kepato3y. Tun cnagkyBaHHA CUHOPOMY — PeLLECUBHUIA, 34ENTEHNI
3 X-xpomocomoto (J. Cantu et al., 1974).

BaraTtodopmHUMIA NPOsiB kKepaTo3y — AONOHHO-MIOOLWOBHUI KepaTo3s i3 rinep-
rigpo3om, gucemMiHoBaHui OONiKyNapHUA KepaTos, NerkokepaTos — y NOegHaHHI
3 NPUPOLXKEHOID KaTapaKTo, OXUPIHHAM, NOCTHaATaNbHUM HaHI3MOM cBig4aTb
npo cuHapom Ledgepa-CimeHca. Tun cnagkyBaHHs He yTouHeHun (AA. CTya-
HULUWH 1 coaBT., 1983).

1.1.2.2.2.3. AndepeHuianbHa giarHOCTUKa NpyU NOEAHAHHI
NOCTHaTaNlbHOro NPONoOpLUiMHOro HaHi3My
i nopyLweHb NirmeHTauii WKipwn

MopyLweHHs nirMeHTauji LWKipy MOXyTb BYTK NpeacTaBneHi y BUrna4i rino-,
rinepnirMeHTauii i cnocTepiratuca TakoX npu nonkinogepmii.

lMnonirmeHTauUia WKipW i NOCTHaTanNbHUM HaHi3M BUSABMSIOTLCA NPU CUHA-
pomax Menge (rn. 1.1.1.3.1.6), oko-KiCTKOBO-LKipHOMY (M. 1.1.2.2.2.1); BiTK-
niro, M’a30Bo1 aTtpodii, axanasii, NPUPOAXKEHOI HEMPOCEHCOPHOI IMYXOTH.

Mpy cuHapomi BiTUNIro, M’A30BOT aTpodii, axanasii i NpUpooKeHoi Henpo-
CEHCOPHOT FMYyX0TN BigMIYAKOTBLCS MNOMirMeHTOBaHI NNsMU B OiNgHLi Wi i Ty-
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ny6a, atpodis M'a3iB KUCTEN | CTON 3 BUPaXXEHOLo rineppedpnekcieto, axanasis,
HenpoceHcopHa rnyxoTa (b.B. KoHurcmapk, P.0. MopnuH, 1980).

lNnepnirmeHTauis WKipyn moxe ByTu AK reHeparnisoBaHot, Tak i flokaniso-
BaHO (NNISIMUCTA, FIEHTUIO).

3aranbHa rinepnirmMeHTaUis WKipy i NoCTHaTanbHa 3aTpuMKa PO3BUTKY —
XapakTepHi 03Haku nepudepuyHoro rinokopTuumamy (rn. 3.1.2.2.1).

BorHuwesa rinepnirmeHTauis y BUrnsAi NrsiM KaBOBO-MOMOYHOIO KOMbopy
crnocTepiraeTbcs Npu cuHgpomax XatynHcoHa-[xindopaga (rn. 1.1.1.3.1.2),
rinonnacTuyHin aHemii dankoHi, 9p+ (. 1.1.1.3.2.2), Paccena-CinbBepa
(rn. 1.1.1.3.1.7), HyHaH, LepeweBcbkoro-TepHepa (rmn. 1.1.1.3.3.4), dakoma-
TO3axX i eSAKMX iHLIMX 3aXBOPIOBAHHSIX.

BorHuwesa rinepnirmeHTauia y BUrnagi NEHTUro i HU3bKUIM 3picT € BaXnu-
BUM LiarHOCTUYHUM noegHaHHsam ana cuHgpomise LEOPARD (rn. 1.1.1.3.3.4),
KenntoTta-PimoiHa-KoHircmapka.

MNonkinogepmisi xapakTepmsyeTbCsa NOEQHAHHSAM EPUTEMMU, TENEaHriekTasin,
pybLtoBaHHs, rino-, rinepnirMmeHTauii, atpodii i € NaTOrHOMOHIYHOK O3HaKOH
nirMeHTHOT Kcepoaepmii, cuHgpomis PotmyHaa-TomncoHa (rn. 1.1.2.2.3), Nonb-
Tua, UmHccepa-Exrmana-Koyna (rn. 1.1.1.3.3.1).

3anexHo Big xapakTepy norkinogepMii — ctatmyHoro abo nporpedieHTHo-
ro — JaHi 3axXBOPIOBaHHA MOXYTb OyTV NpeacTaBneHi ABOMa rpynamMu.

BorHuwesi nposiBu nonkinogepmii y BUrnagi eputeMatosHux, nanynbos-
HUX, YPTUKaAPHUX, AeCKBaMaTUBHUX BUCUMAHb Ha LWKipi Tyny6a i KiHUiBOK, WO
BUSBNAOTBLCS 3 Nepiogy HOBOHAPOAXEHOCTI | HAa MiCLi IKUX Y HACTYNHOMY BU-
HUKaTb BUTATHYTI B JOBXWHY HenpaBuUIibHOI POpMU, 3 YiTKUMW KOHTYpamu,
nirMeHToBaHi BorHuwa aTpodii i3 rpukonibHMM BUMMHAHHAM >XMPOBOI MiALLKIPHOT
KNITKOBUHW, BIAPI3HAIOTE CMHAPOM [ToNnbTLUa Bif iHWNX 3aXBOPIOBaHb AaHOI rpy-
nun. [Ins OCTaHHBbOro XapakTepHi TakoX TeneaxriekTasii, nanifioMaTtos Cnm3oBux
0BO0STIOHOK NOPOXHWMHM POTa, HOCOMMOTKK | LUKIPU B AiNSiHKax NPUPOAHNUX CKna-
OOK i HaBKOMO NPUPOAHNX OTBOPIB. Y XBOPMUX i3 cMHApPOMOM [onbTua cnocTte-
piratoTbcs a- abo rinonnasia |, V nanbLiB KUCTEN, CUHOAKTUIIA, NO300BXHSA CMY-
racTiCTb JOBrMX TpybyacTux KiCTOK, Ska BUSBNAETbCA PEHTTEHOMOrNYHO, MOX-
nuei nonigakTuniga, a- abo rinonnasia kn4vnyb, pebep, ypaxeHHa oden. Tun
cnagkyBaHHSA CUHAPOMY — OOMiIHAHTHWUIK, 34enneHun 3 X-XpoMOCOMOK
(R.W. Goltz et al., 1970; J.P. Fryns et al., 1978).

Ho3onoriyHi dpopmu, SKi xapakTepusytoTbCsl NPOrpenieHTHUM nepebirom
nonkinogepmii, 3anexHo Big reniodyTrMBOCTI MOXHa po34inuTu Ha ABi rpynu.

[o reniovyTnuemnx opm HaneXxuTb NiIrMEHTHa Kcepoaepma, sika y NoeaHaHHi
3 NOCTHaTanbHUM HaHI3MOM i PO3YMOBOIO BiACTanNICTIO 3yCTPIYaETLCA NPU CUH-
apomi CaHkrica-KakkioHe (cvHapowmi Piga). PaHHbOK 03HaKoH MirMeHTHOI Kce-
poaepMu € 3ananeHHs BigKPUTUX AINSHOK LWKIpWY, WO BUHMKAE nicna iHconsuii.
B HacTynHoMy y BOrHMLaxX ypaXKeHHa BUHUKaOTh TeneaHriektaasil, rineprirmeH-
Tauis y Burnagi neHTuro, atpodis, eksema Lwkipn, 6opogaByacTi pO3poOCTaHHS.
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Mpu cuHgpomi CaHkTica-KakkioHe y noegHaHHi 3 MirMEeHTHOK KcepoaepMoto
CMNOCTepIracTbCa PO3BUTOK CYAOMHUX NAPOKCU3MIB, NepuepmnyHmx napanidvis,
MO304KOBOI aTaKCii, HEMPOCEHCOPHOI rMyXOTU i cTaTeBoro iHpaHTunNiamy. Tun
ycnagKkyBaHHS CUHAPOMY — aBTOCOMHO-peuecuBHui (I.C. MapuHuyeBa,
B.W. Naepunoe, 1988; W. Reed et al., 1965).

"eniopesncTeHTHa norikinogepMisa xapakrepHa ansa cuHgpomis LinHccepa-
EHrmaHa-Koyna i PotmyHga-TomncoHa. CuHgpom LuHccepa-EHrmana-Koyna
3yCTPIYaETbCS TiNbKM Y XMOMYMKIB i, OKPIM O3HAK Ypa)KeHHS LUKIpU i HaHi3Mmy,
BUABMNSAETbCA naHymToneHieto (rn. 1.1.1.3.3.1).

CwuHagpom PotmyHOa-ToMMNcoHa Bigpi3HAETLCS HAABHICTHO Y XBOPUX rinonnaaii
| nanbus KNCTEN | pO3BUTKOM PaHHbOrO CEHiNbHOro cuHapomy (rn. 1.1.2.2.3).

1.1.2.2.2.4. AnchepeHuianbHa giarHOCTUKa NPy NOEAHAHHI
NOCTHATaNbHOro NPONOPLIMHOro HaHi3aMy i NopyweHb POCTy Ta
CTPYKTYpu Bonocca

MopyLeHHs pocTy Bonocca mMoxe ByTu npeAcTaBreHe y BUrMAAi rino- i
rinepTpmxoasy.

BupaxeHuii rinoTpmxos, mamxe 0o NposABY anonewii, y NoegHaHHI 3 NocT-
HaTanbHUM MPOMNOPLINHUM HaHI3MOM € MAaTOrHOMOHIYHMM CUMNTOMOKOMIMSEK-
COM CMHAPOMIB TpUXO-puUHO-anaHreansHoro | (cungpomy ligeoHa) i Il Tunis
(cHapomy JlaHrepa-ligeoHa); GAPO; kapnukoBoCTi, LepebpanbHoi aTpodii i
reHepanisosaHoro dosnikynspHoro kepatosy (rn. 1.1.2.2.2.2); lNonetya
(rn. 1.1.2.2.2.3); 3axBOpIOBaHb, LLIO CYyNPOBOAXYIOTbCS eKToAepMaribHOK Auc-
nnagieto (rn. 1.1.2.2.2.1), nepegyacHmum ctapidHam (rn. 1.1.2.2.3) abo 3ymos-
NEHNX HeAOCTATHICTIO COMATOTPONIHY, TUPOIAHMX rOPMOHIB (rn. 1.1.2).

Mpun Tpuxo-punHO-hanaHreanbHOMY CUHAPOMI CMOCTEPIralTbCA NOAOBXKE-
HUI, BESTIMKUIA rPYLLIONOAIGHUIA Hic, 4OBMMI QiNbTP, TOHKA BEpXHs ryba y Bur-
nagi xoboTka, CTOBLUEHHS Mig HUKHBOK MO0, TOHKI HirTi, IKi NOraHO POCTYTb,
KniHoGpaxigakTunis 3a paxyHOK YKOPOYEHHS OAHiel abo AeKinbKox dpanaHrin's-
CTKOBUX KiCTOK BEPXHiX KiHUiBOK. PeHTreHonoriyHo Big3Ha4vyaTbCs TPUKYTHOT
dopmMu enicisn danaxr, 3aHypeHi B MeTadi3n. | TMn gaHoOro cuHgpomy
BiAPIBHAETLCA MEHLU BUPAXKEHOK 3aTPUMKOK POCTY, nepegyacHMM CUHOCTO-
30M POCTOBUX 30H.

Twn cnagkyBaHHA — aBTOCOMHO-AOMIHAQHTHUI, PiAKO aBTOCOMHO-PELEeCUBHUIA.

Tpuxo-puHo-ghanaHreanbHUin cnHapom Il Tuny BiApi3HAETLCS HAsABHICTIO Y
XBOPUX PO3YMOBOI BiACTanNoCTi, MHOXUHHUX €K30CTO3iB, PO3MiLLeHUX nepeBax-
HO Ha fonaTtkax, Nre4vYoBUX i BENMUKOTOMINKOBUX KiCTKaX, aHOManii po3BuTKY
oven y Burnagi Mikpodtanomy, Konobomu pangyxku, 6riakmTHUX cknep i BUSB-
NAETLCA, SIK NpaBunio, cnopaguyHo. Y OinbLlIOCTi AiTen 3 AaHUM CUHAPOMOM
BU3HA4YaoTbCS MiKpogeneLii 4oBroro nieya xpomocomm 8 perioHy q24.11-q24.13
(KO.W. Manbiwes, 1992; A. Vitalitiet al., 1981; C. Turleau et al., 1982; J.P. Fryns,
H. Van Den Berghe, 1986; T. Okuno et al., 1987; S.J. Fennell et al., 1989).
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CuHgpom GAPO xapakTepusyeTbCcs YepenHo-NnLboBMMU AMCMOpdiamu:
BUMNYKNUMU JIOOHMMK Byrpamu, ek3odTanbMOoM, rinepTenopnaMomMm OYHUX s0-
NyK, CTOBLLEHHSIM MOBIK, BIiAKPUTUM BEMMKUM TiM’ S4KOM, BUCOKUM MNigHEBGIHHAM,
NnceBOOaAOHTIEID | MpOorpecyoyoto atpodieto 3opoBoro Hepea (S. Manouvries-
Hanu et al., 1987).

PosBuTok anoneuii y giten, ki MaoTb NPOsiBU TpuxoMeranii, i BAHUKHEeHHS
NirMeHTHOT AereHepadii CiTKiBK/ 3 2-NiTHbOro BiKy XapakTepHO ANA CUHOPOMY
Onieepa-Mak-®apnainHa (J. R. Sampson et al., 1989).

Mpw andbepeHuianeHini giarHOCTUL CMHAPOMY NPOMNOPLIMHOIO HaHi3My, SIKMIA
CYNPOBOOXKYETLCS anoneuieto, HeobxigHO NamM’siTaTu, WO OCTaHHA MoXe ByTu
NPOsIBOM OTPYEHb, 30KpEMA, Taniem, MULL'AKOM, PTYTTIO (aKpOAWHIT), KonXxiyu-
HOM, PETUHOSIOM, HACNIAKOM MCUXIYHUX TPABM, TSXKKOrO TOKCMKO3Y NpPU rOCTPUX
3axXBOPIOBAHHSAX, YCKITaQHEHHAM NiKyBaHHS LMToCTaTUKamMun, NpoMeHeBoi Tepari,
0cobnMBO B TUX BUMNAAKaX, KONM HEMAE MHOXWUHHUX AUCMNasin.

Mpn GinbLIOCTi 3aXBOPOBaHb, ANS SKUX MAaTOrHOMOHIYHUM € NPUPOaXe-
HWI FiNepTPMX03, K NpaBuo, BiA3HAYaAETLCA NPeHaTanbHa 3aTpMMKa pO3BUT-
Ky (rn. 1.1.1.3.3.3).

HabyTuii reHepanisoBaHuWi rinepTpmMxo3 y NOEAHAHHI 3 NOCTHATanbHUM Ha-
Hi3MOM 3YCTpIiYaeTbCs NpU agpeHoreHiTanbHOMY CUHOPOMI, MyXNIMHaxX HagHWUpP-
KOBMX i cTaTeBuX 3anos (rn. 7), ypakeHHAX rofioBHOrO MO3Ky, TpMBanomMy 3ac-
TOCYBaHHi KOPTUKOCTEpOiIAiB, aHabonivyHmx 3acobis.

Acouiauis nokanbHOro rinepTpuxo3y B AiNsHLUi NiKTbOBUX Cyrnobis i nocT-
HaTanbHOro HaHi3aMy siBnsie coboto camocTinHumin cnHapom (K.D. Macdermot et
al., 1989).

3MiHa CTPYKTYypu BOMNOCCS, WO BUABNAETLCSA Y BUrNSAi NiABULLIEHOT Nam-
KOCTi, Y NOEQHaHHI 3 HA3bKOPOCHICTIO € AiarHOCTUYHO 3HAYYLLMM CUMMATOKOM-
nrekcom cuHapomy MeHkeca (Tpuxononiguctpodii) i CUHAPOMY HaHi3My, po-
3yMOBOI BigCcTanocTi, nigBMweHol naMmkocTi Bonoccs. OCTaHHin Bigpi3HAETb-
ca Big cuHgpomy MeHKkeca Ay)Xe HU3bKMM BMICTOM CipKM Yy BOJIOCCI,
anbTEPHYYNUM TUMOM MNONSAPU3YHYOI MiKPOCKOMiT BOSIOCCHA i aBTOCOMHO-A0-
MiHAHTHMM TUMOM cnagKyBaHH4. Y XBOpuX i3 cuHapoMom MeHkeca Big3Hava-
I0TbCS KydepsiBe BOMOCCH, MIKPOCKOMIYHA KapTUHA SIKOFO XapakTepusyeTbCs
3MiHOIO MOro CTPYKTYypu y BUrnsdi 3akpyveHoro y3gosx oci (pili forti). Moc-
TiINHOK 03HAKO € NPOrpecyYe yparKeHHs1 LeHTpanbHOI HEPBOBOI CUCTEMM.
BigmiyaeTbca nocTtynoBuin po3BuToK Liepebpoaenpecii, CyaoMHOro CUHOPOMY
i BHVXKEHHS roCTPOTU 30pYy. XapaKTepHi PEHTIEHONOrYHI O3HaKN MOpYyLUEeHHS
OCTeOoyTBOpPeHHS. KapanHanbHUMK nabopaTopHUMU KPUTEPISIMU AiarHOCTUKK
cuHgpomy MeHkeca € 3HMXKeHa KOHLEeHTpauia uepynonnasmMiHy B CMpOBaTLi
KPOBI, HU3bKWNIA piBEHb Migi B TKaHWHI neviHkn. CuHapom MeHkeca ycnagko-
BYETbCS 3a PELEeCUBHMM, 34enneHnum 3 X-xpomocomoto, Tunom (J1.0. baga-
nsaH Ta cnieasT., 1980; A.lN. ABunH Ta cnieasT., 1991; J. Menkes et al., 1962;
D. Nadal, K. Baerlocher, 1988).
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MigBuLeHa namMkicTb BONOCCS 3yCTPIYAETLCH TaKoX NpU AeAKUX iHLINX
cuHOpoMax, 30KpeMma, rnpu TPUxXo-puHo-hanaHrearbHOMY CUHOPOMI i CUHAPO-
Max, L0 CynpOBOOKYIOTbCA EKTOAEPMaribHO aucnnasieto, nepegyacHnm cra-
PiHHAM.

1.1.2.2.2.5. AncpepeHuianbHa giarHOCTUKa Npu NO€AHaHHI
NOoCTHaTaNbHOro NPONoOpLUiMHOro HaHi3mMy
i NyXnMHONoAiOHMX YyTBOPEHb LWKipH
MyxnnHonoAibHi yTBOPEHHS LWKipy abo cnmn3oBmx 0605TIOHOK XapakTepHi 4ns
cnHgpomiB MNonbTua, PixHepa-XaHxapTta, beHHesHa-Pinea-Pybanbkabi.
CuHgpowm NonbTua Bigpi3HAETLCA HAsBHICTIO Y XBOPUX ManinspHUX ramapT-
pPOM Cnn3oBMX OBOSNTOHOK MOPOXHMHWU poTa i BOrHULLEBOI rinonnasii wkipu
(rn. 1.1.2.2.2.3); PixHepa-XaHxapTa — NinomaToasy i A0MOHHO-NIAOLLIOBHOIO KepaTo3y
(rn. 1.1.2.2.2.2); beHHesHa-Pines-Pybanbkabi — makpoueddanii (. 1.1.2.2.1.1.1).

1.1.2.2.3. AncdepeHuianbHa giarHoOCTUKa npuv NoeaHaHHi
NoCTHaTaNbHOro NPONoOpLUinHOro HaHi3mMy
i CUHApPOMY NepenvYacHoOro crtapiHHsA

CvHApOM nepeayacHoOro CTapiHHA XapakTepu3yeTbCa paHHIMU npouecamm
MOCUBIHHS, BUNadaHHS Bosoccs, 3y6iB, pO3BUTKOM B’SINOCTI LLKIpW, aTepocke-
POTMYHMX 3MiH, BAHUKHEHHSIM KaTapakT Towo. BiH € naTOrHOMOHIYHMM NS CUH-
apowmis XatunHcoHa-[xindopaa, BepHepa, “nTaxoronoBol” KaprnmkoBOCTi MOH-
peanbCbKoro Tuny, nepeavyacHoro CTapiHHA i NirMeHTHUX HesyciB, bamaTtTtepa,
Bepnina, PotmyHaga-TomncoHa, [e-bapci-MoaHa-[ipka, KokkeriHa (cxema 17).

CneuyudiyHi YepenHo-NMUBOBI AncMopdii 403BONATL BiAPI3HUTU CUHOPO-
MU XaTumHcoHa-[xindgopaa, BepHepa, “nTaxoronoBoi” KapriMkoBOCTi MOHpe-
anbCbKOro TUNy, nepeavyacHoro cCTapiHHg i nirMeHTHUX HeByciB, bamaTTepa, [de-
Bapci-MoaHna-[ipka. Tak, “nTaxoronoBicTb” xapakTepHa Ans cuHapomis Xat-
YnHcoHa-[xindopaa, BepHepa, “nTaxoronoBoi” KapfIMKoOBOCTi MOHPEeanbCKOro
TUMy, NepeayacHoOro CTapiHHs i nirMeHTHUX HeyciB (rn. 1.1.1.3.1.2).

O6nunyus y xBopux i3 cuHapomom bamaTTepa Haragye o6nmyysi rHoma 3
dinbmy Y. dicHes “BinocHixka i cim rHomis” (U.P. JTazosckux, 1981). Xapaktep-
HUMK NposiBaMy JAHOro0 CUHAPOMY BBaXarTb 30iNbLUEeHHS Benukux cyrnobis,
nirmeHTauito emani 3ybis, mikpocdepodacito. Tun cnagkyBaHHsA cuHapomy ba-
MaTTepa — peLeCuBHUI, 34ENSIEHN 3 X-XPOMOCOMOHO.

JocuTb xapakTepHuin BUrnsa mMatoTb XBopi i3 cuHgpomom [e-bapci-Moa-
Ha-[ipka, Wo 3yMOBMEHWA YepenHOo-NNLbOBMMN ANCMOPMIAMU: OMNYKNUM YO-
oM, rinepTenopmM3MoM OYHUX ABMYK, BY3bKMM PO3Pi3OM OYHUX LUiNWH, MIKPOC-
TOMI€I0, BENMUKUMN BYLLUHUMW pPakOoBMHAMMW. Y XBOPUX BiA3HaAYalOTbCS MarieHb-
KMX pO3MIipiB KUCTi i cTONK. XapakTepHa BupakeHa M’a30Ba rinoTOHisi B MOEQHAHHI
3 rineppednekcieto. BBaxatoTb, WO 3aXBOPHOBaHHSA 3B’A3aHe 3 aBTOCOMHO-pe-
uecmBHuM reHom (J. Kunze et al., 1985).
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MirMeHTHi aHOManiT LWKipW XxapakTepHi AN CUHOPOMIB NepefyacHoro cra-
PiHHSA | NirMeHTHUX HeByciB, PoTMyHaa-TomMncoHa i bepniHa. MNoeaHaHHs nirmeH-
THUX @aHOManiu LWKipY | JONTOHHO-NIIAaHTaPHOrO rinepkepaTo3y BiAPIi3HATb CUH-
apomu PoTtmyHaa-TomncoHa i beprniHa. KapguHanbHOK O3HaKoK CUHAPOMY
PoTmyHOa-TomncoHa € nporpecytoya norikinogepmis. 3 nepLumx MicauiB XuTTs
XBOPOrO Ha LUKipi, MoYMHatoum 3 AinsiHkM nigbopiagas, 3'asnseTbcs 6nigo-poxe-
Ba MapMypoBa CiTKa, W0 Y HacTyrNMHOMY MOLUMPIOETLCS, NOCTYNOBO HabyBatoun
KOPMYHEBO-4YEPBOHYBATOro BiATiHKY. HasBHICTb TeneaHriekTasin, BOrHuLY, epu-
TeMW, OiNsHOK Tino- i rinepnirmMeHTauii HagawTb LWKipi cneyndivyHoro BUrnsaay.
Hapani y BorHuax ypaxeHHs 3'aBnaTbea atpodis i pybui. Y GinbLuocTi XBo-
pUX y AOLLKINTIbHOMY BiLli pO3BMBAETLCH 30HYNsSIPHA KaTtapakTa. Ons cuHapomy
PoTmyHOa-TOMMNCOHA TakoX XapakTepHi MarneHbki po3mipy KUCTen, cTon, rino-
nnasis | nanbysa KMCTen, rinorexitaniam, rinoroHaguam.

Ha BigmiHy Big cuHgpomy PoTmyHaa-TomncoHa, npu cuHapomi bepniHa
CMOCTepirarTbCs MenaHonenkogepMis KiHUiBOK (LLKipa “neonapaa”), Teneatri-
ekTasii Ha cnn3oBunx o6onoHKax ryb, ayxe TOHKi KiHUIBKK, LLO HaragyTb “nTa-
LWWHI nankn”, nigBuLeHa po3TsKHICTb MixkdanaHrosux cyrnobis nansuis. Tun
cnagKyBaHHsS cMHapomy PoTmyHaa-ToMncoHa — aBTOCOMHO-peLecnBHUi. CrH-
apom bepniHa ycnagkoByeTbCSA 3a aBTOCOMHO-AOMiHaHTHUM Tunom (J1.3. Ka-
3aHueBa Ta cnieaBT., 1985; T. Salomon et al., 1966; J.C. Hall et al., 1980;
D.G. Starr et al., 1985). lNinepnirmeHTauis WKipM y XBOPUX i3 CUHOPOMOM ne-
peaYacHOro CTapiHHA i NirMeHTHMX HeBYCIB, Ha BiAMIHY Bif cuHapoMy bBepnina,
nokanisyetbcsa nepeBaxHo B AinsHui 06nmyus i wuni (M. Baraitser et al., 1988).

MporepiyHi 3mMiHM | NOpYLUEHHSA NirMeHTaLii LWKipM TakoX CnocTepiratoTbCA
npu CMHOPOMI aTakcii-teneaxriekrasii (cuHgpomi Jlyi-bap). KniHiyHuMmn kpute-
pisMn cMHAOPOMY aTakcil-TeneaHriekTasii € MO304YKoBa aTakcisl, TerneaHriekrasii
i yacTi pecnipaTopHi 3axBoptoBaHHs. OBOB’si3kOBa O3HaKa CMHAPOMY aTakcii-
TerneaHriekTasii — MO304KOBa aTakcis — BUSBNAETLCA B NEPLUOMY NiBPivYi 2-ro
POKy XuTTH. TeneaHriekrasii HanyacTilwe yneplle BUSBNAKOTLCA Y XBOPOro 3—
6-Tn-pivHOMY BiKY | MalOTb Mporpecytounii xapaktep. CnovaTtky TeneaHriekrasii
3'ABNATBCA B OiNAHLUI KyTiB 04eit, a NOTiM CUMETPUYHO NOLLUMPIOTLCA, 3aX0n-
MIOKYU BCKO KOH'IOHKTMBY (3@ BUHSAATKOM NPOCTOPY HaBKOMO pOroBoi 0600HKN),
NOBIKM, NEPEHICCA, CKNaaKu LLKIpK Ha LWKi, NepeanikTbOBI | KOMNiHHI AiNISAHKM LLUKipW.
XapakTepHi CyMHWin BMpa3 obnmy4ys, paHHE NOCUBIHHS BOSIOCCS, BUCOKA YacTo-
Ta NiIrMEHTHUX NOPYLLEHb, L0 HaragyTb NOMKinogepmito i rinoroHagnam. YacrTi
pecnipaTopHi 3aXBOPIOBaHHA 3yMOBIIEHI CUCTEMHOIO NiMEOIAHO0 rinonnasieto,
LLIO BUABNSAETLCS AUcrammarnobyniHeMieto 3a paxyHOK 3HUXKEHHS KOHLeHTpaLil
Ig A, Ig G2 i Ig E, 3MeHLEeHHAM aKTUBHOCTI peakLin rinepyyTtnveoro Tuny. Jla-
©opaTopHMMK JiarHOCTUYHMMK KpuTepiamu cuHapomy Jlyi-bap € nigeueHun
piBEHb CMPOBATKOBOrO O-heToNpoTeiHy, PaKoBO-eMOPiOHANbHOrO aHTUreHy B
nnasmi KpoBi i HAasiBHICTb CMOHTaAHHUX PO3pUBIB XpoMocoM 7 i 14. Tun cnagky-
BaHHSA — aBTOCOMHO-peLecusHui (E. bogep, 1987).
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I3onboBaHa repogepmia cneyudpivHa anga cuHgpomy GAMBO i HegocTaT-
HocTi comaTtoTponiny. MNpu cuHgpomi GAMBO cnocTepiraetbca ToTanbHe ne-
pefvacHe CTapiHHSA LWKipW, a NPy HeJOCTaTHOCTI COMATOTPONiIHY — NEePeBaXKHO
B AingaHui o6nuyus (rmn. 1.1.2.1). Y xBopwux i3 cungpomom GAMBO BigmivatoTb-
cq BMpaXkeHa MikpoLedarnisa, MikpodTanbMis, HiC, AKMin BUCTYNae, NPOrHaTnam,
6paxigaktunia, kniHogaktunia V nanbyis (A. Verloes et al., 1989). IHwi bopmun
repogepmii (akporepisi [0OTTOpHa, CMHAPOM B’ANOI LWKIPW Ta iH.) HE CYnpoBO-
OXKYHOTbCHA BUPaXXEHOK 3aTPUMKOI0 3pOCTaHHs A0BXUHK Tina (A.A. CTyaHUUMH
Ta cnieaBsT., 1983).

lMepeayacHe cTapiHHA BigMIYAETbCA TakoX Npu cnHapomi KokkeriHa, akmi
BiQpPI3HAETLCA OMCMPONOPUINHUM HaHi3aMoMm (rn. 1.2.1.1).

1.2. AN®EPEHUIANTBbHA OIATHOCTUKA MNMPU
ONCMPONOPLIMHOMY HAHI3MI

AuncnponopuiiHicTb Tino6yaoBu y XBOPUX 3 HAHI3MOM Moxe ByTn 3ymMoB-
fieHa nepeBaXHUM YKOPOUYEHHSIM Tyryba abo KiHLiBOK.

1.2.1. QAUOEPEHLIANBHA OIATHOCTUKA NMPU OUCNPOMOPLIMHOMY
HAHI3MI, 3YMOBJIEHOMY NEPEBAXHWUM YKOPOYEHHAM OOBXWHU
TYNYBA

MpakKTU4HO NMpK BCiX 3aXBOPIOBAHHAX, ANS SKUX XapaKTepHe YKOPOYEHHS
OOBXWHM Tyny6a, BiA3Ha4aloTbCs KOPOTKa LWKS, HU3bKWIA PiCT Boroccs, Aedop-
Mauisi xpebTa, po3BUTOK KOHTpAKTyp cyrnobis. OgHMM i3 BM3HaAYalnbHUX MO-
MEHTIB gudepeHUianbHOi AiarHOCTUKM JaHUX XBOPOO € orpyOiHHA puc o0bnny-
yq.

1.2.1.1. QUPEPEHLIAJIbHA OIATHOCTUKA TPU YKOPO4YEHHI
HAOBXUHUN TYIIYBA, LLJO HE CYTIPOBOLXYETbCA OrPYBIHHSIM PUC
OBbJINY4s

Y xBopux 6€3 Nporpecy4oro orpyoiHHSA puc 00nn4ys 3 UCNponopLiiHAM
HaHI3MOM, 3yMOBJIEHUM MEPEBAXKHUM YKOPOYEHHAM OO0BXMHM Tyny6a, iHdop-
MaTMBHOK AiarHOCTUYHOI O3HAKOK € Yac BUHUKHEHHS NepLUMX KMiHIYHUX CUM-
nTomis (cxema 18).

PaHHi nposiBn 3axBOptOBaHHSA — 3 NMEPLUMX OHIB ab0 MIiCALIB XUTTS — Xapak-
TEPHI 4N CNOHOWITOKOCTalNbHOro An3ocTo3y, xBopobn Kninnens-®enna-LLUnper-
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rens, Knicta, [irree-Menbxiop-KnayceHa, cuHapomy Ponanga-[ecbykoica,
MeTaTponHoi aucnnasii, BinbaepsaHka, npupogkeHol cnoHgunoenimeTtadisap-
HoI Agucnnagii. Kpueowms 3i 3Ha4YHUM YKOPOYEHHSIM [JOBXUHWU LUNT, MarneHbKi
PO3Mipy BUCOKOPO3MILLEHMX NONATOK, LWBUOKUM PO3BUTOK CKOJIiO3Yy 40O3BONS-
H0Tb PEHOTUMOBO BiAPI3HWUTY CNIOHONITOKOCTaNbHUI AN30CTO3 | XBopoby Kninne-
na-dennga-LLnpeHrens Big iHWKWX 3axBOpoBaHb AaHol rpynu. diarHOCTUYHUMU
O3HaKkaMu CroHANMNOKOCTanbHOro An3octosy i xeopobu Kninnena-derinsg-LUnpex-
rens € aHomanii po3BMTKY XpebLiB (KMMHOMOAIOHI, MeTennkonogibHi 3agHi, BidHi
HaniBxpebuji, KOHKpecLeHLis xpebuiB 3 hopMyBaHHAM BUragnnMBMX KiCTKOBUX
YTBOPEHb ab0 HE3NUTTSA OKPEMMX YaCTUH XPebLiB, KOHKpecLEeHLiA BepTebparb-
Hux Bigainis pebep). OcobnusocTi xBopobu Kninnens-®ennsa-WnpeHrens —
nepeBaxHe ypaxeHHsa BepXHix Bigainis xpebTa, HasiBHICTb KICTKOBO-XPALLLOBO-
ro 34r5ieHyBaHHSA MK NTONAaTKo | OCTUCTMMM BigpocTKkamm xpebuis (omoBepTeb-
panbHOI KiCTKI) — BiAPI3HAOTH 1i Big CMOHAMIOKOCTaNbHOIo AN30CTO3Y, ANS AKOro
XapaKTepHUI BiNbLL BUPaXXEHN CTYMNiHb MOPYLLUEHb PO3BUTKY XpPeOLUIB, ypaXkeH-
HA ycix BigAainis xpebTa, BiACYyTHICTb oMOBepTEOpPanbHOI KICTKM.

MoegHaHHa cumnToMoKoMMnekcy xsopobu Kninnens-d®ennsa-LWnpeHrensa 3
HEMpPOCEHCOPHOIO MMyXOTOK, NaparnivyeM BiABiAHOro HepBa, peTpakLie O4HOro
abnyka siBnsie coboto cuHapom Binbaepsanka (M., JlaryHoea, 1989; A.H. Ce-
MsYKkMHa 1 coasT., 1989; P. Beighton, F. . Horan, 1981; E. Floor et al., 1989;
W. Lenz,1989).

Y Mexax KniHiYHoi cumnTomaTukm xsopobu Kninnena-dennsa-LnpeHrens
Aesiki aBTopu BUAinaoTe cuHgpomun Kninnens-®enns, Wnpenrensa i Octpym-
depcTa, Hagaw4m M HO30M0rYHOT camMocTinHOCTI. Onsa cuHgpomy Kninnens-
deling xapakTepHOK 03HAKOK BBaXXakTb CMHOCTO3 XpebuiB WWIAHOrO Bigainy,
ansa cungpomy Lnpenrensa — iHwux Bigainis xpe6ta. CuHapom OcTtpym-dep-
cTa MicTuTb y cobi nposasu cuHapomiB Kninnena-®enns i Lnpenrens (KO.A. ba-
pawHeB u coasT., 1984; A.H. CemsadkmHa n coasT., 1989). BBaxatoTb, LLIO XBO-
pob6a Kninnens-®enns-LUnpeHrens nos’sdaHa 3 aBTOCOMHO-4OMIHAHTHUM re-
HOM. PO3pi3HAOTb ABA FrEHETUYHMX TUNKU CNOHANNOKOCTAaNbHOro AN30CTO3Yy —
aBTOCOMHO-AOMiHaHTHUI (AM30cTo3 PiMOiHa) i aBTOCOMHO-peLecuBHuin (an3o-
cT03 Hopyma), A4ns iIKkoro xapaktepHi 6inbLu TSXKKMA nepebir i BUCOKa iIMOBIPHICTb
netanbHOro KiHus Ha 1-my poui xutTa (A.H. Lorenzx, E. Rupprecht, 1990).

3MmiHa 0o 5-7 pOKiB XWUTTS O4HOro BMAY OMCAPONOpLUiHOCTI Tinobynosw,
LLIO BUSIBIISIETLCA 3 NEPLUNX OHIB XUTTS NepeBaXHNM YKOPOYEHHAM KiHLiBOK, Ha
iHLUWA, 3yMOBIEHUIN NEepeBaHUM YKOPOYEHHAM OOBXMHM Tynyba, nae Mox-
nmeicTb BUAiNuTKM xBopoby KHicta, Oirree-Menbxiop-KnayceHa, metaTponHy
aucnnasito, NpupoaKeHy cnongunoenimetadisapHy gucnnasito, cuHgpom Po-
nanga-fec6bykoica. [1aHi 3axBoptoBaHHA 00’ €AHYHOTb TAKOX iHLUI KMiHIKO-PEeHT-
reHOJTOriYHi 03HaKWU: HasIBHICTb rpyAHoro kidosy abo kidockoniody, nonepeko-
BOro 1opAo3y, NnaTMCnoHAunNIi, HEPIBHUX KOHTYPIB XpebuiB, yparkeHHS enidisis
i MmeTacpisiB JOBrMX TPyBUACTUX KICTOK, Ni3HA NosiBa aaep ckocTeHiHHA (M.B. Bon-
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KoB Ta cniBaBT., 1982). NonepeaHto andepeHyianbHy AiarHOCTUKY AAaHUX 3aX-
BOPIOBaHb MOXHa NPoBecTU 3a heHOTMNOBMMK O3Hakamu. XBopoba KHicTa
BiAPI3HAETLCA XapaKTEepHUMN YepenHO-NULBbOBUMU OUCMOPdISMU: NITOCKUM
npodinem o6smy4s, CNIoWEeHNM NEPEHICCAM, MnepTenopmn3MoM OYHUX S0nyK,
ek3o0dTanbMOM, MaKkpOCTOMIEHD; LUMPOKOK rPYAHOL KIiTKOK. 119 MeTaTponHOT
aucnnasii xapaktepHa HasiBHICTb BY3bKOI rpyaHOI KMiTKW i NOABIAHOI LUKIPHOT
CKnagku Hag kpvkamu. [na npupopkeHol cnoHamnnoenimeTadizapHoi gucnnasii
i xBopobu [irrse-Menbxiop-KnayceHna xapakrepHa 6o4ykonogibHa rpyaHa knitka
3 BUMHYTOK Briepea rpyaHnHoto. OgHak Ha BiAMIHY Bid NPUMPOMAXEHOI crnoHau-
noenimeTadizapHoi aucnnasii npu xBopobi [lirree-Menbxiop-KnayceHa Bigmiva-
I0TbCA ManeHbKUX PO3MIpiB KUCTI i cTonn, M'aki Hirti. Cnig Big3HaunTu, Wo npu
xBopo6i KHicTa i npupomxeHin cnoHgunoenimeTadizapHin gucnnasii yacto 3y-
CTpivaloTbCA MionNis | TYroBYXiCTb.

Cungpom PonaHga-Llecbykoica BUAIiNseTbCa 3 4aHOro psgy naTtonorin Ha-
SIBHICTIO Y XBOPUX NOTUITMYHOIO MEHIHroeHuedanouene.

OcTaToyHMiA OiarHo3 BCTAHOBIMIOETLCS Ha MiACTaBi JaHUMX PEHTreHosoriy-
HOro OOCniOXEeHHs Ta3oBUX i CTerHoBux Kictok. [ns xBopob KHhicta i [irree-
Menbxiop-KnayceHa xapaktepHe 3MeHLUEHHS nonepeYvHuKa BXoa4y B Marnum Tas.
BigmiHHO pucoto xBopobu KHicTa € cBoepigHa TpukyTHa ¢hopma Bxody B Ma-
nuii Tas. Y XBOpUX i3 NPUPOSKEHOK cnoHaunoenimeTadidapHo gucnnasieto
po3Mipn BXody B Manui Ta3 He3MiHeHi, a npu MeTaTponHin gucnnasii —
30inbLueHi. MNpu xBopobi KHicTa i npupoaxeHin cnoHannoenimeTacdisapHin gmc-
nnagsii Big3Ha4aeTbCs pPi3ke 3MEHLLUEHHS OOBXUHW LUNMNKM CTETHOBOI KiCTKM (BOHA
NPaKTUYHO He OMdEPEHLIOETBCSA), a NpY MeTaTPONHiIN gucnnagii i xeopobi [irree-
Menbxiop-KnayceHa BoHa xo4a M yKOpOYeHa, ane 4YiTKo BM3Ha4daeTbcs. [Ans
xBopobu KHicta xapaktepHe 6ynaBonogibHe CTOBLLEHHSI MPOKCUMArnbHOrO KiHLSA
CTErHOBOI KICTKM Ta CMMOLLEHHS KyNbLUIBOK, Y TOW Yac, 9K Npuv NPUPOLXKEHIN
crnoHgunoeniMeTaisapHin aucnnasii cterHoBa KicTka 3miweHa Bropy (Benu-
KMIA BEPTION 4ocsArae gaxy KymnblLUiBKW) i BU3HAYaOTbCA HOpMaribHO chopMo-
BaHi KynbLUiBKK. [Mpu giarHOCTUL aHUX 3aXBOPHOBaHb BaXIMBI AesiKi crneundivHi
peHTreHonorivyHi o3Haku. Tak, Npu NpUpoaXeHin cnoHaunoeniMmeTadisapHin
aucnnasii BiAMIYaeTbCa CTOHLUEHHSA OYXKOK nonepekoBux xpebuis, npu meTa-
TPONHIN Ancnnasii — HasABHICTb NEPETSKKN MiXK TiFIOM | KpUIoMm Kny6oBUX KiCTOK,
3MiLLEeHHS Manoro BepTora AoOHN3Y, PO3LUMPEHHS LWiNIMHN KOMNIHHOIO cyrnoba;
npu xBopobi [irree-Menbxiop-KnayceHa — ropusoHTanbHe NonoXeHHs diszap-
HUX 30H Yy MPOKCUMaribHUX Bigdifiax CTErHOBUX KICTOK, aCUMETPUYHICTb OCUi-
Kauii enicpizis i MeTagisiB TpybYaCTmX KIiCTOK.

XBopoba KHicTa i npupogxeHa cnoHgunoenimeTadisapHa gucnnasia yc-
NnagKoBYHTbCS 3@ aBTOCOMHO-AOMIHAHTHUM, a xBopoba Lirree-Menbxiop-Kna-
yCeHa i MeTaTpornHa gucnnasis — aBToCOMHo-peLliecuBHuM Tunamm (M.B. Bon-
KoB Ta cnieaBT., 1982; KO./. bapawHeB n coasT., 1988; I'. I'. KOkuHa, J1.K. Mu-
xannosa, 1988; A.H. CemaukuHa u coasT., 1989; P. Maroteaux et al., 1966;
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J.W. Spranger, L. O. Langer, 1970; J.W. Spranger et al, 1974; M. Beck et al.,
1983; M.C. Silengo et al., 1983; R.Wynne-Davies, 1986; Cohn D. H., 2003).

MigByLLEeHa ekckpeLis rekco3aMiHorniKaHiB i3 ceveto, LWo BUSABNAETLCH NpU
NPUPOLIKEHIN cnoHgunoenimeTadizapHii gucnnagii i xsopobi [dirrse-Menbxi-
op-KnayceHa, iHOAi € CyTTEBOK BUMOIOK A9 NpoBeAeHHS andpepeHuianbHOT
AiarHOCTUKM LMX 3axXBOPIOBaHb 3 Mykononicaxapuagosom IV tuny (CMHOpoMom
Mopkio). Ha BigmiHy Big HMX ans cuHgpomy Mopkio xapakTepHe nocTynoBe or-
pyBiHHA pyUC 06MMYYS, BUCOKE CTOSIHHA NONaTokK, BIACYTHICTb BUPAXEHOro Mno-
nepeKkoBOro nopao3y, M'aki KUCTI, xopcTke Bonoccs (rmn. 1.2.1.2).

PaHHe ypaxeHHs1 xpebTa Big3Ha4YaeTbCs TakoX Npu cMHapomMax uepebpo-
KicTkoBO-MaHanbynspHomy (rn. 1.1.1.3.1.8) Ta lonbaenapa (rn. 1.1.2.2.1.1.3).

[MosiBa nepLUMX CUMNTOMIB 3aXBOPIOBAHHS Y BUMMSAI NOPYLUEHHS XOAM (Kyrb-
raBocTi, “ka4ynHoi xoan”) y Binblu cTapioMy Bili — nicns 1—2- ro poKy XUTTa —
CBIgYNTb Ha KOPUCTb cnoHaunoenicisapHoi gucnnagsii (xeopobu Mopkio-bpai-
ncgopaa), a nicng 5—6-niTHLOro Biky — Mi3HbOI cnoHAunoeniMeTadizapHoi gmc-
nnasii Koanoscbkoro Ta cnoHamnnometadizapHoi agucnnasii ®enmana. MNpu ga-
HUX 3aXBOPIOBAHHSAX, SIK MPaBUIIO, CNOCTEPIraeTbCs HE3HaYHa 3aTpyMKa 3poc-
TaHHA AOBXWHW Tina. CnoHgunoenidizapHa gucnnasia BiApi3HAETbCSA
CYNpOBIiAHMMY No3acKkeneTHUMU NposBaMu: renatomMerarieto, nyrnkoBot, nax-
BUHHMMW rpyxXamu, Miorieto i NiABULLEHOI eKCKPEeLiEd rekco3amiHoriKaHiB i3
ceveto.

PeHTreHonoriyHo y xBopux 3i cnoHaunoenigisapHo gMcnnasieto BU3Ha-
YalTbCA CNIOLEHHA enidisiB Npy BiANOBIAHOCTI NONepeyHnx po3Mipie enidi-
3apHin NNacTuHLUi i HAapocTaroye NornMbNeHHs rofTIOBOK CTErHOBUX KICTOK Y KyJb-
WiBKW. PO3pIi3HAITL TpW reHETUYHNX BapiaHTK cnongunoenidizapHol ancnnasii
— aBTOCOMHO-A0MiIHAHTHWIA, aBTOCOMHO-PELIECUBHUI, peLeCUBHUI, 34ENMNeHNIA
3 X-xpomocomor (M.B. Bonkos Ta cniBasT., 1982; WN.I'. NlaryHoBa, 1989;
A.H. Cemsa4dknHa n coast., 1989).

[ns nisHboi cnoHgunoenimeTadizapHoi agncnnasii Ko3anoBcbkoro He xapak-
TEPHi nosackeneTHi nposiBu. [Npn peHTreHoNoriYHOMY AOCHIOKEHHI, K i npu
cnoHaunoenidisapHin aucnnasii, BUSBMAITLCS 3BYXXEHHS NonepevHnka Bxoay
B Manui Tas, nornnbneHHs KyrnblUiBOK, ane ChoCTepiracTbCs ypaXeHHs Me-
TagisiB TpybYacTUX KiCTOK, WO He 3yCTpivaeTbCca nNpu cnoHaunoenicisapHin
aucnnasii. Tun cnagkyBaHHS — aBTOCOMHO-AomiHaHTHuK (W.T. JlaryHoBa, 1989;
A.H. CemaukmHa n coasrT., 1989; K. Kozlowski et al., 1967; J.M. Garcia-Castro
et al., 1982).

CnoHaunnomeTtadisapHa gucnnasis denmaHa Ha BigMIHY Big Aucnnasii
Ko3noBCcbKOro BUSABMASAETLCA Oinbll NErkow niaTUCNoHAUIIE i 000B’I3KOBOIO
rinonnasieto mamke go annagsii epistophei (J. Vanek, 1984).

MioToHiyHa xoHgpoaucnnasis LeapTua-xamnens, npu sKin Takox Bigmiva-
t0TbCA Aedopmallis xpebTa i ykopoyeHHsi Tynyba, BigpisHAETLCA 060B’I3KOBUMMN
nposiBamMu MIiOTOHIT | AOCUTb cneLniYHUMM NNLBOBUMU UCMOPAISIMA: NNOCKAM
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npodinem o6nmyys, By3bKUMU 1 YKOPOYEHUMU OYHUMU LLINTMHAMUW, MIKPOCTOMIEHO.
Tun cnagkyBaHHsA — aBTOCOMHO-peuecusHui (J1.0. bagansH Ta cnisasT., 1980).

CwvHgpom KokkeriHa Ha BigMiHy Big, AaHUX 3aXBOPHBaHb XapakTepu3yeTbCH
nepegyacHUM CTapiHHAM i aTPOIEID XXMPOBOI MIALLKIPHOI KITITKOBUHN. Y XBOPUX i3
cmHapomMom KokkelriHa BigaHavatoTbest MikpoLedbanis, By3bke 06rmyys, eHodhTanbm,
TOHKMI O3b000N0AIbHMIA Hic, BUCOKe apkonoaidHe nigHebiHHS. [aTorHOMOHIYHMM
CYMMTOMOKOMMJIEKCOM € ONiroopeHis, MO304KOBI po3naau, ski NporpecytoThb, Tpe-
MOp, aHOPEKCIS, 3HWKEHHSI CryXy, NiIrMeHTHa AereHepauis CiTKiBKW, HabyTi MHO-
YXMHHI KOHTPaKTYpW, pigKe BOMOCCS, reniovyTnmemi eputeMaTo3Hnin 4epMaTuT, WO
[03BOMSIE BU3HAYMTUCS B AiarHo3i. BaxnMBumm giarHOCTUHHUMK O3HaKaMK € peH-
TreHOMNoriYHi CUMNTOMM: ANKPY3HMIN OCTEOCKEPO3, 30iNbLUEHHS NepeaHbO-3a4HLOM0
po3Mmipy xpebLiB 3 pO3LLMPEHOI BIACTAHHIO MK HUMW, NOAOBXKEHHS diadisiB JoB-
rMX TpyB4acTux KIiCTOK, YKOPOYEHHS MeTakapnarnbHUX KiCTOK. Twun crnagkyBaHHSA
cmHgpomy KokkeriHa —aBToCOMHO-peLiecBHui (A. Pelizza et al., 1976; C.S. Hauston
et al., 1982; J. Jacken et al., 1989; M.A. Patton et al., 1989).

Bnusbki 3a eHOTUNOBMMU 03HaKamMu 40 cuHApoMy KokkelrHa NposiBu Mae
cuHgpom CAMFAK, BigMITHAM CMMATOMOM SIKOFO BBaXatoTb NPUPOLKEHY Ka-
Tapakty (D. Talwar, S.A. Smith, 1989).

1.2.1.2. JUPEPEHLIAJIbHA AIATHOCTUKA PN YKOPOYEHHI
HAOBXUHUN TYIJTYBA, O CYTIPOBOAXYETbCA INPOIrPECYHOYUM
OIrPYBIHHAM PUC OBJINY45

Mporpecytoye orpybiHHA pucC 0BnnYYsa y XBOPUX i3 NOCTHATasnbHOK 3aT-
PUMKOIO (PIBUYHOrO PO3BUTKY € NATOFHOMOHIYHUM ANSA AesKUX XBOpOo6 Hakomnu-
YeHHsa (MyKononicaxapugosiB, MyKoninigosis Ta iH.). [Npu gaHuMx 3axBoptoBaH-
HAX NOCTYMOBO PO3BMBAOTLCA YepenHo-NnuUboBi gucmopdii (HaBucne 4orno,
LLUMPOKWI i3 3anannm nepeHiccam i BEeNMKUMU Hi3OpsIMU Hic, rinepTeniopmusm oy-
HUX A6MyK, BIOKPUTUI POT 3 TOBCTMMU rybammn, Makpormnocisi), CyKynHiCTb SKMUX
nosHayeHa K raproiniam. NoeaHaHHA 3 YKOPOYEHHSM AOBXUHW Wi i Tyny6a,
ikcoBaHMM TopakontomMbanbHUM Kidho30M abo KiOCKOMio30M, LLUMPOKMMUN KN-
CTSIMK, CTONaMM 3 KOPOTKMMM NManbLUsIMU, TINOTOHIED CKENETHUX M’'A3iB, rpyboro
TOBCTOIO LUKIPOHO, FiNepTpuUxo30M, MyrnKOBOK, NMaXBUHHUMMW FPUKaAMU, MHOXWUH-
HUMUW NPOrPECYYMMN KOHTPAKTypamMu cyrnobis, BEMNKUM XXMBOTOM, 30inbLUEH-
HAM NeYiHKK | cenesiHkn, HasBHICTIO YTPYAHEHOro ry4HOro AuXaHHs Yyepes Hic i
YyacTi pecnipaTopHi 3axBOpPOBaHHS O03BOSSAKOTb 3pOOUTK MONEPEAHIN BUCHO-
BOK Ha MicTaBi 3aranbHOro ornagy.

3HavyLWwnmMmM giarHoOCTUYHMMU O3HaKaMm1 JaHNX 3aXBOPIOBaHb € pe3yrnbTaTu
PEHTTEHONOTYHOMO SOCNIAKEHHS. Y XBOPUX BUSABASETHCA Pi3HOrO CTYNEHA MHO-
XWUHHUIA ON30CTO3: YLUINTbHEHHS CKIEMiHHA Ta OCHOBW Yepena, LWwnpoke, chnno-
LLieHe Typeubke cigno, kybonoaibHoi abo gBoonyknoi popmm xpebui, KoTpi cro-
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LytoTbCS 3 BikoM, si3ukonoaidHa copma TXII i LI, LIl xpebuis, CTOBLLEHHSA Kto-
Ynub, LUIMPOKI pebpa 3 NoKanbHUM CTOHLLUEHHSM Y MiCLli 34neHyBaHHs 3 rinonna-
30BaHMMU NnonepeyHnMn BigpocTkamm xpebuiB, BUCOKE CTOSIHHA CTOBLUEHUX i
YKOPOYEeHMX nonaTok, edopmaLlisi Ta3oBUX KiCTOK, CKOLUEHUIN ax KynbLUiBOK,
MareHbKi FONOBKN NIIEYOBUX | CTErHOBMX KiCTOK, PO3LUMPEHHSA AiadisiB i KiCTKO-
BOMO3KOBOrO KaHarna AoBrnx Tpyb64acTmx KiCTOK i3 CTOHLLEHHSIM KipKOBOTO Luapy,
Ni3HE CKOCTEHIHHSA KICTOK 3an’dcTka. Ha nepwiomy etani andepeHuianeHor giar-
HOCTWKM A4aHOI rpynun 3axXBoptoBaHb HaWbiNbLL AouUinbHe AOCNIAKEHHS ekcKpeLil
rriko3amiHornikaHiB i3 ceveto (cxema 19).

MigBuLLEHa ekcKkpeLia rekco3amMiHornikaHiB BigMiYaeTbCa Npu MykonoJsica-
Xapuaosax i toBeHinbHoMy cynbdatnaosi OcTiHa.BuaBneHHs 3axXxBOptOBaHHA B
paHHLOMY OMTAYOMY BiLli XapakTepHO Ans Mykonorsicaxapugoay I-H (cuHgpomy
lN'ypnep), Il (cnHopomy XaHtepa), IV (cuHgpomy Mopkio), VI Tunie (cuHgpomy
MapoTo-Jlami) i toBeHinbHoro cynbdatngody OcTiHa.

HagaBHiCTb nporpecyrounx NCMXoHEBPOSIONiYHNX PO3ragiB 4O3BOSISE Bigpi3HU-
™M mykononicaxapugo3su I-H, 1l Tunis, roBeHinbHWMIA cynbdaTtnaos OctiHa Big My-
kononicaxapugoay IV i VI Tunie. MNepeBaxkaHHA CMMATOMIB YpaXXeHHS1 HEPBOBOI
cucCTeMM, LLIO BUSIBNSAKOTLCS CMACTUYHUM TeTpanapes3oM, rinep3dyanvBicTio, MiOK-
NOHIYHMMM CyaoMaMK, HICTarMoM CBIZ4YUTb NPO HOBEHINbHMI cynbdaTngos OcTi-
Ha. BigMiHHMMIM prcaMm OCTaHHBOrO BBaXatoTb ONifiCTb OUCKIB 30POBUX HEPBIB,
Bakyonizau,ito nimgoLmnTiB nepudepryHoT KpoBi, BIACYTHICTb MOMYTHIHHSA POroBOl
0DOONOHKM OKa i BUpaxkeHoi renatocnneHomeranii. OctatoyHui giarHo3 BCTaHOB-
NETLCA Ha NiACTaBi BUSBNEHHS MiABULLIEHOT eKcKpeLil cynbdaTtnais, renapat- i
JepmMaraHcynbgary i3 cedeto i 3Ha4YHOro 3HKEHHSA akTUBHOCTI apuncynbgara-
3n A, B, C tuniB y kynbTypi ibpobnacTtie.Mykononicaxapungo3s I-H tuny
BigpisHseTbCA Big |l TMNy Ginbll paHHLOK MaHihecTaLlieto i CTyneHeM TSHKKOCTI
KniHiYHMX nposiBiB. OHI€EL0 i3 NepLUMX O3HAK 3aXBOPIOBAHHSA € (DiKCOBaHMI Kidho3
nonepekoBoro Biadiny xpebra, Wo BigMivYaeTbes BXe Y 1-Mmy niBpiydi XutTa. My-
kononicaxapmgo3s I-H Tuny xapaktepusyeTbca Ginbll BUPaAXKEHUM MHOXUHHUM
ON30CTO30M, 3HAYHMM BiACTaBaHHAM POCTY, MOMYTHIHHSIM POroBOi 0GOJSTOHKM OKa.
KoHTpakTypu mixdanaHroBmx cyrnobis nanbLiB NpM3BOAsTb 4O NOSIBU AOCUTb
crneymndiyHOl 03HaKM NPaKTUYHO BCiX MyKomnonicaxapuaosis — KirrbonoaibHoi gop-
MW KUCTEN, SKi He CTUCKYIOTbCA. XapakTepHUMK pucamu mykonosicaxapngoasy |l
TUNY € YpaXKeHHS AiTen TifbKM YOMOBIYOI CTaTi, SIK MpaBuUIio, BiACYTHICTb Kicdoay,
PaHHI PO3BUTOK OCTE0APTPUTIB, BY3NMKOBE YPaXXEHHS LLUKIpW B OiNAHLI CrIMHM,
arpecuBHNIN XapakTep noBeaiHKu.

Mpn gaHux TMnax mykonosicaxapugo3sy Big3HaA4YaeTbCa BUCOKA rNiko3aMi-
HOrMikaHypis 3a paxyHoK renapaH- i gepmaTaHcynbgaris. [Ana mykononicaxa-
pnao3y I-H TMny naTorHOMOHIYHO 3HMXEHHS akTUBHOCTI O-L-igypoHigasu, a ons
Il Tuny — cynbdoigypoHatcynbdartasm (KO.U. bapawHes, HO.E. Benbtuuies,
1978; K.O. KpacHononbckaa un coasT., 1985; A.H. CemaykmHa u coasT., 1991;
J.W. Spranger, 1972; V.A. Mc Kusik, R.E. Pyeritz, 1980; T. Tonnesen et al.,
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1982; K. Hugh-Jones, 1983; I.D. Yong, P.S. Harper, 1983; T. Kagalwala et al.,
1988; J. Nelson, D. Carson, 1989).

36epexeHHs iHTenekTy i NosiBa KIiHiYHMX 03HaK 3axXBOPIOBAHHA Y 2 — 3 —
niTHBOMY BiLi Bigpi3Hae mykonosnicaxapuagos IV, VI Tunis. Mykononicaxapnaos
IV Tuny xapakTepuayeTbCs pPi3KO 3aTPUMKOK 3POCTaHHSA AOBXMHU Tina, sK
npaBuIio, KapMKoBICTIO. Bia3HayaeTbCca BUpaxeHe YKOpPOYeHHs Luni (ronosa
cnauTb Ha nnevax) i Tynyba, kinbonodibHa aedopmalia rpygHoi KiTkK, LWo
dheHOoTMNOBO HabnMXye Moro 4o cnonagunoeniMmeTadgisapHux gucnnasin. Cnoc-
TepiraeTbcA Kidho3 rpyaHOro i NonepekoBoro Bigainis xpebTa. XapakrepHe 3meH-
LLEHHS TOBLUMHM XXMPOBOT MigLWKIPHOT KNiTKOBUHK, Maixe Oo ii BigCyTHOCTI, CTOB-
LeHHsA cyrnobiB, M'aKi KUCTi. MaTOrHOMOHIYHUMW PEHTrEHONOrNYHMMK O3HaKa-
MU BBaxaroTb: a- abo rinonnasito 3ybonoibHoro BigpocTka i HecTabinbHICTb
aTNaHTO-OKUMMITAnNbHOro 34sieHYBaHHSA, LUMPOKI, MAOCKi 3i CKOLEHMM OaxOoMm
KynbLUIBKM, CNIIOLWEHHS | doparMeHTOBaHICTb LLUMAOK CTErHOBMX KIiCTOK, rinonna-
CTUYHICTb ANCTanbHUX dpanaHr nanbLis.

3anexHo Big xapakTepy eH3UMHOro gedekTy BUAINATb | Tun A — npu ge-
GiunTi N — ayeTunriokosamiH-6-cynbdaTtcynbdaTtasu; i Tun B — npu gediuunTi
B-ranaktosugasu (M.B. Bonkos Ta cnisaBT., 1982; A.H. Cema4ykmHa n coaeT.,
1989; H. Groebe et al., 1980; M. Beck et al., 1986).

Y xBopux i3 Mykononicaxapugo3om VI Tuny Ha BigMiHy Bif iHLWIMX TURIB CNo-
cTepiraloTbCa O0AyTne obnuyys, BUpaeHa MIKPOreHia i CTOBLUEHHSA MiaLKIpHOT
TKaHWHW JONTOHHUX MOBEPXOHb KUCTEN. NepLumnmmn o3Hakammn Mykornosicaxapngo-
3y VI Tuny BBaXxatoTb 06MexeHHs 06cAry pyxiB NnevoBux (AUTUHA HE MOXe MigHSA-
TW PYKM Bropy) i MixxganaHroemx cyrnobis. Yacto Big3HadaeTbCsl CUHOPOM Kap-
nanbHOro KaHasny — CTUCHEHHs n. medianus y kapnanbHOMY KaHani.

[iarHOCTUYHO 3HaYYLLMMW € TaKi PeHTreHOMNOoriYHi 03HaKM 3aXBOPHOBAHHS: BU-
COKa YacToTa acenTUYHOrO HEKPO3Y rOSTIOBKU CTErHOBOI KiCTKW, BarbrycHa aedop-
MaLjist CTOHLUEHUX LUMWNOK CTErHOBOI KICTKKM, AedOpMOBaHe Ta3oBe KinbLie 3i CKO-
LUEeHMM 3anaguHamu i HAaBUCITUMM Kpunamu, By3bKUid MONepeYHrK BXOAY B Manui
Tas. [epeBaxaHHA gepMaTaHcynbdaTy B cknagi rniko3amiHormikaHiB, siki eKckpe-
TYIOTbCH i3 ceveto, i HasBHICTb AediumTy apuncynbdartasun B gossonsioTe Bepudi-
KyBaTu giarHo3 (M.B. Bornkos Ta cnisaBT., 1982; D.L. Van Dyke et al., 1981).

Mykononicaxapugos I-S tuny (cvHapom Lere) BusaBnaeTbca nisHiwe — y
3—6 — niTHbOMY BiLli. 3aXBOPIOBAHHSA MOYMHAETHCSA 3 PO3BUTKY KOHTPAKTYP Mikdha-
naHroBmx cyrrnobiB nanbLiB KACTEN i CTae BipOrigHO BUPaXXeHUM Yy nepiog cra-
TEeBOro A03piBaHHA. IHTeneKkTyanbHWIi po3BUTOK Y BinbLUOCTi BUNaAKiB He nopy-
weHuin. Ha BiamiHy Big hopmun mykononicaxapugoasy VI, wo nisHo maHigecTtye,
npwu [-S TuNi MeHLW BMpaXkeHi 3aTpuMKa poCcTy Ta 03HaKM AN30CTO3Y, YacTo pee-
CTPYETbCS HEAOCTATHICTb A0PTaNnbHOrO KrnanaHa, XapakTepHi OnyLLeHi KyTu poTa,
MaHANBYNSAPHUIA NPOrHATU3M, He BigMIYaETbCA PO3BUTOK aCENTUYHOIO HEKPO-
3y ronoBKM CTErHOBOI KiCTKM i BiACYTHS renatocnneHomeranis. OctatodHun giar-
HO3 BCTAHOBMIOETLCSH Ha NiACTaBi HAABHOCTI NiABULLEHOI ekcKpeLil renapaH- i
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AepmaTtaHcynbarTiB i3 ceyeto i 3HMKeHOoT akTMBHOCTI B-L-igypoHigasu (A.H. Ce-
MsiYKMHa n coasT., 1991; N. Kaibara et al., 1979; J. Fortuim, W. Kleijer, 1980).

Mykononicaxapugos Il Tuny (cungpom CaHininno) Takox MaHiecTtye y
3—6 — niTHbOMY BiUi. Ha BigMiHy Bif, iHWKX TMRiB Mykononicaxapugo3sy, npu lli
TUNi NPaKTUYHO He cTpaxkaae (pisnyHMiA po3BuTOK. NpoBigHMMKM O3HaKamMu 3ax-
BOPIOBaAHHS € BUpaXXeHa po3ymMoBa BiACTarniCTb, KOHTPAKTYpu cyrnobiB, siki npo-
rpecytTb, renaTocnneHomeranida i nerke NoOMyTHIHHS POriBKU. 13 ceveto ekckpe-
TYETbCH 3HAYHa KiNbKiCTb renapaHcynbdaTty. Buginsaiots Tpu eH3uMHi dhopmu
mMykononicaxapungo3sy Il Tuny: A — npu HegocTaTHOCTI renapaH-N-cynbaTasu;
B — npu gediumnti N-aueTtun-a-D-rntoko3amiHigasm; C — npyu HegocTaTHOCTI [B-
rnioko3amiHia — N-auetuntpaHcdepasun (KO.W.bapawHes, HO.E. Benbtuwes,
1978; M.B. BornkoB n coaBT., 1982). Tun cnagkyBaHHs Mykornosicaxapugoasy |l
TUNY — PeLEeCUBHUI, 34ENITEHNI 3 X-XPOMOCOMOH; IHLLUNX PO3rMASHYTUX HO30/10-
riYHMxX oOpM — aBTOCOMHO-PELIECUBHINIA.

KniHiyHi nposiBK, WO HaragytoTb OCHOBHI O3HaKM MyKonosnicaxapngosis —
rPOTECKHI pUCK 06NNYYS, MHOXUHHUIA AN30CTO3, 36iNbLUeHNI pO3Mip XUBOTA,
renaTto- i cnneHomeranis, Nynkosa, NaxBUHHI rPUXi, MPOrpecyoymnii pO3BUTOK
PIEKCOPHMX KOHTPAKTYp i pO3YMOBOI BiACTaNOCTI, YacTi pecnipaTopHi 3axBo-
plOBaHHA — cnocTepirarnTbca Takox npu mykoninigosi I, I, [l Tunis, Gm1-
raHrniosnaosi | tmny (xsopobi Hopmana-JlangiHra), maHHo3nao3i (xBopoOi
OkepmaHa), octeoaptponarii LWnHua-dypTBEHrNepa, cMHapomi BiHvecTepa,
acnapTunrnikosaminypii. OgHak Ha BiAMiHY Big MyKkonosficaxapuaosis npu ga-
HUX 3aXBOPKOBAHHAX HE CMOCTEpPIraeTbCs NigBULLEHOT eKCKpeLii rriko3amiHor-
nikaHiB i3 ceyvelo.

PaHHs, He3abapom nicrs HapOKEeHHS!, MaHidpecTalisi, WBNaKuin nepedir
3axBOPIOBaHHS, NepeBaXkaHHA MCUXOHEBPOIIOriYHMX po3nagis 403BONSATb BU-
AinvTn 3 uboro psay xsopob Gm1 — raHrnioangos | Tuny i mykoninigo3s Il Tuny.
Mepwnmun KniHiYHMMK 03HakaMu Gm1 — raHrnio3angoay | Tuny € M’a3oBa rinoTo-
Hisl, HAOPSKMICTb LWKipW B AINAHUI 0651M4Ysi, pO3BUTOK FPOTECKHOCTI MOro puc.
3axBOplOBaHHS XapaKTepu3yeTbCs NPOrpedieHTHICTIoO nepebiry: Ao apyroro
niBpivYsa 1-ro poKy XMUTTS BUHMKAE 3HAYHE 30iNbLUEHHSA NeYiHKW i cenesiHkum, Ha
noYyaToK ApPYroro poKy XUTTS 3'IBNAIOTLCS KIOHIKO-TOHIYHI cyaomMu, BynbbapHi
po3nagu y BUrnagi yTpyaHeHoro KoBTaHH4, BioOyBaeTbCA BracaHHA MepBiCHO
NiABMLLEHOI peakuii Ha 3ByK, pO3BMBAETLCS aMaBpO3 i NOCTYMNOBO BTpaYaeTbCs
KOHTaKT i3 oTouytounm. CMepTb HacTae Big rocTpmx 6poHxonereHeBnx 3axBo-
ptoBaHb Yy 2—3 poku. MNMaTOrHOMOHIYHUM € HasBHICTb BakyorizoBaHUX niMgo-
UMTIB Y nepndepuyHin KpoBi i “NiHNCTUX” KNITUH Y NYHKTaTi KICTKOBOrO MO3KY. Y
OiNbLIOCTI XBOPUX Big3HAYAETLCA CUMNTOM “BMLUHEBOI KiCTOYKW™ Npy gocnia-
YKEHHi O4HOrO AHa. 3HauHi YyTPYyOHEHHS BUHUKAKOTh NPY NPOBEAEHHI AudepeHLyi-
anbHoi giarHoctnkn Gm1 — ranrnioangosy | tuny 3 xeopoboto HimaHna-INika Tuny
A. OpgHak HasBHICTb rinepnnasii AceH i BIACYTHICTb rinepToHycy, nimdaaeHo-
naTii, NASMUCTOT rinepnirMeHTawii LWKipy 003BONSAOTb KMiHIYHO 3p0o0uTY Npuny-
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weHHa npo Gm1 — raHrnio3ngo3. OctatoyHuii giarHo3d Gm1 — raHrniosngoay |
TUNY BCTAHOBIOETLCA MPU BUSBMNEHHI HEAOCTATHOCTI [-ranakro3vgasu
(D.A. Wenger et al., 1980).

XapaktepHumu heHOTMNOBUMMK BigMiHHOCTAMK Mykoninigosy Il tuny (I-
KNITUHHOI XBOpOoOW) € apibHi opbiT o4el y noegHaHHi 3 MOMipHMM ek3odTarnb-
MOM, BYpaXeHa BEHO3Ha CiTka B napaopbiTanbHuX i TiM’AHMX AiNsHKax ronosu,
MHOXWHHI TeneaHriektasil Ha Lwkipi NoBHMX LWik. Ha BigmiHy Big Gm1 — raHrnio-
31goa3y | Tmny He BiA3HavYaeTbCsa AereHepadil CiTKiBKM 32 TUNOM “BULLIHEBOI KiCTOY-
Kn” i Bakyonisau,ii nimcouunTis.

3HmKeHa akTuBHicTb N-aueTunriokosamiHingocdoTpaHcdepasn B Kyrb-
Typi ibpobnacTiB LWKipK € BipOriAHO AiarHOCTUYHOK 03HAKOK MyKoninigoasy Il
Tmny (S. Okada et al., 1985; H. Bernheimer, B. Molzer, 1986; U.E. Pazzaglia et
al., 1989).KniHiyHa maHidecTauis iHWKNX 3axXBOpOBaHb AAHOro psay BUHUKAE
3HA4YHO Ni3HiWwe — Ha 2—3 poLi XXUTTH XBOPOro.

Mpw mykoninigoai Il Tuny nepLui 03Hakmn 3axXBOPIOBaHHS BUSBIISKOTLCS TiSTbKN
Ha 2-My poui XUTTA Yy BUrNAAI TSXKKOPYXOMOCTi cyrnobis i noniaptputy. py6i
pucu obnnyya 3'aBnaTbCA Ha 6—7-My poui XxuTTsa. BiporigHum nigTBepakeH-
HAM giarHo3y mykoninigosy Il Tuny, sk i npu mykoninigosi Il Tuny, € 3HWxeHa
akTuBHiCTb N-aueTtunrntokosaminindgocgoTtpaHchepasn (A. Linolinger et al.,
1982; A. Lacasa et al., 1983).

CuHgpom BiHuecTepa, npu SIKOMY TakOX CrnocTepiraeTbCs NoniapTpuT i3
peBMaToifHONOAiIOHOI0 AeCTPYKLUieto, Biapi3HAETLCA Big Mykoninigosy Il tuny
nposiBamMmun OCTEONi3NCYy KapnarbHUX | Tap3anbHUX KICTOK. Bepudikauia giarHo-
3y nobygoBaHa Ha BM3HAYEHHI BMCOKOrO BMICTY YPOHOBOI KMCNOTK B GionTaTi
wkipn (J. C. Lambert et al., 1989; R.M. Winter, 1989).

Ons mykoninigosy | TNy xapakTepHWi NisHin po3BMTOK 3aXBOPtOBaHHS. Ha
BiOMIiHY Bifl iHLLMX TUMIB MYKONIiNigo3y, CnocTepiralnTbCA NigBULLIEHa PYXITUBICTb
cyrnobis Ao 4-niTHLOro BiKY, WO Hadani 3MIHIETLCA Ha KOHTPaKTypw, i 3aTpum-
Ka ¢pianyHoro po3suTky nicrns 10 pokis. Mpu Tspkkux popmax mykoninigoay | Tuny
MOXITMBUIA PO3BUTOK AereHepaLlii CiTKiBKM 3a TUNOM “BULLIHEBOT KiCTOYKN”.

MigBuLeHa ekckpeyis cianinonirocaxapuis i3 ceyelo i piske 3HMXKEHHS ak-
TMBHOCTI B-N-aueTunHerpamiHigasun B nerikoumtax i KynbTypi dibpobnacTtis
WKipW O03BONAITbL BipOriAHO BCTAHOBWUTU AiarHo3 mykoninigosy | tuny
(T.E. Kelly et al., 1981; E. Spranger, 1981; J. Baumkotter et al., 1985).

Npn MaHHO3MA030, AK i Npy MyKoninigoai | Tuny, BigMivaeTbCa NidHin po3Bu-
TOK 3aXBOPKOBaHHS i Nporpecytoye BiACTaBaHHA MCUXOMOTOPHOrO PO3BUTKY B
noeaHaHHi 3 rineppednekcieto i BACOKOYACTOTHOK HENPOCEHCOPHOIO MTYXOTOH0.
XapakTepHi geski peHoTMNoBi 0COBMMBOCTI: BUMNYyKNe 40rno, NnporHaTnam, Be-
NWKi BUNHYTI BYLUHI pakoBuHW. lMigTBepaXye AiarHo3 BUCOKUIA PiBEHb eKCKpewii
KOMMOHEHTIB i3 CeYeto, WO MICTATb MaHHO3Y, i 3Ha4YHe 3HMKEHHSI aKTUBHOCTI O-
MaHHO314a3m B nna3mi Ta nimgoumtax kpos.i (R.D. Jollyet al., 1976; M.L. Mitchell
et al., 1981; F. Lejeune et al., 1986).
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®yko3ngos npu Wwemnakonporpecytodomy nepebiry BigpisHAETbLCA NposBa-
MU CMacTUYHOro TeTpanapesy, HasiBHICTIO KapaioMeranii, BACOKOro PiBHS KOH-
LeHTpauii xnopuais y noTi XBOpOro, a npu TopnigHoMmy nepebiry — po3BUTKOM
00 5—7 pokiB ondy3Hoi aHriokepatoMu. OcTaTouHui giarHo3 yko3ngosy BcTa-
HOBITHOETLCS NPY BUABMNEHHI BUCOKOrO PiBHA €KCKpeLLill i3 ceyeto onirocaxapuais,
Lo MicTATb doyKO3MaW, i OyXe HU3bKOI aKTUBHOCTI O-L-cdykosngasu. XBopi 3
dyKo31a030M, SIK NPpaBuno, rMHyTb Ha nepomy gecatunitti xutta (P. Durand
et al., 1976; B. Echenne et al., 1982).

Octeoaptponaria LUnHua-dypTBEHINEepa xapakTepmusyeTbCa KOHTPaKTypa-
MM NPAKTUYHO BCiX CyrnobiB, siki pO3BMBAOTLCS MOCTYNOBO, CTOBLLEHHSM KICTOK
yepena, 3MEeHLEHHAM 3agHbOi MOro MKW, 36epeXXeHHSAM iHTeneKTyanbHOoro
pPO3BUTKY i NiABULLIEHOO eKcKpeuieto rnikonpoTeiny i3 ceveto (J1.0. BagansH Ta
cnisasT., 1980).

MigBuweHa ekckpeuis 2-ayetamigo-1 (b-acnaptamigo) — 1,2 angiokeur-
NIOKO3M i3 CceYeto CBigUNTb NPO acnapTUArfiko3amiHypito. Y nepnudpepuydHini KpoBi
npy Mykoninigosi | Tuny, MaHHO3MA03i, acnapTuUrniko3amiHypii, yko3naosi
4YacTO BUSABMSKTLCS BaKyonidoBaHi NiMounTn. YCi posrngHyTi 3axBoploBaH-
HS, L0 XapaKkTepuayTbCs NOCTYNOBUM OrpyBiHHAM puc 06rmMyYs, po3yMOBOIO
BiCTanICTIO, sika NPOrpecye, i BiACYTHICTIO MigBULLLEHOT eKcKpeLil rriko3amiHo-
rnikaHiB i3 ceyeto, ycnagKkoBYOTbCS 3@ aBTOCOMHO-PELECUBHUM TUIMOM.

Y 3B’A3KYy 3 HAABHICTIO 3HAYHOI KinbKOCTi oeHOKOoNI JaHMX 3aXBOpPBaHb
X KMiHiYHa gudbepeHuianbHa giarHoCTMKa MOXIIMBA TiNbKM NpY KNacudHnx gop-
Max i po3UiHIETLCSA AK nonepenHsa npoueaypa. OctatoyHWMA giarHo3 BCTaHOB-
NIOETBLCS Ha NiACTaBi AaHUX AOCHILKEHHS akTUBHOCTI cneundivyHmnx oepMeHTiIB.

1.2.2. QANOEPEHLIANBHA OIATHOCTUKA NMPU OUCNPOMOPLIMHOMY
HAHI3MI, 3YMOBJIEHOMY NEPEBAXXHWUM YKOPOYEHHSAM KIHLIBOK

3anexHo Big NponopLUii pisHMX Bio4iNiB YKOPOUEHUX KiHLIBOK MOXHa BU-
4inuTn nponopuirHe (CIOAM X BapTO BIAHECTU | CTaHW, LLO TSXKKO AudepeHLito-
BaTW) i AUCNPOMNOPLINHE YKOPOYEHHS: 3 MEPEBAXKHUM YKOPOYEHHSIM NMPOKCUMarnb-
HUX (PU3OMEriYHUIA TUN), cepeaHixX (Me3oMenivYHUIn TUM), cepeaHix Ta Auctanb-
HUX Big4iNiB KiHLUIBOK (aKpOMe3oMeniYHUA Tun).

1.2.2.1. IMOEPEHLIATIbHA JIATHOCTUKA 1PY POIMOPLIHOMY |
(ABO) HEQU®EPEHL|IAOBAHOMY TUII YKOPOYEHHS PI3HUX
BIAAINIB KIHYIBOK

[NMomipHe YKOPOYEeHHS KiHLIBOK, HE NOe4HAHe 3 iHLWMMW CKeNeTHUMK Ta no-
3acKkeneTHUMN NaTosOrNYHUMKN MOPYLLUEHHAMM, siKke AiarHOCTYeTbCA B nepiogi
HOBOHAPOKEHOCTI Ta Ha 1-My poui XUTTH, MOXe 3yCcTpiyaTUCA Y NPaKTUYHO
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340poBUX AiTer, 0COBNMBO YacTO NEPEHOLLEHNX Ta OiTEN 3 BEIMKOK Macok
npun HapomXeHHi. B gaHnx BMnagkax 3 Yacom BigbyBaeTbCA Bi4HOBEHHS Mpo-
nopuin Tina.

3 ornsay Ha Te, WO 3aTpMMKa 3pOCTaHHA JOBXMHM Tina 3 NOMIipHUM nepe-
Ba)XXHVMM YMOBINTbHEHHAM POCTY KiHLiBOK MOXe ByTn €QUHUM CUMNTOMOM FiNOTK-
peosy (J. Dessart et al., 1983), y Bcix giteli 3 nogibHoo natonorieto 6axxaHo
AocrnigxyBaTy ropMoHanbHuin ctatyc (rn. 1.1.2.2).

Mpwn GiNbLIOCTI 3aXBOPHOBaHb, WO XapaKTepuU3yrTbCs MPONOPLINHUM YKO-
pPOYEHHSM Pi3HUX BiAAINIB KiHLIBOK, B iepapXivHiii CTPYKTYpPi KMiHIYHOT CUMMTO-
MaTuKM NPOBigHE Micue 3aiMaloTb YepenHo-NULbLOBI ANCMOpPMIl, NoegHaHHSA
Mikpomenil i KopoTKnx pebep, ckpuBrieHHs i (abo) aedopmalii KiHLiBOK, naTo-
FOTiYHI NeperioMn KiCTOK, MOPYLUEHHS PYXIMBOCTI cyrnobiB, ekTtogepmaribHa
ancnnaasis.

1.2.2.1.1. ANGEPEHLIAJNIbHA NIATHOCTUKA NMPU AUCNPONOPLIMHOMY HAHI3MI,
3YMOBJNEHOMY NPOMOPLUIMHNM YKOPOYEHHAM KIHLUIBOK, MPU MOEOHAHHI 3
YEPEMHO-NNLUbOBUMU JUCMOP®IAMA

BupaxeHi yepenHo-nnLboBi Ancmopdii, Aki cnocTepiratoTbCsl Y HU3bKOPOC-
X XBOPUX i3 ANCNPONOPLIAHOK TiNnobyaoBOK, 3yMOBMEHOK YKOPOYEHHAM
KiHLIBOK Mpu 30epexeHHi nponopuin pisHUX Bigginis, XxapakTepHi Ans ocTeo-
ANCNNacTUYHOI NpUMOpAianbHOI kapnukoBocTi || Tuny; reneodisnyHol gncnnasii;
cuHgpomiB KeHHi-Keddi; TemTami; meTaizapHoro amM3ocTosy, po3yMoBOl
BigcTanocTi, nposigHoi rmyxotu; WuHuena-IgeoHa; Beno-kapgio-gauiansHo-
ro; ccepodakii-bpaximopdii (cuHgpomy Belina-MapyesaHi); YepenHo-numubo-
BOro gM30CTo3y 3 giadizapHoto rinepnnasieto (gm3octo3dy CTaHecky).

OaHuM i3 BaXXNMBUX KMiHIMHUX AndpepeHLUianbHUX KPUTEPIIB, WO 4O3BOSSIE
po3amMexyBaTu JaHi NaToNOoriYHi CTaHW, € XapakTep NPUPOAKEHUX YepernHo-Iu-
LboBUX AncmMopdin (Makpouedanis, akpouedanis, “nTaxoronoBicTb”, BY3bKUN
NMUBOBUIA CKerneT, rinonnasis cepegHbOi YacTuHm obnuyys). Makpouedanis
cnocTtepiraetbca npu cuHapomax KeHHi-Kedodbi i meTadizapHoro amsoctoay,
pO3yMOBOI BiACTaNoCTi, NPOBIAHOI FMYyXOTN.

YKOPOUEHHS KiHLIBOK Y XBOpUX i3 cnHapomMoM KeHHi-Kedbdi BusiBnseTsca 3
nepLunx OHIB XUTTH, a Npy CUHOAPOMI MeTadizapHOro AnM3ocTo3y, PO3yMOBOI
BigCTanocTi, NPOBIgHOI MMYXOTK — A0 KiHUA 1-3 poKy XUTTS. [iarHOCTUYHUMM
o3Hakamu cuHapomy KeHHi-Kedpdi BBaXkatoTb MegynapHUin CTEHO3, CMMOLLLEH-
HSA KOPTUKAIbHOMO LWapy Tpyb4acTux KiCTOK, ypaXKeHHs oden y Burngagi mioni,
rinepmeTponii, Kanbuudikawil poriBku i CiTKiBKKM, rinokanbLieMidHi Cygomu, siKi
BUHMKaOTb nepiognyHo. Cungpom KeHHi-Keddi ycnagkoByeTbCst 3a aBTOCOM-
Ho-gomiHaHTHUM Tunom (W.K. Lee et al., 1983; S. Fanconi et al., 1986; J. Bergada
et al., 1988; Y.K. Abdel et al., 1989).

[na cuHgpomy meTtadizapHOro An3ocTo3y, po3yMOBOI BigCTanocTi i npo-
BiOHOI IyXOTW MNAaTOrHOMOHIYHUMUW € PEHTIEHONONYHI O3HaKN ypaXKeHHs Me-
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TagisiB 4OBrMx TpybGYacTUX KicTOk — MeTaqiam po3LnpeHi, HenpaBubHOT op-
MU i3 LUMPOKOIO CMYTOHO LLifTbHOrO HEPIBHOMIPHOIO 3BarnHEeHHs.

IHoAi y BMNagkax, Wwo CynpoBOSKYOTbLCA BAPYCHUM CKPUBITEHHAM HUXKHIX
KiHLIBOK, BMHMKAE HEOOXIiaHICTb AndepeHuianbHOI 4iarHOCTUKA CUHAPOMY Me-
TaizapHoro gM30CcTo3y, po3yMOBOI BiACTaNoCTi, NPOBIAHOI rMyXOoTN 3 MeTa-
dizapHoto xoHapoaucnnasieto LLmiga.

Ona cuHgpomy mMeTtacpizapHoOro AuM3ocTo3y, po3yMOBOI BiACTanocTi, nNpo-
BiQHOT rNyXOTW XapakTepHUI aBTOCOMHO-PELeCMBHUIA TUMN cnagKyBaHHS, po3y-
MOBa BiACTaniCTb, NepeAvacHi CUHOCTO3W rPYAHMHK, enidisiB 4OBrMx Tpybyac-
TUX KiCTOK, 3MEHLLEHHSA BEPTUKASIbHUX | MONepeYHnX po3mMipiB Ta30BOrO KinbLs,
BY3bKi kpuna knyboBux KiCTOK; Ans meTtadizapHoi xoHgpoaucnnagii lWmiga —
aBTOCOMHO-AOMIHaHTHUI TUN CNaZKyBaHHSA i 36epexeHHst iHTenekty (M.B. Bon-
KoB Ta cniBaBT., 1982; U.I". IlaryHoBa, 1989; b.B. Konurcmapk, P.[. MopnuH, 1980).

"eneodisnyHa gucnnasis BigpisHAETLCA HAsBHICTIO y XBOPUX akpouedanii,
nobpoaywHoro BMpasy obnuyuys (“lacnmeoro o6nmyys’), ypakeHHs cepLeBmx
KnanaHiB, ske Mporpecye, i HAKOMMYEHHAM Y TKaHWHI MEYiHKM PEeYOBUHMU, LU0
Ma€e BracTMBOCTI rnikonpoTeiHy. OgHak BUSIBNEHI BUNAaK/M NposdBiB reneodi-
3MYHOI gncnnaaii 6e3 kKapanHanbHOro A4iarHOCTUYHOrO CUMMATOMY — “LLLACIIMBOro
o6nmyus”.

CuHOpoM NoB’si3aHuii 3 aBTOCOMHO-peLiecuBHUM reHoM (J. Spranger et al.,
1984).

“MraxoronosicTb”, WO Haragye YepenHo-nNuLboBi AMcMopdil, ski cnoctepi-
ratotbcs npu cuHapomi Cekkens (rn. 1.1.1.3.1.2), y noeaHaHHI 3 YKOPOYEHHSM
OOBruMx TpybyacTtux kictok, bpaximesodanaHrieto, gecopmadieto metadisis
CTErHOBMX KiCTOK CBigYUTb MPO OCTeoamcnnacTuiHy mikpouedoanbHy npumMop-
AianbHy kapnukosicTb Il Tuny (F. Majewski et al., 1982).

By3bKkuin nnuuboBui ckeneT y NoegHaHHI 3 BUCOKAM OMyKNUM YOroM, OOB-
MM HOCOM, pigKMMn 6poBaMn, MareHbKUMU BYLLUHUMW pakOBUHAMWU OKPYroi
dopmu [o03BoONLA€E BiAPI3HUTM cuHApoM TemTami. [igTBEpOKEHHAM AiarHo3y
CnyXaTb PEHTrEHOSONYHI 03HaKN — PO3LUNPEHHS KIHLEBUX Biaainie 4OBrnxX Tpy6-
YacTux KIiCTOK, AKi MatoTb rpy0y TpabekynsipHy CTPYKTYpy, NCEBAOKICTH.

Twun cnagkyBaHHS cuHApoMy TemTami — aBTocoMHO-peuecnsHun (U.P. Jla-
3oBckuc, 1981).

lNnonnasia cepeaHbOi YaCTUHN 06NNYYs XxapakTepHa gnga cuHapomis LUnH-
uensa-rigeoHa, Beno-kapgio-gavianbHoOro, YepenHo-n1muboBOro AM30CTo3y 3
AiadpizapHoto rinepnnasieto, cpepodpacii-opaximopaii. Cungpom WnHuyena-Tige-
OHa BIiApPI3HAETLCS Bif IHWMX 3aXBOPHOBaHb L€l rpynu AUcnponopLinHoro Ha-
Hi3MY HasBHICTIO Y XBOPUX NOEOHAHHS peTpakuil cepeaHbol YacTUHM obnu4ys
i3 MHOXWHHUMMW CKESNETHUMM aHOManisiMu, reHepanisaoBaHUM TinepTpuxo30omM,
BaZamMu PO3BUTKY cepus i HUPOK. YepenHo-nnuboBi Ancmopdil xapakTepusy-
IOTbCS BUMYKIIUM YOSOM, LUBaMM Yepena, siki BUCOKO BUCTYNatoTb, ek3odTanb-
MOM, KOPOTKMM HOCOM 3 BiAKPUTUMU BNepeq HidapamMm, roTU4HUM NigHEBIHHAM,
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Makpornocieto. NaTorHoOMOHIYHMMK NPOSBaMN ypaXXeHHs ckeneTa € rinonnasis
| pebep, nigBueHa MoBiNbHICTE cyrnobis 3am’acTka, NocTakcianbHa nonigak-
Tnniga, cungaktunia |-l nanbuiB HXHIX KiHLIBOK, eKBIHOBapyCHa no3uuisi CTor.
PeHTreHonoriyHo BM3Ha4arTbCs LUMPOKI pebpa, NOoAOBXEHI KNHYMLi, LWMPOKI
OOBri TpybyacTi KiCTKM, pO3LUMPEHi AUCTarnbHi KiHLi CTErHOBUX KICTOK, rinonna-
3i9 ancTanbHUX danaHr nansuis kicTen i cton. He BigMideHO cneungivHmnx
ONs CMHOPOMY Bafj cepus, i3 ypaKeHb HMPOK HalyacTille 3yCTpivyaeTbes npu-
pooxkeHun rigpoHedpos (R.L. Kelly, B. Charney, 1982; L.J. Al-Gazaliet al., 1990).

linonnasis cepedHbOi YaCTUHU OBNMYYS, TINEPTENOPU3M OYHUX SAONYK,
ek3odTanbM, YKOpoUYeHHS KiHLiBOK HagaloTb (OeHOTUMY XBOPUX i3 YepenHO-nun-
LbOBMM AN30CTO30M 3 AiaizapHoto rinepnnasieto AedKoi CXOXOCTi i3 CUHOPO-
moMm WnHuens-Figeona. OgHak npu YepenHo-NMLUBOBOMY AM30CTO3i 3 Aiadi-
3apHOK0 rinepnnasieto crnocTepiratoTbesa Gpaxiuedanis, rinonnasis HUWKHbOI
wenenu i 3ybiB, CTOBLUEHHSI KOPTMKANbHOIO LWapy AOBrMX TpybGyacTux KicTok,
CTOHLWeHHS kicTok Yepena (C.N. Kosnosa u coasT., 1987). [aHi cuHapomu yc-
NagKoBYHTbCSA 3@ aBTOCOMHO-OOMIHAHTHUM TUMOM.

Ha BigmiHy Big cuHgpomy KeHHi-Keddoi, npy gkomy TakoxX BigMivyaeTbcs
CTOBLLEHHSI KOPTUKANbHOIO Wapy AOBrMx TpybyacTux KiCTOK, ANA CUHAPOMY
YepenHo-NMLUBOBOro AM30ocTo3y CTaHecKy He XxapaKTepHi MeoyNsApHUN CTEHO3 |
rinokanbLiemMis.

MoeaHaHHA mikpouedanii, peTporHaTii, pO3KONUHK NigHEGIHHA, npupo-
O>KeHOI Kapaionaril, rinoToHIl ckeneTHUX M'a3iB | yKopoYeHUX KiHLiBOK € AiarHo-
CTUYHUM KOMMEKCOM Beno-kapaio-dauiansHoro cuHapomy (cungpomy LLNpuH-
T3eHa ); (R. Domenici et al., 1984).

Cungpom cdepodakii-bpaximopdii Bigpi3HAETbCA Bif 3axBOplOBaHb Aa-
HOI rpynu HasABHICTIO Mikpocdepodakii, BUBUXY KpuwiTanuka abo noro TpemTiH-
HS, MINKOi LeHTpanbHoi Ta rMnbokoi nepndepuyHoi YacTuHM NepeaHbOoi kame-
pW OKa, KyT SIKOT 3BY>KEHWUI | MICTUTb NirMeHTHI BiAKNaaeHHs, CNonyYHOTKaHUHHI
TsDKi. XBOpi MatOTb BiQHOCHO NiABMLLEHY Macy Tina 3a paxyHok gobpe po3BuHY-
TOro MiALWKIPHOrO XMPOBOro Wapy. Tun cnagkyBaHHS — aBTOCOMHO-AOMIHAHT-
HWA 3 HEMOBHUM OOMiIHYBaHHAM nartororiyHoro reHa (C.M. Kosnosa v coasT.,
1987; E.A. beHunkoBa 11 coaBT., 1993).

YKOPOYEHHS KiHLIBOK BUSIBASETLCA TAKOX Npy MeTadoizapHin xoHapoaucn-
nasii 3 manbabcopbuieto i HENTPOMEHiED, OAHNM 3 HaMBaXNUBILLMX MNPOSBIB
AKOI € BUpaXeHe 3HMKeHHA macu Tina (rn. 3.3.2.2.1).

1.2.2.1.2. ANGEPEHUIANIbHA AIATHOCTUKA CTAHIB, LLIO CYNMPOBOOXYIOTbCA
MIKPOMENIEIO | KOPOTKUMN PEBPAMU

XBOpi 3 4aHOI0 NaTONOrIE MaTb CBOEPIAHNNA, LLLO HAgae M eHOTUNOBOT
CXOXOCTI, 3aranbHUin BUrNA4: ronoBa 30iNbLIEHMX PO3MipiB PO3MILLYETLCS Ha
KOPOTKIN LWni, Tynyd ANCNponopLinHnin 3a paxyHOK ManeHbKOI rpyaHOT KITiTKK i
BEJTMKOr0 XXMBOTA, KiHLiBKM YKOPOYEHI.
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MoegHaHHs MiKpomenii i KOPOTKMX pebep € xapakTepHUM CUMNTOMOKOMI-
nekcom xoHapoekTtoaepmanbHol agmucnnasii Ennica — Ban Kpesenbaa, xoHapo-
anctpodin Maescbkoro, CangiHo-HyHaH, acdikcnyHoi TopakanbHoi gucnnasii
XKeHe, meTaTponHoi gucnnasii, metadizapHoi gucnnasii 3 TumoniMmdoneHieto,
axoHgporeHesiB NapeHTi-Opakkapo, JlaHrepa-CangiHo, guccerMeHTapHoi, Ta-
HaTOOPHOT, KaMMOMEeNiIYHOT ANCnasin.

OCHOBHVMY MOMEHTaMu1 AndoepeHLiianbHOI AiarHOCTUKM JaHUX 3aXBOPHOBaHb
€ HasBHICTb Y XBOPUX aHOManin po3BUTKY NanbLiB, eKTogepMarnbHOi aucnnasi,
Ba pPO3BUTKY BHYTPILLIHIX OpraHiB i xapakTep ypaxeHHs ckeneta (cxema 20).

XoHapoekToaepmanbHa ancnnasis Ennica-Ban Kpesenbaa, XoHOpoAUCT-
podii MaeBcbkoro i CangiHo-HyHaH Bigpi3HATECHA NPakTUYHO MOCTIMHUM MPOo-
sIBOM nonigaktunii. [na xoHapoekTogepmMansHoi ancnnasii Ennica — BaH Kpe-
Benbga i xoHgpoauctpoddii CangiHo-HyHaH xapakTepHa nocTakcianbHa no-
nigakTunisa, a ana xoHgpoamcTpodii MaeBCcbKOro — sik NocT-, Tak i npeakcianbHa
nonigakTunia kicTen i cton. XoHapoektogepMarbHy aucnnasito Ennica-BaH
KpeBenbga 0o3BONS€E BUAINMTU 3 4AHOrO paay 3axBOPHOBaHb HASIBHICTb Y XBO-
pUX O3HaK eKToAepMarbHUX aHoMarin — NpupogxeHux 3y6is, abo NisHLOro Npo-
pidyBaHHA 3y6iB HenpaBWibHOI (POPMU, FiNOnNfasoBaHWUX HIrTiB, rinoTpuxosy,
yacTkoBoI “3aa40i” rybu Ta iH. lNoegHaHHS yKOPOYEHUX KiHLIIBOK, KOPOTKUX pe-
Oep i ekTogepManbHoi gucnnasii, ane 6e3 nonigakTuIii CNoCTepiraeTbCA TaKoX
npy meTtacdpizapHii gucnnagsii 3 TumonimdoneHieto. OaHak npu meTadisapHin
avcnnasii 3 TumoniMdoneHieto ektoaepmarnbHi Bagn BupaxeHi 6inbLu AckpaBo
i Bij3HA4Ya€eTbCS pi3ke 3HMKEHHS 3ararbHO| Pe3UCTEHTHOCTI OpraHiamy o 36ya-
HUKIB iHEKLiIMHNX 3aXBOPIOBaHb, B OCHOBI SIKOT NIEXMWTb rinonnasia 3arpygHuH-
HOI 3an03u, Lo 3yMOBIOE NiMJOneHito, arammarnobyniHemito.

[na xoHgpoekTogepmansHol gucnnasii Ennica-BaH KpeBenbaa xapakrep-
HUI MEe30MeriYHMIA TUM YKOPOYEHHS KiHLIBOK, a Ans MeTacdpisapHoi gucnnasii —
nponopuiiHe YKOPOYeHHs pi3HMX BiAAINIB KiHUIBOK, WO BiAbyBaeTbCs 3a paxy-
HOK 3aTPUMKKN POCTY | PpO3LIMPEHHS MeTaddi3apHMX CErMeHTIB LOBIMX Tpybyac-
Tnx kictok (P. Maroteaux, 1979; E.O. Silvaetal., 1980; F.P. Alvares et al., 1982;
N.S. S. Bai et al., 1983). BigMiTHUMKN 03Hakamun XOHAPOEKTOAEepPManbHoI gucn-
nasii Ennica-BaH KpeBernbaa 3a HasgBHOCTiI HEBMPaXKeHNX NPOSBIB ekTogepMarib-
HUX aHOManin BBaXakTb YKOPOYEHHS KiICTOK KUCTI B HanNpsIMKy Bif N'AICTKOBUX
00 AuCTanbHUX banaHr, sike HapoCcTae, i BUCOKY YacTOTy BaJ PO3BUTKY cepus y
BUMNSAi AedekTy MixknepeacepaHoi neperopoaku.

Mpwn xoHgpoaucTpodii CangiHo-HyHaH cnocTepiratoTbes rinonnasia nona-
TOK, TA30BUX, TPYOYACTUX KICTOK, LLIO HE MaOTb BUPAXKEHOT MEXi MiXK KiDKOBUM i
rybyaTtvm wapamm, ropu3oHTanbHUM HaNnpPAMOoK Aaxy KynbLUiBKW, 4acTo Bia3Ha-
YyalTbCsa aHoManii aHoreHiTanbHOI 30HM y BUrnsai atpesii aHyca (A.B. Jlypbe u
coaBT., 1990; R. M. Saldino, C. D., Noonan 1972; J. Dahl et al., 1988).

Ha BiamiHy Big cuHgpomis CangiHo-HyHaH i Ennica- BaH Kpesenbga npu
XoHgpoancTpodii MaeBCbKOro MOXyTb CcnocTepiraTncs sk NOCT-, Tak i npeakci-
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anbHa nonigakTunis, HopMarbHO PO3BMHYTI TA30BI | OB TPyBYaCTi KiICTKM (yKO-
POYEHi TifbKM CTErHOBI KiCTKW) i TUMOBI PO3KOMWHN BEPXHLOI rybu, TBepaoro
nigHebiHHa (V.M. Walley et al., 1983).

Buginenun P. Naumoff i cnisaBTopamun (1977) BapiaHT cnHgpomy “KOpoTKi
pebpa — nonigakTunis” BBaxkatoTb ambiBaneHTHUM xoHapoauctpodii Maescb-
Koro, a Tun cuHgpomy “kopoTki pebpa — nonigaktunia”, onucanunii M. Piepkorn i
cnisaBTopamu (1977), moxe OyTu AiarHOCTOBaHUWN TiNbKW NPW HAsiBHOCTI MO-
€0HaHHA apuHeHuedanii i HesaBepLleHoro NoBopoTy kuwedHuka (IM.U. Nastok
n coasT., 1983).

XoHgpoauctpodii CangiHo-HyHaH, MaeBCbKOro xapakTepuaytTbCsi MHO-
XUHHUMU YPAKEHHAMWN BHYTPILLHIX OpraHiB — TPABHOrO TPakTy, HUPOK, CepLs.
[aHi 3axBoptoBaHHs ckeneTa, sk NpaBuno, 3akiHYyTbCs NeTanbHUM KiHLEM Y
HeoHaTarnbHWiA nepiog.

[ns iHWMX HO30MO0rYHNX YOPM, LLIO XapaKTepm3yTbCs MIKpOMENIEH | KOpOT-
KMMn pebpamu, He XapaKTepHi aHomanii po3BUTKY NanbLiB Y BUrNAAi NonigakTusiii.
MonigakTunia Moxe cnoctepiratnca Npy acgikCUYHI TopakanbHii aucnnasii XKexe,
O 3HAYHO YTpyaHsSe il audepeHuianbHy OiarHOCTUKY 3 XOHOPOAUCTpodiamu.
OgpHieto 3 giarHoCTUYHO 3HaYYLLMX 03HaK ancnnagii XKeHe, sika [O3BOISIE Bigpi3HN-
T1 i Big xoHApoamcTpodin, € wunkonogioHa dopma enidisis 4OBrMX TPybGUacTnx
KICTOK BEPXHIX KiHLiBOK. [nsa acdikcu4HOI TopakarbHOI agucnnagii 2KeHe Takox He
XapaKTepHi Baau po3BUTKY BHYTPILLIHIX OpraHiB, OKpiM Bag, cepusl. FAKLLIO 3aXBOpto-
BaHHSA He 3aKiHYYyETbCS NeTanbHUM KiHLEM Y HEOHaTanbHUi Nepiod XXUTTS, pO3Bu-
BalOTbCA MIrMEHTHUIA PETUHIT i Nporpecytounin pibpos Hupok (B.B. MNopaees u co-
aBT., 1980; F. Cisarik et al., 1982; P.L. Giorgi et al., 1990).

Po3wwmnpeHHst meTagisiB AOBrMxX TpyO4aCTMX KiCTOK € MAaTOrHOMOHIYHMM A5
AuccerMeHTapHoi, MeTaTponHol i TaHaTodopHOI Ancnnasin. Onsa auccermen-
TapHOI i MeTaTPONHOI AMCNnasini xapakTepHa raHTenbonodibHa gopma po3Lu-
peHnx meTadisiB JOBrMX TpybyacTux KICTOK. Y XBOpUX i3 ANCCErMEHTapHO
aucnnasieto Big3Ha4yaTbCs YepenHo-nmuUboBi gucmopdii y Burnagi rinonnasii
HagOpiBHMX Oyr, LUMPOKOI CMMHKM HOCA, MIKPOTeHil i YaCcTo pO3KonMHM NigHeBIH-
HA. PO3KonuHKM rybum He € naTorHOMOHiIYHMMK. CnocTepiraeTbCa BUCOKA YacTo-
Ta Baj PO3BUTKY Cepusl, HUPOK i FOIOBHOrO MO3Ky. PEHTFeHONoriyHo BU3Ha4va-
IOTbCA aHi3ocnoHauIIA | raHTenbonogidbHa oopma nNnevYoBoi i CTErHOBOI KICTOK,
LLIO J0O3BOMSIE 4OCUTb TOYHO BepudpikyBaTy giarHo3 gMccerMeHTapHoi gucnnasii
(H.MN. BeponoTteensH Ta cnisaeT., 1990; J. Maisonneuve et al., 1985).

Ha BigMmiHy Big guccermeHTapHOI Aucnnasii npyM mMeTaTponHii gucnnasii
BiAMIiYalOTbCA NoABiMiHA LUKIpHA CKrajaka Hag Kpukamu, Wo Haragye XBicT, “ne-
peTshkka” KnyboBuX KICTOK Ha Mexi MixX TirloM i kpunom. AudepeHuiansHa giar-
HOCTMKA KOPOTKOPEDOEPHMX CUHOPOMIB i3 METATPOMHOK ANCNIIA3i€r0 akTyarnbHa
TifIbKW B paHHbOMY OUTSYOMY BiLli, TOMY LLO 3 BIKOM Y XBOPUX 3 METATPOMHOI0
aucnnasieto nponopuii Tina 3MiHIOITbLCA — BUHUKAE NEepeBaXKHE YKOPOYEHHS
Tyny6a (rn. 1.2.1).
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Opu30oHTanbHe po3MiLLlEeHHS CTEroH, 3yMOBIIEHE BEPTUKAIbHOK NO3ULIED
HWKHBbOMO Kpato KnyBGoBOi KiCTKM, MHOXMWHHI LUKIPHI CKNaaky A4atTb MOXIUBICTb
KNiHIYHO 3anigo3puTy TaHaTOOPHY Auchnasito. Y XBOPUX i3 TaHAaTO(OPHO
Ancnnasielo cnocTepiranTbCs YepenHo-NULbOoBI AMCMOPMdIT — BUMNYKNi NOGHI
Oyrpu, KOPOTKUI HiC i3 3ananmm nepeHiccsam, ekaodpranbM, 3MEHLLEHHST PO3MIpiB
BEMMNKOro NOTUANYHOIO OTBOPY. NNaTOrHOMOHIYHMMM O3HaKamMn CMHAPOMY BBa-
KarTb NOpYLUEHHS ocudikalii Tin xpebuis, Wo Hagae im doopmu nigkoen abo
6ykB Y, H, po3wmpeHHsa MixxxpebLeBnx npocTopis, wnoponoidbHe po3wmpeH-
HA MeTadisiB goBrux TpybyacTtux kictok (3. CtaHues, E. Xpucrtosa, 1985;
Z. Toth et al., 1982; M. Krille, 1983; J.M. Donald et al., 1989). Npu BigcyTHOCTI
ypa)KeHb rofiloBHOr0 MO3KY i BHYTPILLHIX OpraHis BMAINAIOTL BapiaHT JlaToH Ta-
HaTodopHoi gucnnagzii (R.M. Winter, E.M. Thompson, 1982).

MpupoakeHa 3irHyTiCTb BNepen CTErHOBUX | BEMIMKOrOMISTKOBMX KICTOK 403-
BOMSAIOTb BUAINUTY XBOPUX i3 KamnomeriyHow aucnnasieto (rn. 1.2.2.1.3).

AxoHaporeHes MNMapeHTi-Opakkapo i JllaHrepa-CangiHo xapakTepusyoTbes
HaSIBHICTIO Y XBOPUX BUPaXXEHOro octeonoposy Ta 6oyvkononibHoi hopmu rpya-
HOT KNiTkW. s Tuny axoHgporeHesy MNapeHTi-dpakkapo xapakTepHi 6inbLl Bu-
paxkeHa makpouedarnis, gy)Xe TOHKi, 4acTo 3ramMaHi nig 4Yac nonorie pebpa i
MiHiManbHa MiHepani3auis kictok. [Mpu axoHgporeHesi Tuny JlaHrepa-CangiHo
ocudikalis KicToKk Yyepena npakTUYHO BignoBigae TepMiHam rectadii, pebpa
wupoki, nepenomu BiacyTHi (A.M. Cteirap, B.H. demungos, 1991; H. Chen et al.,
1981; W.L. Smith et al., 1981; P.E. Andersen, M. Hauge, 1989).

XBopi 3 TaHaTOOPHOK aAncnnasieto i axoHaporeHesamu MNapeHTi-Opakka-
po, IlaHrepa-CangiHo rmHyTb Y BHYTPILWHLOYTPOBHOMY nepiodi abo y nepLui AHi
XNTTA. 36€epEXeHHs XXUTTE30ATHOCTI MPY HAsIBHOCTI 03HAK TaHaTOGOpPHOI AMC-
nnagsii cBiguMTb Npo TopakontombansHy ancnnasito (H. Rivera et al., 1988).

PosrnaHyTi cMHApOMM yCNaaKoBYHOTbCS 3@ aBTOCOMHO-PELLECUBHUM TUMOM.

Cnig Big3HaunTh, WO npu axoHgporeHesax lNapeHTi-Opakkapo, JlaHrepa-
CangiHo, TaHaToMOpPHIN, ANCCErMEHTapHIA OMUcnnasisax BiA3HaA4YaeTbCA puU30o-
MeniyHe yKOPOYEeHHs KiHLIBOK, a Npu xoHapoauctpodii MaeBCbKOro, XoH4pPO-
ekTogepmManbsHin aguncnnasii Ennica-Ban Kpeeenbga — mesomerniyvHe.

1.2.2.1.3. AU®EPEHLIANBHA OIATHOCTUKA MPU 3ATPUMUI
3POCTAHHSA OOBXWHU TINA, IKA CYNPOBOXYEThCA
CKPUBINEHHSM | (ABO) AE®OPMALIEIO KIHLIBOK

Mpn npoBeaeHHi audepeHUianbHOT iarHOCTUKN AaHUX CTaHiB AOUiINbHO
BUAINATN NPUPOMAXKEHI | HAaByTi 3MiHM KiHLiBOK.

MpeHaTanbHe CKPMBIEHHS KiHLiBOK XapakTepHe 4SS KaMMOMENiYHOI, Kido-
MENIYHOI, ANCCErMEHTAPHOI, AiaCcTpoidvHOT, Me3omeniYHNX ancnnasin, rinogoc-
darasii, HegockoHanoro octeoreHesy (cxema 21).

PusomeniyHui TMn yKopoyYeHHS KiHLIBOK, eKBiIHOBapyCHa no3uuig cton Jos-
BONSIE BUAINUTK 3 LET rpynuy 3aXBOPHOBaHb KAMMOMENiYHY, KioMeniyHy, giact-
podivHy aucnnasii.
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[na kamnomeniyHoi i KipomeniyHoi agucnnasin xapakrtepHi NoMipHe cKpus-
NEeHHSA KiHLiBOK, YepenHo-n1uboBi AncMmopdii y Burnsaai 36inbweHnx posmipis
rofloBu, NSIOCKOro Npodinto obrmyys, 3ananoro nepeHiccs, rineprenopuamy
OYHUX ABNYK, MIKPOCTOMIi, MIKPOreHii, i30NboBaHOI PO3KONNHU MigHEBIHHS; Npy-
pPOMKEHI Baay pO3BUTKY BHYTPILLIHIX OpraHiB (rOfIOBHOr0 MO3Ky, CEpLSs, HUPOK).
BucokofiarHOCTUYHMMWN PEHTIeHONOMNYHUMN O3HaKaMKu € NMoMipHa 3irHyTiCTb
Brepeq CTOHLUEHUX CTErHOBMX KiCTOK i3 rinonnasoBaHMM AucTarnbHUM enidi-
30M, CTOBLLEHHS i 3irHYTICTb BENMKOroMIfNKOBUX KiCTOK i3 rinonnasoBaHuM npo-
KCcMManbHUM enicizom, rinonnasis nonaTok, TOHKI Kno4unui i pedpa.

KamnomenivyHa gucnnasis BigpisHAETbCA HAsABHICTIO Y XBOPUX CKPUBJIEHHS
| nanbuiB cTon y MeaianbHy CTOPOHY, rinonnasoBaHux Xxpeobuis 3i 36inbweHnMmu
BiACTAHAMM MK HiXKKaMK Oyr, BIACYTHICTIO TOYKM ocuddikaLlii TapaHHOT KiCTKK, a
KidpomeniyHa — 060OB’A3KOBUM NPOSIBOM NnaTucnoHaunii. [JaHi 3axsoptoBaHHSA
NnoB’a3yloTb 3 aBTOCOMHO-pelecBHMM reHom (J.P. Fryns et al., 1983; C.S.
Houston et al., 1983; D.K. Gnamey, J.P. Eynard, 1984; J.K. Temple et al., 1989).

[nccermeHTapHa gucnnasis 3a eHOTMNOBMMI 0O3HaKaMu nogibHa Ao Kkam-
nomMenivyHol, 3a BUHATKOM MOCTINHOT eKBIHOBAPYCHOI NO3uLiT CTON i KapauHanb-
HOI AiarHOCTUYHOT 03Haku — aHidocnoHawnii. Jeski astopu (.M. J1asiok u co-
aBT., 1983) pekomeHayTb AMdepeHUitoBaTM ANCCErMEHTapHY AMcnnasito i3
cuHgpomMmom BaiceHnbaxepa-LiBanmionnepa i xeopoboto KHicTa, BBaxarouu
BiAMIHHMMW pUCaMKn OCTaHHIX BiACYTHICTb aHi3ocnoHAWNIT i Bad pO3BUTKY MO3-
Ky, cepus i Hupok. MNMpu andepeHuianeHin giarHOCTULi CTaHIB, SKi CYNpOBOAXY-
I0TbCS NpeHaTanbHUM NMOMIPHUM CKPUBIIEHHSIM KiHLIBOK, HEOBXiAHO BpaxoBy-
BaTW, WO KamnomMenisi Mmoxe OyTun 1 i3onboBaHMM (hEHOMEHOM.

BuparkeHa gedopmallisi pisko YKOPOYEHUX KiHLiBOK, ABOBIYHA KIULLOHOTICTb,
MikpoLedanis i BiaCyTHICTb Baf, pO3BUTKY BHYTPILLHIX OpraHiB 4alTb MOXIMBICTb
eHOTMNOBO BIAPI3HUTU AiacTpodivyHy AMCNNasio Big kKamno- i KioMenivyHol
ancnnasin. CKpMBIEHHA OOBrMX TpybyacTux KiCTOK npw AiactpodpivHi aucn-
nasii HocuTb AayronofibHun xapakrep.

Y XBOpWUX i3 giacTpodivyHO gMcnrasieto CnocTepiratoTbCA ManeHbKi KUCTI i
CTONW, NPUPOAXKEHI KOHTPaKTypu MixdanaHrosux cyrno6is Il i Il nanbuis Ta
rineppyxnueicTb | nanbLUs KUCTEW, LUBUOKNN PO3BUTOK KOHTPAKTYP KYIbLUOBUX i
KONiHHMX cyrno6iB. [Nporpecytounini xapakTep KOHTPaKTYp Bigpi3HSe giactpodi-
YHY Aucnnasito Big pisHUX doopm apTporpuno3sy. MNpu peHTreHonoriyHoMy goc-
NiAKEHHI Y XBOPUX i3 AiacTpodivyHO ancnnasieto BigmivyatoTb pi3ke ChnoLeH-
HA enigisiB, po3WMpeHHs MeTadidiB JOBrMX TpybyacTux KicTok, Aedopmallito
KiICTOK 3am’sicTka i, K Npu axoHaponnasii, 3BYy>KEHHA MiXKOY>KKOBOI BiACTaHi
xpebuiB, L0 HapocTae B kKaydanbHOMY Hanpsamky. Cepef no3ackeneTHux ypa-
XeHb giacTpodivHoi gncnnasii HanbinbLy AiarHOCTMYHY LiHHICTb Mae roctpe
HecneymdivyHe 3ananeHHs BYLUHMUX PakoBWH, O PO3BUBAETLCA Yy 2—5-TUXKHe-
BOMY BiL}i i CaMOCTIHO 3aBepLUYyETbCA ocudikaLlieo aypukynspHoro xp4diia. Tvn
cnagKyBaHHA CMHAOPOMY — aBTOCOMHO-peuecuBHui (C.b. Apbysosa, B.[. 3y-
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kvH, 1984; A.M. Cteirap, B.H. Oemugos, 1991; U. Bigozziet al., 1980; L. Borbolla,
B. Vazquez, 1982; A. Nasselli et al., 1983).

HasBHiCTb reHepanisoBaHOro OCTeonopo3y i BUCOKa YacToTa Nnpupoaxe-
HUX NepenomMiB CNpUATb giarHoCcTuUi rinodgocdarasii i HegoCKoHanoro ocTeo-
reHesy (rn. 1.2.2.1.4).

OudbepeHuianbHa giarHoCTUKa CTaHIiB, AKi CynpoOBOAXKYOTbCH Me3oMeniy-
HUM TUMOM YKOPOYEHHS KiHUIBOK, NpeAcTaeneHa B rm. 1.2.2.2.2.

HabyTi cKpyBReHHs KiHLIBOK 3aneXHO Bif fokanisaLii MoXXHa po3ginnuTun Ha
CKPUBMEHHS NPOKCUMAanbHOI YaCTUHW CTerHa, OiNAHKU KONiHHWX cyrnobis, ro-
MIJIKW | CKPUBMEHHST BUraanunBoi OOpMn.YpaXKeHHs WK1 abo NpoKCcMmarnbHoI
YaCTMHU CTEMHOBUX KiCTOK, LLIO 3YMOBIIOE MOMipHE YKOPOYEHHS KiHLIBOK | CKPUB-
NEHHS 3a TUNOM CcoXa vara, 9K NPOoBIAHUN CUHOPOM 3aXBOPIOBAHHS, XapakTep-
He ons ABOGIYHOT AMcnnasii WNnKM CTerHOBOI KIiCTKK i moniocanbHoi hibpo3Hoi
octeogucnnasii. PopmyBaHHs coxa vara npu gucnnasii LUWMNKN CTEFHOBOI KIiCTKK
BiaOyBaeTbCs y 2—4-niTHbOMY Bilji, a ibpo3Ha octeogucnnasis, sk NpaBuno,
BUABNAETLCA Ha 8—12 poui XuTT4.

[BobiyHa aucnnasis WukKu CTerHOBOI KiCTKM MoXe ByTu giarHocToBaHa Y
HOBOHapPOXEHUX. Y XBOPUX Bi43HAYaAOTLCHA MOMIPHE YKOPOYEHHS OOBXWHU
CTEroH 3 BEMVKUMM BEPTIIIOramu, LWo BMUCTYNatTb A4oropu, obmexeHHs BiaBe-
OEHHS CTErOH.

Mpy peHTreHonoriyHoOMy AO0CHiIKEeHHI BUSBNAIOTLCA BepTUKanbHe po3Mi-
LLIeHHA pO3LUMpeEHOT (hidapHOT pOCTKOBOI 30HU, 3MEHLUEHHS LUNMMKOBO-Aiadyisap-
HOro KyTa [0 NPSMOro, pi3ke YKOPOYEeHHS A0BXUHM Wwuninkn cterHa (U.1. JlaryHo-
Ba, 1989).

MoniocanbHa hibpo3Ha ancnnasis NOYMHAETLCS 3 NOSABU “NEPEMIDKHOI” Xoau.
Jedopmalis cTeroH HOCUTb CBOEPIOHUI XapakTep y BUrnsadi “BiB4apcbKol na-
nnyi”. PEeHTreHONoriYHo NaToOrHOMOHIYHUMUK € BOTHMLLA NPOCBITAIHHA Pi3HOro
pPO3MIpy N iIHTEHCMBHOCTI, LLO YepryTbCs 3 OiNSAHKaMN 3aTEMHEHHS, i 3anma-
I0Tb BECb MOMNEPEYHUK KiCTKN. KicTka y MicLi ypaXkeHHS po3LUMpPeEHa i Ma€ CTOH-
LUEHWI, ane He nepepmBYacTUii, KOpTUKAIbHUIA LWap.

®ibpos3Ha ancnnasis y noegHaHHi 3 nepegyacHUM cTaTeBMM 03piBaHHAM
CBigunTh Npo cuHapom Adde-TlixTeHwTenHa, a B NoegHaHHI 3 nepeayacHUM
cTaTeBMM J03PiBaHHAM i NIIIMUCTOLO rinepnirMeHTauiero WKipn — Npo CUHOPOM
Berins-MakKioHa-Onbpawnta-bparniuesa (A.W. CHeTkoB, 1983; W.I". JlaryHoBa,
1989; M. D’armiento et al., 1983; M. Bost et al., 1985; C.M. Foster et al., 1986;
R. Hepple, 1986; P.A. Lee et al., 1986; L. Cuttle et al., 1989).

®Dibpo3He yparkeHHs KiCTOK i3 BigLlapyBaHHAM HaaKiCHUL, O BUSBASETb-
ca 'y 2—4-niTHbOMY BiLi, | NiABULLEHHS KOHLEHTpaUii NyXHol pocaTtasun xapak-
TepHi gn4a rinepdgocdartasii.

Coxa vara Moxe cnocTtepiratucsa npu 6aratboX iHWNX 3aXBOPHOBAHHSAX.
OpHak y 6inblwoCTi BUNaaKiB He € BU3HaYarnbHUM CUHOPOMOM KITiHIYHOT KapTu-
HW 3aXBOPIOBaHHS.
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CKpuBNEHHS KiHLIBOK Y BMIMNAAi genu valgum abo varum xapaktepHe Ans
O0CUTb LLUMPOKOro Kona 3axBOpPOBaHb, SIKi Ha NepLinx etanax andepeHuianbHol
0iarHOCTUKM OOUINBHO PO34inuTK 3anexHo Big NOeAHAHHS OCTaHHIX i3 CMHOPO-
Mamu noniypii 1 noniguncii Ha ggi rpynu (cxema 22). AKWOo Kpr3u noniypii Ta
noniguncii He nepeaytoTb OCHOBHUM KNiHIYHMM NPOsiBaM, CyTTEBE 3HAYEHHSA Mpu
AiarHoCTULi Mae BiK XBOPOro, kKonun 6ynu Bia3HaveHi nepLui 03Hakn xsopobu.

PaHHin novaTok 3axBOplOBaHHSA, Ha 1-My poui XuTT4, € cneymdiyHum ans
BiTaMiH D-gediymTHOro paxity, sitamiH D-3anexHoro (ncespogedilumTHOro)
paxity. Y negiaTtpudyHiin npakTuui HandacTiwe 3ycTpidaeTbca BiTamiH D-gedi-
UMTHUIA paxiT, WO NOYMHAETbCA Y 2—3-MICAYHOMY BiLli 3 HEMpOBEreTaTMBHUX
po3nagiB, Mae NPorpedieHTHICTb nepebiry i XxapakTepusyeTbCa ypaXeHHsIM
KiICTKOBOI CUCTEMW Y BUIMSAI ocTeoManddii, rinepnnasii ocTeoigHOT TKaHUHW,
NOPYLUEHHSA €HXOHAPANbHOIrO0 CKOCTEHIHHS; YpPaXeHHAM M’S30BOI CUCTEMU i Y
TSHKKMX BUNAAKax BHYTPILLHIX OpraHis.

Hediunt eprokanbumndepony moxe 6yt 3yMOBIMEHMIA HeEOQOCTATHIM Haga-
XOOXKEHHSIM MIOro 3 Keto, HU3bKo abcopbuieto B KMLLEYHMKY NPU NOPYLUEHHI
Xap4yyBaHHS, 3aXBOPIOBAHHSX OpraHiB TpaBfeHHs — aHoOManisix po3BUTKY i XBO-
pobax XXOBYOBUBIAHUX LUNSAXIB, NEYiHKW; NpK cuHApoMi Mmansabcopbuii (rn. 3.3.2).
BUHUKHEHHIO paxiTy Cnpusie eK30reHHa He4OCTaTHICTb KanbLito Oyab-sikoro re-
He3y, TpMBarne 3acTOCyBaHHA NPOTUCYAOMHUX NpenapaTis, renapuHy, rmoKo-
kopTukoigis (M. . MoropsHy , 1989).

HeedekTunBHicTb KypcoBoi go3n 600000-1200000 MO sitamiHy D — oauH i3
KapAuHanbHUX AiarHOCTUYHMX KpuTepiiB BiTamiH D-3anexHoro paxity (A. Prader,
1973), KniHika SKOro NPakTUYHO He BiApPI3HAETLCA Big nposaBiB BiTaMiH D-gedi-
ymTHOro paxity. OgHak MoXHa Big3Ha4MTU, Lo Npy BiTaMiH D-3anexxHomy paxiTi
yacTilwe BMHMKae cnasmodinisi, po3BMBaETLCA BaPYCHWUIA TUM CKPUBIIEHHSA HUXKHIX
KiHLIBOK, BinbLU BUpakeHa rinokanbLieMid, CTyniHb SKOT HE BiANOBIAAE 3HMXKEH-
HIO piBHA pocpaTiB y cmpoBaTLi KpoBi. TepaneBTUYHUIA ePeKkT BENNKUX 003
(60000-80000 MO Ha fo0y) eprokanbumdepony Npy NOPYLLUEHHI CMiBBIAHOLLEHHS
MeTaboniTiB BiTamiHy B CMPOBATLLi KPOBi 32 paxyHOK Pi3KOro 3HMXEHHS KOHLIEH-
Tpauii 1,25-gurigpookcmxonekanbyumdeporny, 3HWKEHHA akTUBHOCTI HUPKOBOI
1,0-rigpokcunnasun nigTBepoKytoTb AiarHo3 BiTamiH D-3anexHoro paxity | Tuny,
a npu pe3ncTeHTHOCTI peuenTopiB Ao Ail BiTamiHy D-3anexHoro paxity Il Tuny
(KO.N. BapawHeB u coasT., 1980; J1.M. lNnsackoea Ta cnisasT., 1980; 1.B. HoBu-
koB, 1982; E.M. JlykbsiHOBa 1 coaBT., 1991).

lNnokanbuiemiqa, gka NOegHYETLCS i3 rinepdocdaTemieto i CynpoBOLXKYETb-
C IBHOIO abo NPUXOBAHOK TETaHIEI, BUMArae BUKITIOYEHHS rinonapaTnpeoasy.

Y XBOpUX Ha rinonapaTMpeos CnoCTepiraloTbCsA CXUMNbHICTb A0 OXUPIHHS,
cyxa, “ctapeva’ wWkipa, pigke, cyxe, namke BONioccs, rinonnasis emani 3yo6is,
OpaxigakTunis, BUCOKa YacTtoTa po3BuTKy katapaktu (J1.B. CanenkuHa n co-
aBT., 1980; E.lM. Muxannosa n coasT., 1989; B.A. ArenknH n coasT., 1990).
MigTBEpoXEHHSM AiarHO3y € HU3bKMIA piBeHb NPOAYKLIT napaTtupuHy. Tun cnag-
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KyBaHHSA paHHbOT (hopMU igionaTUYHOro rinonapaTnpeosy — peLecuBHUN, 34er-
neHnn 3 X-XpOMOCOMOH0.

lMoegHaHHs rinonapaTnpeosy 3 BUPaXXEHOK iIMYHHOK HeOOCTaTHICTHO, 3y-
MOBJIEHOK annasielo enitenianbHUX Tineub 3arpygHUHHOI 3ano3sn, Lo BUSB-
NAETLCA YPaKEHHSAM KNITUHHOI NaHKM iIMYHHOI CUCTEMU, ABMSE COOOK Xapak-
TEPHWUIA cUMNTOMOKOMIMeKE cuHapomy i hxopaxi. YepenHo-nuubosi AucMmopdii
(rinepTenopuamMm o4HMX A0MYK, aHTUMOHIOMNOIOHUI PO3pPiI3 OYHUX LLINIMH, KOPOT-
KU pinbTp, MiKporHaTisi, AUCTONIS BYLLIHMX PAKOBWH) OO3BOMSAOTL 3anigo3puTu
cuHgpom [i xopmoxi go imyHonoriyHoro gocnigxkeHHs (P.D Maaswinkel-Mooij
et al., 1989).

MposiBM rinonapatnpeosy y NoeaHaHHi 3 rinoKopTULUU3MOM i KaHOWO030M
SABMATbL CODOO0 nonirnaHaynspHe aBTOiIMyHHe 3axBOploBaHHA | Tuny, Lo yc-
NadKoOBYETbCS 3@ aBTOCOMHO-peLecBHUM Tunom (B. BriyHk, 1981).

MoeaHaHHs rinonapaTnpeosy 3 HEMPOCEHCOPHOLKD FYXOTOK i HepO30oMm;
rinonapaTupeosy i3 UUCTUHYPIED BBaXKalTb CaMOCTIMHUMKW CUHAPOMaMU, SKi
yCMNaAKOBYOTbCHA 3a aBTOCOMHO-peLiecBHMM Tunom (E.A. BeHukoBa Ta cniBaBT.,
1993).

lnokanbuieMivyHi cyqoMu Ta YKOPOYEHHS KiHLIBOK, SIke BUSBISETLCA Bif
HapOMKEHHSI, cnocTepiratoTbesa Npu cuHgpomi KenHi-Kedbapi (rn. 1.2.2.1.1).

MposiBU CKPUBIIEHb HWXHIX KiHLIBOK Yy 1—3-NiTHbOMY BiLii XapakTepHi anga
rinocpoccparemivHoro BiTamiH D-pe3ncTteHTHOro paxity (pocdar- giabety), me-
TadiszapHol xoHapoaucnnagsii LLmiga, octeogmncnnasii MenHika-Hignca, nces-
gorinonapaTtupeoady. [na gaHoi rpyny 3axBOploBaHb 3aranbHUMK O3HaKamu €
CTINKICTb OO0 Tepanil eprokanbundeposioM, BiACYTHICTb nonepenHix nosacke-
NETHNX NPOsIBIB, NOYATOK 3aXBOPIOBAHHS 3 MOPYLUEHHS xoam (“KaymHoi xoaun”).

Ons rinodocdaTtemiyHoro BitamiH D-pe3ncTeHTHOro paxity i MetadizapHoi
xoHgpoaucnnagii Lmiga Ha BigMiHy Big ncesgorinonapatmMpeosy i octeoancn-
nasil MenHika-Hignca He xapakTepHi BUpaxeHi YepenHo-nuLboBi AucMopaii.
XBopi 3 BiTamiH D-pe3ncTeHTHUM paxiToM MakTb NpucagKkyBaTy, MilHy Tinooby-
OOBY, MiABULLIEHY M'SI30BY Cuny, BiNbll BUPaXKEHY y M'A3ax BEPXHIX KiHLIBOK. Y
HUX YacTille cnocTepiraeTbcs BapycHa gedopMallist KiHLIBOK i BiCYTHI O3HaKu
TeTaHil, rinonnagii 3ybHoi emani. [pu peHTreHonoriYHoMy SOCHiIKEHHI BUSB-
NATb LWNPOKI MeTagian, CTOBLLEHNI KOPTUKaNbHUIA Wwap, rpybun Tpabekynsap-
HUIM MarOHOK JOBIMMX TPyO4YacTMX KICTOK, “TpULIapoBIicTh” Tin xpebuiB rpygHoro
i monepekoBoro Biaainie xpebTa.

KapavHansHUMK OiarHOCTUYHUMKW O3HaKaMu BBaxatoTb rinogocdaremito,
HOopMarbHYy KOHLEHTpaLito KanbLito B CMpOBaTLi KPOBI, NiABULLEHY aKTUBHICTb
ny>HoT pocpaTasn, 3HMKeHHA peabcopbuii dhocdaTiB y HUPKOBUX KaHanbLAX
0o 20-30%.

Po3pi3HAOTb Aekinbka reHeTUYHUX TUNiB BiTaMiH D-pe3ancTeHTHoro paxity:
aBTOCOMHO-PELECUBHUIA, aBTOCOMHO-AOMIHAHTHUIA, OOMIHAHTHUIA, 34enneHni
3 X-XpoMocomor. ABTOCOMHO-peLiecuBHa rinogocdaTtemis Ha BigMiHY Bif iHLLNX
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dopM CyrnpoBOSKYETLCSA rinepkanbLiypieto. ABTOCOMHO-OOMIHAHTHUIA TUM MOXE
BUABNATUCSA ABOMA KMiHIMHUMUK BapiaHTaMm — rinogocaTemivyHO KiICTKOBOO
XBOpPO6OIO 1 aBTOCOMHO-A0OMIHAHTHOLO rinodpocdaTemieto. NnogocdatemivyHa
KiCTKOBa XBOpo0ba xapakTepu3yeTbCs HAABHICTIO GynaBonogibHMX po3LmpeHb
MeTadisiB i BiACYTHICTIO PEHTIEHOMOrNYHMX O3HaK paxiTy.

ABTOCOMHO-AOMIHAHTHA | AOMiIHAHTHa, 34enneHa 3 X-XpPOMOCOMOH, Tino-
docaTemii BigpisHAOTLCS OAHA Bif OOHOT TiNlbKM TUMOM CragKyBaHHS.

IMig mackoto BiTaMiH D-pe3ncTeHTHOro paxity Moxe 6yTu NpUXoBaHWM rMiKo-
reHo3 Xl Tmny, KNiHiMHUMK BiAMIHHMUMKW pycamMm sIKoro € Binbll BUpaXkeHa 3aT-
pUMKa 3pOCTaHHS AOBXWHU Tina i 3HayHa renatomerania. OctaToyHui giarHos
y AaHOMY BUNAAKy rPYHTYETbCA Ha pe3ynbTaTtax AoCnigKeHHs 6ionTaTy nedin-
kv (A.B. lWunos, N.B. Hoeukos, 1979; FO.N. bapaluHes v coasT., 1980; .B. Bep-
xornsgosa, A.A. lWepwesckas, 1988; E.A. beHukoBa Ta cniaBT., 1993;
A. Klinghammer, U.U. Bach, 1983; M. Tieder et al., 1985).

Mpwn nisHbOMY rinodpocdaTeMiyHOMY paxiTi Npu BiACYTHOCTI cnagkoBoi 06-
TSXKEHOCTiI HEOOXIAHO BMKIIOYUTM NYXIIMHHUIA NPOLEC Me3eHXiMarbHOro Noxo-
DPKEHHS, WO, SIK NpaBumio, fiokanisyeTbcs B APiOHMX KICTKaxX KUCTEN, CToN, Npu-
AaTKOBWX Na3dyx Hoca, abaomiHanbHin dacuii. BigMiHHMMK 03HakaMmu Heonnac-
TUYHOrO ypaXkeHHs Big rinodgocdaTemiyHoOro paxity BBaxatTb 601bOBUIA
CUHOPOM, BUpaXeHy Mionarito, rinepriiumMHemito, raiumHypito (P.Y. YecHen,
1989).

lNnodocdaTtemiyHmin paxiT MoXe CynpoBOKYBaTU HenpodidbpomaTos Pek-
niHrxayseHa (E. Kruse, 1983; P. G. Sido et al., 1986).

Ha BigamiHy Big BiTamiH D-pe3nCTEHTHOro paxiTy npu metacdisdapHin XoHO-
poaucnnagii LLmiga cnocrtepiratoTbCA NOCUNEHNIA NMONEPEKOBUA NOPL03, BUK-
MNOYHO TiNbKM BapycHa gedopMallist KiHLiBOK 3 BapyCHO No3uLiieto cTon, 3y-
MOBJIEHA NEPEBaXXHUM POCTOM MasioroMifIkoBOI KICTKM, HOpMarnbHUIM BMICT ¢hoc-
dhaTiB y crmpoBaTLi KpoBi, 3a40BiNbHa peabcopbuis docdaTiB y KaHanbLAX HUPOK
i BIiACYTHICTb CMMNTOMIB rinepnnasii oCTeoigHOI TKaHUHK. [py peHTreHonoriy-
HOMY OOCHIIKEHHI BUSIBMISAETLCA YPaKEHHS NMEepPEeBaKHO MPOKCMManbHUX Me-
TaisiB CTEMHOBUX KiICTOK — LLUMIAKM YKOPOYEHi, pO3LLUMPEHI, CTPYKTYpa MeTadisiB
HepiBHOMIpHa, KOHTYpW HepiBHI. Tun cnagkyBaHHA — aBTOCOMHO-AOMIHAHTHUN
(M.B. Bonkos Ta cnieaBT., 1982; R.S. Lachman et al., 1988).

lNcesporinonapaTtupeos i octeoamncnnasisa MenHika-Hignca BigpisHaOTbCA
HasIBHICTIO BUpPaXXeHUX YepenHo-NuLUboBMX AMcMopdin. Y XBopux i3 nceBao-
rinonapaTtMpeo3oM CnocTepiraeTbCca Kpyrne, “micauenoaioHe” obnmyys, Bunyk-
ne Yyoro, NoMipHa MIKpOreHis, a Takox bpaxigaktunisa 3 ykopodeHHsm I, 111, 1V, V
MeTakapnasnbHUX KICTOK, O 3yMOBOE (PEHOMEH AOBIroro BKasiBHOMo narnbLgs,
JOBXMHa SIKOro nepeBuLLYE OOBXUHY CepeaHboro nanbsus, naxigepmis, paHHin
PO3BUTOK OXMPIHHS, PO3yMOBa BifCTaniCTb, rineppednekxcida, CyqOMHi NapoKCcua-
mMu. Mpu ncesgorinonapaTnpeosi YacTiwe BigMidaeTbCca BanbrycHa gedopma-
Lis HVWXKHIX KiHUiBOK. PEHTreHOMnoriyHo BUSBMAKTLCS reHepari3oBaHa geMiHe-
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panisauis KicTok, kanbuudikatn M’aKMx TkaHuH. PiBeHb napaTtupuHy B CUpO-
BaTLi KpOBi NiaBMLEeHWIA, TecT [0Bapaca HeraTUBHWUA — NPy BBEAEHHI napaTu-
pUHY He BiaByBaeTbCA 3MiHM BMICTY KanbLito i poccopy B cupoBatLi KpOBi.
XapakTepHa gucouiauis BMICTy Kanbuito i dhocopy — rinokanbLiemis cynpo-
BOXKYETbCS rinepdocdaremieto.

3a xapakTepoMm BiAMOBIOHOT peakuil Ha BBeAeHHS napaTUpUHYy PO3pPi3HA-
I0Tb ABa TUNUW NcesaorinonapaTnpeosdy. BiocyTHICTb BiANOBIOHOMO NiABULLEHHS
ekckpeuii LAM® i3 ceveto Ha BBEAEHHS €K30reHHOro napaTupuHy CBig4vTb Npo
nceegorinonapatmpeos | Tuny, a piske 36iNbLUEHHS eKcKpeLii — Npo nceBno-
rinonapaTtupeos Il Tuny.

KniHiyHO ncespgorinonapatMpeos | Tuny Bigpi3HAETLCS HAsBHICTIO Y XBOPUX
sABHOT abo NpMxoBaHOi TeTaHii, Wo He cnocTepiraetecd npu |l Tuni. MNcesaorino-
napatupeos | Tuny mae gga BapiaHTW, SKi pO3pi3HAIOTLCA piBHEM BMICTY crie-
umdpivyHoro eputpoumtapHoro Ns-6irnka — cTuMmynsaTopa ryaHiHHyKneigHol akTu-
Bauii. [Ncesgorinonapatnpeos la Tuny xapakTepmnsyeTbCsl 3HUKEHHAM NOro KOH-
LeHTpadii, 16 Tuny nepebirae 6e3 3amiHu noro BmicTy. lNcesgorinonapatupeos la
TUNY KNiHIYHO BIgpi3HSAETbCA Big |6 TNy HasiBHICTIO Y XBOPUX OCTEOaUCTPODIT.

CnagkyBaHHS Mpu ncesgorinonapatmMpeosi la Tuny aBTOCOMHO-AOMIHAHT-
He; 16 Tuny — aBTOCOMHO-A0OMiIHAHTHE 3 0bmexeHHaMm cTaTi; || Tuny — aBTocom-
HO-peLecrBHe abo OOMiHaHTHe, 34yennieHe 3 X-xpomocomoto (P. Hartemann,
J.L. Thomas, 1984; D.J. Hosking, D. Kerr, 1988; L.E. Mallette et al., 1988;
A. Mithal et al., 1989).

BigcyTHicTb rinokanbuiemil Ta rinepdocdaTtemii, HopMmanbHUI BMIiCT napa-
TUPWHY Aal0Tb MOXIMBICTb NPUMNYCTUTU NCeBAOMNCeBAOriNonapaTnpeos. Y 3B’a3ky
3 HM3bKMM piBHEM BMicTy Ns-6inka y xBopux i3 nceegonceBaorinonapaTnpeo-
30M, AesiKi aBTOPU BBaXal0Tb, LLO OCTaHHIN aBnsie coboto GinbL nerky popmy
ncesgorinonapatupeosy la tuny (E.A. BeHnkoBa Ta cnisasT., 1993; M.A. Levine
et al., 1983).

Y xBopwux i3 octeogucnnasieto MenHika-Hignca cnocrepiraloTbCa BUCOKE,
BY3bKe 4Ono, sike BUCTYNae, rineptenopuam o4Hux a96nyk, eksodranbMm, npu-
NIIOLWEHWI HiC i3 LUMPOKUM NepPEHICCAM, MIKPOrHaTid, NOBHI LOKKU, NOPYLUEHHS
NPUKycy; BiOMIYaOTbLCA TiNbKM BanbrycHi CKpmBrneHHsa (coxa valgum i genu
valgum) HWXHiX KiHUiBOK. BMCOKOiHGbOpMaTUBHI Taki PeHTreHONOrYHi O3HaKK
YPaXKeHHs1 cKeneTa: MOMipHMIA OCTeonopo3 Tin xpebuis, TpybyacTmx i Ta3oBUX
KiCTOK, OCTEOCKIIEPO3 KiHLIEBMX (hanaHr, nopyLleHHs 6e3nepepBHOCTI KOHTYpIB
pebep, CNNoLEHHA rONOBOK CTErHOBMX KICTOK, CKPUBIEHHS, “CKpyYeHICTb” 3a
BiCClO, BOABMIOBAHHSA, NEPEeTKN OOBIMX TpybG4acTux KicTOK. 3axBOPHOBaHHS
yCnagkoBYETbCS 3a aBTOCOMHO-A0MiHaHTHUM TunoM (A.M. Dereymaeker et al.,
1986).

MoegHaHHs paxiTonodibHMxX 3MiH 3 nposiBamMu Noniypii, noniauncii i nigeu-
LLeHHAM TemnepaTtypwu Tina, Wo BUHUKaOTb NEPIOOUYHO, € XapakTePHUM AN
HUPKOBUX TyOynspHuX aumposis | (cuHapomy battnepa-On6painta), |l (cuHa-
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pomy JlavitByga) Tunis, cuHapomy ae ToHi-febpe-PaHKoHi i cTaHiB, Aki cynpo-
BOKYHOTbCS rinepkanbLieMieto.

Mpn HupkoBMX TyBYyNApHUX aunposax, cuHapomi ge ToHi-[Jebpe-PaHKoHi
nepiognyHi nposiByM noniypii, nonigmncii, 6e3NpNUYMHHOrO MiABULLEHHA Temmne-
paTypu Tina, 6ritoBaHHS, 3anopis, siki PO3BMBAOTLCS HA TI1i METabonNiYHOro aum-
Ao3y, rinokanbui-, kani-, gocdaTt-, HaTpieMii, nepeayTb paxitonodibHUm
3MiHaM.

PaHHin no4yaTok 3axXBOprOBaHHSA, SIK NPaBuIio, y 2-i NONIOBMHI NEPLLOro PoKy
XUTTS, WO XapaKTepnsyeTbes NigBULLEHHAM 30yannBOCTI, ApaTiBNMUBICTIO, BU-
pPaeHOoK TNOTOHIED CKENeTHUX M’A3iB, Mianbrieto 3 nogasnblnUM PO3BUTKOM
rinepnnasii OCTEOIAHOI TKaHWHM i CKPUBIEHb KiHLIBOK Yy BUrMsAi genu valgum
[03BONSIE KIMIHIYHO BIgPI3HUTU HUPKOBUIN TyBynapHui aumaos |l Tuny. OcHoB.-
HUM AiarHOCTUYHUM KpUTEpieM € nopyLueHHsa peabcopbuii GikapboHaTiB (ekck-
peuis 6ikapboHarTis i3 ceveto nigsueHa Ao 10 % KinbKocTi, Wo npodinbTpyBa-
nocs,) npu 36epexeHin 3gaTHOCTI 00 aumandikauii cedi (pH cedi moxe GyTn
HWX4e 3a 6,5). BBaxatoTb, L0, iMOBIpHO, 3aXBOPIOBAHHSA NOB’A3aHe 3 peLecmB-
HUM, 34ernneHnM 3 X-XpOMOCOMOIO, FreHOM.

Mpun Ty6ynapHomy aumaosi | Tuny, 3ymoBneHomy AedekTom TpaHCnopTy
iOHIB BOAHIO B ANCTaNbHUX YacTUHaX KaHarnbLiB He(pOHyY, Ta cMHAPOMI e TOoHi-
[ebpe-PaHKoHi, B OCHOBI SIKOTrO NEXUTb NMOPYLUEHHSA KaHanNbLEBOro TpaHcnop-
Ty pocdpaTis, GikapOoHaTIB, HATPILO, Kanito, aMiIHOKUCIOT, MMHOKO3K, paxiTonogioHi
3MiHM 3’BNAOTBLCH 3HAYHO Mi3Hile — y 2—3-NiTHLOMY BiLi XBOporo. TyBynsp-
HUIA aungos | TMny BiOPI3HAETLCA Pi3KMM 3HWXKEHHAM 34aTHOCTI HAPOK A0 auu-
andpikauii cevi (pH cedi He ByBae Hmk4e 6,8) 6e3 NOpPYLIEHHS iHLWNX OYHKLIN |
aBTOCOMHO-AOMiIHaHTHUM TunoM cnaakyBaHHs (M.C. UrnaToea, tO.E. Benbtu-
wes, 1989; R. Tazzari, 1984).

Mpn cnHgpomi ae ToHi-Lebpe-®aHKkoHi Ha BiAMIHY Big TyBynapHux auu-
A03iB CNOCTEpIraTbCs MMIKO3Ypisd, rinepamiHoaumaypis, niasvweHa BigHOCHa
WinbHICTb cedYi. Tun cnagkyBaHHA CUHAPOMY — aBTOCOMHO-peLeCUBHUI
(C.B. Manbues, 1980; B.J1. Ctopoxes, 1982; B.W. KapTaweBa n coasT., 1987,
P.G. Sido et al., 1986).

CuHgpowm ae ToHi-[ebpe-PaHkoHi MOXxe 6yTU BTOPUHHMM NPOSBOM, LLIO CYM-
poBOOXKYE UNCTUHO3 (cnHapom Abaepranbma-JliHbska-daHKoHi), cuHgpomu Jloy,
Jlypepa-LengoHa, babci, ranakrosemito, HeENepPeHOCHICTb PPYKTO3N, TUPO3UHE-
Mito, TTiKOreHo3 | TMny, HegoOCKOHaNM OCTeoreHes, cepnonoaibHO-KINITUHHY aHe-
Mito, cpepounTos, Tanacemito, xsopoby BinbcoHa-KoHoBanosa, 6yTv Hacnigkom
OTPYEHb Mi30M0M, TSXKKAMW MeTanamu (BiCMyTOM, KagMieM, CBUHLEM, PTYTTIO,
ypaHoM), TpMBarnoro 3acTocyBaHHSA caniuunartis, TeTpauMKNiHiB, a Takox gedi-
LMTY ackopbiHOBOI KMCMOTK, LiaHokoGanamiHy, npenaparTie kanito (P.M. KoH,
K.C. Port, 1986; I'.[0. MoropsiHy, 1989; A. Berio, 1986; C. Wadehies et al., 1989).

lnepkanbLiemis i 3aTpMMKa 3pOCTaHHSA AOBXWHM Tifla CnocTepiraloTbCs Npu
rinogpoccparasii, 2-i BapiaHT gKOI MOXe KMiHIYHO HaragyBaTu paxiT. BigMiHHM-
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MU 0coBnMBOCTAMM rinocpocdaTasii BBaxaroTb BUCOKY HaCcTOTYy KPaHIOCTEHO3Y,
nepegyvacHe BuMnagaHHsa 3y0iB, HAsBHICTb Y XBOPUX yKopoveHux pebep. MigTeep-
OXXEHHSIM [liarHO3Y € BUCOKa eKcKpeList docdoeTaHonamiHy i3 ceyero i 3HKeH-
HS aKTUBHOCTI NY>XHOT dpocchaTasm CMpOBaTKMN KPOBIi. 3aXBOPIOBaHHS yCnagKo-
BYETbCS 3@ aBTOCOMHO-PELECUBHUM Ta aBTOCOMHO-AOMIHAHTHUM TUnamm
(B.B. Cnupuues, H0.U. bapawHes, 1977).

MoenHaHHA rinepkanbLUieMil Ta HaHiI3My € NAaTOrHOMOHIYHUM TaKOX 51 CUH-
apomie Binnbamca-bonpena, ®aHkoHi-LUnesuHrepa, Aki xapaktepusyTbecs
cneundiyHnM YepenHo-nMUbOBMM ANCMOpPdI3MOM — obnmnydam “enbda” (rm.
1.1.1.3.1.9). TinepkanbuiemMis BUSBNAETbLCA TAKOX NpMW rinepnapaTupeosi,
ciMelHin rinokanbLiypu4Hii rinepkanbLiemii, 0CTEOKNaCTUYHUX NyXNUHaX, cap-
Koigo3i, HerpobnacTomi, pabaomiocapkomi, HeoXpoMOLUTOMI, TUPEOTOKCUKO3I,
Ty6epkynbo3i, cnHgpomi Tpmeanoi immobiniszadii, rinepsitamiHo3ax D i A, Tpu-
BaflOMy 3aCTOCYBaHHi Tia3angoBux npenaparis (rn. 3.5).

CKpVBMEHHS TiNbKK KiCTOK roMiNniku € cneymdiyHim ans cuHgpomie Epna-
xepa-bnayHta, BelicmaHHa-HeTTe. Npu cuHapomi Epnaxepa-bnayHTta cnocTte-
piraeTbCsa CKpMBREHHS 3a TMNoM tibia vara — y ocHoBM MefianbHOro BUpoCTKa
BMU3HA4YaeETbCA KYTOBUN NepernH KiCTKU, HMXYe AKoro 3bepiraetbcsa nps-
MORIHIMHICTb KiCTKM abo BigMIYaeTbCA MOMipHe ayronofibHe i CKpMBMNEHHS
(A.l. YepHos. Ta cnigaeT., 1973; W.H. Dietz et al., 1982).

Y xBopux i3 cuHgpoMom BelicmaHHa-HeTTe Ginblw BupaxkeHa 3aTpuMka
POCTY, PEECTPYETLCA CKPUBMEHHSA B CariTanbHi NAOWMWHI BENMKO- Ta Marnoro-
MIfNIKOBMX KIiCTOK, LLO NoeAHYeTbCS i3 Aedopmalieto LV xpebus (B.A. Mak Kbto-
cuk, 1976).

BupaxeHe Ta xMMmepHe CKPUBIIEHHS KiHLIBOK BiA3HA4YaeTbCA NpU 3axBOPHO-
BaHHSIX, O CyNPOBOAXYOTLCA NatonoriyHumm nepenomamu (rm. 1.2.2.1.4), ta
npun napactpemaTudHin aucnnasii. lNoeaHaHHSa XMMEPHNX CKPUBMEHb KiHLIBOK,
KOHTpakTyp cyrnobiB, siki BAHMKAIOTb y MepLUi POKN XUTTA AUTUHKU, 3 Hernpa-
BUINBbHOK NO3MLUIEL rofioBM (BOHA NOBEPHEHA | HaxueHa Habik) 4ae MOXIUBICTb
¢eHOTUNOBO 3anigo3puUTh NapactTpemMaTuyHy gucnnasito. [pu peHTreHonoriy-
HOMY AOCRIfXEHHI BUABNSAOTbL acUMETPIt0 ocudikauii Tin xpebuis, nnaTncnoH-
OUnito, 3MEHLLEHHS TOSTOBKM | LUIMINKN CTEMHOBOI KiCTKM, YKOPOYEHi 1 aCUMETPUY-
HO CKpuBIeHi JoBri Tpyb4acTi KicTkM. 3axBOPHOBAHHS YCNa[KoOBYETLCA 3a aBTO-
COMHO-AOMIHAHTHUM Ta OOMIHAHTHUM, 34enfieHMM 3 X-XPOMOCOMOLD, TUnamm
(M.B. Bonkos Ta cnieaBT., 1982).

Hedopmalii KiHLiBOK, 3yMOBIEHi €K30CTO3aMU1, KOTPi ABMSOTbL COBOHO LinbHI,
HepyxoMi NyxnMHoMNoAibHi yTBOPEHHS Ha KiHUAX OOBrMX Tpyb4yacTuX KiCTOK, €
XapaKTEPHOK 03HAKOK EK30CTO3HOI XoHApoaucnnasii. EK30cToan BigpisHaoTb-
Cs Bifl NYXJIMH KICTKOBOT TKAHWUHWU TUM, LLIO BOHU €, Tak 61 MOBUTU, NPOOOBXEH-
HAM KICTKM | HE NPOHMKaTb MOBEPX KOPTUKANbHOro wapy. Tun cnagkyBaHHS
€K30CTO3HOI XoHApoaucnnasii — aBTocoMHo-goMiHaHTHui (M. T. JlaryHoBa,
1989).
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Ek30CcT031 Takox 3ycTpivatoTbes npu cuHgpomax Ennica- BaH Kpesenbaa
(rn. 1.2.2.1.2) Nanrepa-ligeona Il Tuny (ame. m. 1.1.2.2.2.4), ausoctosi Cra-
Hecky (rn. 1.2.2.1.1), MeHkeca (rmn. 1.1.2.2.2.4) Ta iHWwUX.

1.2.2.1.4. ANGEPEHLIAJIBHA OIATHOCTUKA NMPU YKOPOYEHHI KIHUIBOK |
NMNABULLEHIXM NAMKOCTI KICTOK

3aTpyMKa 3pOCTaHHS LOBXUHW Tina npy 3axXBOpOBaHHAX, OOHIE 3 OCHOB-
HUX KITIHIYHMX O3HaK SIKMX € NaTOSOriYHi NnepenomMm, CnocTepiraeTbCs Npu rino-
docaTasii, HeAOoCKOHaNoOMy OCTEOreHesi, igionaTM4HOMY OBEHINIbHOMY OCTe-
onopoasi, cMHapomax octeonopoay i ncesgorniomun, EHTnesa-bikcnepa, Temtawmi,
akpoocTeonisdi YeHesq, ansoctosi CtaHecky, OCTeoneTposi, NikHoAN30CTOo3i, An-
30CTE0CKNeposi, axoHaporeHesax.

3 orngagy Ha Te, Wwo rinodocdarasis, HegOCKOHaNUn ocTeoreHes, igiona-
TUYHUIA HOBEHISNTbHUIA OCTEOMNOPO3, CUHAPOM OCTEONOpO3y i NCeBaorniomMun, ak-
poocTeoni3 YeHes, axoHAPOreHe3n XxapakTepumayTbCs OCTEONOPO30M, a OcTe-
oneTpo3s, NikHOAN30CTO3, AN30CTEOCKNEPO3 — 3HMKEHHSM MPO30POCTi KICTKOBOT
TKaHWHK, NEPLUOIO 4iarHOCTMYHOK NpoLeaypoo OOUINTbHO BBaXaTn NpoBeAeH-
HS1 PEHTreHOoorivYHOro AOCHIAXEeHHS ckeneTa.

Npn nposiBax 0CTEONOPO3Y CYTTEBE 3HAYEHHS Ma€e OOCNIAXKEHHS PiBHS Karb-
Lito B cupoBaTtLi KpoBi. [NinepkanbLiemMis, piBeHb K0T BU3HAYaE TSHKKICTb CTaHy
XBOPOro, XxapakTepHa ans rinocgpocdartagsii. lMigeuiyeHa ekckpeuis pocoeTtaHo-
namiHy i3 ceveto nigrBepaxye giarHos (B.b. Cnunpuyes, HO.W. bapawiHes, 1977).

Ha BigMmiHy Bif iHLLMX 3aXBOPIOBaHb, L0 MPOSBAATLCS OCTEONOPO30M, NpU
HeJOCKOHarloMy OCTEOreHesi CNnocTepiraeTbCs Pi3HOI IHTEHCUBHOCTI BGriakuTHe
3abapBneHHs CKrep, ke BMHUKAE BHACIIAOK MPOCBiYyBaHHS MIrMEHTY yepes
CTOHLLIEHI CKnepwu, He BiA3Ha4YaeTbCs NeperioMiB KiCTOK Yyepena, Tasa, danaHr
nanbuiB. Y XBOpux cnocTepiraetbca agnucnponopuiHa byaosa Yepena 3a paxy-
HOK nepeBaxkaHHS MO3KOBOI YaCTUHW Had NuuboBOo. Mpu peHTreHonoriyHomy
OOCIIoKEHHI, OKpiM reHepani3aoBaHOro 0CTeonopo3y, BUABMSAKTHCA 3MiHW 40B-
rx TpyGyacTux KiCTOK — 3MEHLUEHHS NonepeyHnx po3mipiB AiadisiB 3i CTOH-
LLIEHHSIM KipKOBOTO LLApy Ta PO3LUMPEHHAM KICTKOBOMO3KOBOIO KaHary; ypaXeHHs
xpebTa y Burnagi nnatucnoHaunii, noctynose (popmMyBaHHA ABOBBIrHYTUX
xpebuis -"punb’sunx xpebuis” (M.B. Bonkos, H.H. Hedegvera, 1974; HO.U. ba-
pawHeB n coaBT., 1983; P.E. Andersen, M. Hauge, 1989).

PaHHi nposBn xBopobuK (nepenomMmu BUSIBRAKOTLCA Bid OHA HapOMXKEHHS)
crnocTepiratoTbes npu HegockoHanomy octeoreHesi Il i lll (cuHapomi Jlobwtein-
Ha) TUNiB. XapakTep YepenHo-nmupsoBnxX gucMopdin (A3sobonoaibHui Hic, rinep-
TENnopmnam O4YHUX A6MyK), pisKe YKOPOUEHHS KiHLIBOK, doikcalisi CTEroH nig nps-
MWM KYTOM i NaTOrHOMOHIYHA PEHTIEHOSOrYHa KapTrMHa “po3gaBneHnx”, y Bur-
nagi “rapmowkn” gOoBrMx TpybyacTmx KiCTOK A03BONAKOTb BigpisHuTh |l Tmn
HefockoHanoro octeoreHesy. Npu |l TMNi HegoOCKOHANOro OCTeoreHesy XBOpi
MHYTb Y BHYTPILWHLOYTPOBHOMY nepiofi abo B nepLui AHi XUTTS.
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Y xBopux i3 Il TMNOM HeJOCKOHaNoro oCTeoreHesy Big3Ha4YalTbCA NOCTY-
NOBUIA PO3BUTOK BUPAKEHOTO KiPOCKONIO3y i rMyXOoTn, NOPYLUEHHSA OEeHTUHOre-
Heay i WBMaKe 3HUKHEHHSA BriakMTHOro 3abapBreHHs cKrep.

Mepenomu, WO BUABAATLCS Bi MOMEHTY HAPOLXKEHHS, CNOCTepiraTbcA
TakoX Mpu axoHgporeHesax, cuHapomi EHTnes-bikcnepa. OgHak ans axoHa-
poreHesiB XxapaKTepHi KopoTki pebpa (gus. rn. 1.2.2.1.2), a ansa cuHgpomy EHT-
nea-bikcnepa — pusomernivyHe YKOpoYeHHS KiHLUIBOK i BiACYTHICTb reHepanisoBa-
Horo octeonopoasy (rn. 1.2.2.2.1). HegockoHanuin octeoreHes |l Tuny ycnagko-
BYETbCA 3@ aBTOCOMHO-OMIHAHTHUM i aBTOCOMHO-peLeCUBHUM (CUHOPOM
®ponika), Ill TMNY — aBTOCOMHO-PELIECUBHUM TUMAMMW.

[Mi3HE BUHMKHEHHSA XBOPOOM Ta aBTOCOMHO-AOMIHAHTHUIA TUMN CNaaKyBaHHSA
003BONATb BiAPI3HUTU HegockoHanuin octeoreHes | i IV tunis. CTyniHb BUpa-
XXEHHSA cnabocTi 3B’A3KOBOro anaparta cyrfobiB i Iporpecytode 3HMXKEHHS Cry-
Xy, WO BUHUKAE, K npasuno, nicna 10 pokie, BigMexoBytoTb | Tmn (cnHapom
XeBe) Big IV TMny HeQOCKOHANOro OCTEOreHeay.

CrtaH geHTunHoOreHesy 3y6iB € andepeHuianbHUM Kputepiem la i 16 Tvnis
HeOoCKOHanoro ocreoreHesy. opylleHHs OeHTUHOreHesy, Lo BUSABMNAETLCS
HasABHICTIO Y XBOPUX TOHKOI 3yOHOI emari, ska ferko cTMpaeTbCs Ta onanec-
Litoe, cBigumTb Npo 16, a BiACYTHICTL yparkeHHs 3y6HOi emani — npo la Tmn Hego-
CKoHarnoro octeoreHesy. Npwu IV TMni He4OCKOHANOro OCTeoreHesy He BigMIYaeTb-
CSl 3HWXKEHHSI TOCTPOTK CNyXy i 3 YacoM BiabyBaeTbCHA 3MEHLUEHHS! iIHTEHCUB-
HocTi 6nakntHoro 3abapeneHHs cknep (O.4. CunneHc, 1989; U. Vetter et al.,
1989).

OcTaTtoyHOMY BCTAHOBIIEHHIO AiarHO3y HeJOCKOHANoro octeoreHesy cnpu-
SAOTb OaHi ricTonoriyHoro gocrnigpkeHHs Giontaty rpebiHus knyboBoi KicTkn. Y
KICTKOBI TKaHWHI BUABNSOTLCA APIOHI XPALLOBI KNITUHKW, BENMKa KinbKiCTb Cy-
OWH, LLO BPOCTalOTh, | TSKIB CMOMYYHOT TKAHWHW, By3bKa 30Ha eHXOHAPaNbHOro
CKOCTEHIHHS1, CTOHLLEHHS KiCTKOBMX Banok, 3Ha4yHe umcno octeoumTis. Kpim Toro,
Yy XBOPUX CNOCTEPIraeTbCs NigBuLLEHa eKCKpeList OKCUMPOSTiHY | KNCNnX riikosa-
MiHOrJIiKaHIB i3 ce4yeto, CTyMiHb AKOI BiANOBigae TSAXKOCTI 3aXBOPHOBAHHS
(K0.N. bapawHes n coasT., 1983).

[Mi3Hi NposiBM 3aXBOPIOBAHHS € XapakTepHUMN AN CUHOPOMY OCTEONOPO3Y
i3 NnceB4OrnioMoro Ta i4ionaTMYHOro HOBEHINTBHOMO OCTEONOPO3Y, NPU KOTPUX Ha
BiAMiHY Big HeJOCKOHAaroro OCTeoreHe3y He CrnocTepiraeTbcsl 6NakMTHOroO 3a-
©apBreHHs1 ckrep.

OcTteonopos, LWo BUSBISETLCA HA 2—3-0My POLi XUTTS, Y NOEAHAHHI 3 NO-
nepegHim po3BMTKOM ambnionii, 3yMoBneHol “ncesgorniomaTto3HumM” BigLuapy-
BAHHSAM CiTKiBKW, € OCHOBHOO AiarHOCTUYHOK O3HAKOK CUHAPOMY OCTEOMOPO3Y
Ta ncesgorniomun (C.U. Koanosa u coasT., 1987).

MaHidpecTauis KniHiYHOT cumnToMaTUKKN Y 8—13-NITHEOMY BiLli MOXIIMBA K
npwu igionaTM4YHOMY HOBEHINBHOMY OCTEONOpPO3i, Tak i HeAOCKOHANoMy octeore-
Hesi. BigMiHHUMK prcamu igionaTUYHOro HBEHINTBHOMO OCTEONOPO3Y € XBUIe-
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noaiéHun nepebir (nepiogn po3BUTKY OCTEONOPO3Y TpMBanicTio 1-3 Mic. BUHK-
KatoTb 1—2 pasu Ha piK), CNOHTaHHE NPUMNMHEHHSA aTak OCTeonopo3y nicng ny-
©epTaTHOro nepioay, HasgABHICTb 60NBLOBOr0 CMHAPOMY, KU HE MOB’SA3aHWUI i3
nepenoMmamu. bonboBi Big4yTTa BigMiYalOTbCs B OiNAHUI nonepeky i cyrnobis
HWXHIX KiHLiBOK.

O6uaea cMHAPOMYM yCnagKoBYOTLCA 3@ aBTOCOMHO-PELECUBHUM TUMOM.

XBOpPUM i3 OCTEONOPO30M, KNI PO3BUBCA Y NpenybepTaTHUIA Nepioa, peko-
MEHAYITb MPOBECTU SOCIIIKEHHS 3 METOK BUKIKOYEHHSA XBOPOobu lueHka-Ky-
wuHra (M.A. >XXykoBckun u coasT., 1989).

BigcyTHicTb NOGHUX CUHYCIB, NnaTmubasis, rinonnasis rinok HWKHBbOI Lene-
N1, TOBCTE BOSMOCCH, Pi3KO YKOPOYEHi TepMiHanbHi banaHrn, 3aMeHLLEeHHS [0B-
XWHN KOTPUX 3YMOBMNEHO OCTEOMI3UCOM, € MAaTOFHOMOHIYHUM CUMMTOMOKOMI-
nekcom akpoocteonidy YeHesa. OcTaHHin, iMOBIpHO, yCNagKkoBYETLCHA 3a aBTO-
COMHO-goMiHaHTHUM Tunom (J1.0. BagansH Ta cnisasT., 1980).

BupiwanbHMMmM MOMeHTamMu npu andoepeHuianbHii giarHOCTULI 3axBOpHo-
BaHb, LL|0 XapaKTepU3yoTbCA NiABULLEHHAM LLiNbHOCTI KICTKOBOT TKAHWHU, € CTaH
Knounyb, xpebrta, nepudepnyHoi YepBOHOT KpoBi. BupaxeHa rinonnasia abo
BiJCYTHICTb KNOYMLb 403BOSISIE (PEHOTUNOBO BiAPI3HUTU NiIKHOAN30CTO3. Y XBO-
pUX i3 NiKHOOW30CTO30M CNOCTEPIratoThCsl BUPaXKeHi YepenHo-Nn1LboBi AncMopadii
(ckadhouedpanisi, nepeBakaHHA MO3KOBOI YaCTMHM Yepena Hag NULbOBO0, PO3-
LUMPEHHS LWBIB Yepena, B KOTPi BKITOYEHI BOPMIEBI KICTOUKM, TpuBane He3apo-
LLIeHHS BEMNUKOro TiM’a4vka, HENPONopLinHO ManeHbke 0b6nmMy4a 3a paxyHOK He-
OOPO3BUHEHHSA NULOBUX KICTOK, NPUAATKOBUX Na3yx Hoca, rinepTenopuam ou-
HUX A0MyK, 6NaKUTHUIA KORMIp CKNep, ManeHbKUX po3MipiB ravykonogibHuin Hic),
a- abo rinonnasis xpebuiB BEPXHbOLINMNHOIO Ta HMKHBOMOMNEPEKOBOrO Biaainis
xpebTa, bpaxigakTvunia 3 piskoto rinonnasieto abo annasielo TepMiHanbHUX da-
naHr nansuis (M.B. Bornkos Ta cniBaBT., 1982; P. Maroteaux, 1979; J. Figueiredo
et al., 1989).

UepenHo-knioumyHnin ansoctos (xeopoba Lentxayepa-Mapi-CeHToHa), npu
SIKOMY CMOCTepiraroTbCA NoAgidHi YepenHo-NMUbOoBI AnCMopdii i rinonnasis Knto-
YnLb, BiAPI3HAETHCS Big NIKHOAN30CTO3Y BiACYTHICTIO MiABULLLEHOT LLiNBHOCTI KICTKO-
BOI TKaHUHW i rinonnasii TepmiHanbHUX dpanaHr nansuis. Tyn cnagkyBaHHA NiKHO-
ON30CTO3y — aBTOCOMHO-PELECUBHUIA, @ YEPEMHO-KMHOUYNYHOIO AN30CTO3Y — aB-
TOCOMHO-4OMiIHAHTHMI 3 BUCOKOIO neHeTpaHTHicTo (E. Orghidan et al., 1985).

HasiBHICTb Y XBOPUX BUPaXKEHOT aHEMII 403BOMSE 3anigo3pnTU OCTeoneT-
po3. [pn aBTOCOMHO-PELECUBHOMY TUMi CNaAKyBaHHSA 3aXBOPHBAHHS MOYK-
HAETbCA BHYTPILLHLOYTPOBHO abo B nepLli MicAui XUTTA 3 PO3BUTKY TSHKKOI
aHeMil, WO He nigfaeTbCa NiKyBaHHIO | NOEAHYETLCA i3 TPOMOOLMTOMNEHIELD, a
TaKoX 306iNbLUEHHAM PO3MIpIB NeviHkKM i nepndepnyHnx NiMgoBy3niB. Y XBOpUX
Bi3Ha4alTbCA MakpoLedanis, BUCoKa YacTtoTa ambnionii i rmyxoTn, 3yMmoBrie-
HUX CTUCKaHHAM 30POBOrO i CNyXOBOro HepBIB. [1pn peHTreHonoriyHoMy 4OChi-
DPKEHHI BUABNAOTb Ha TNi reHeparnisoBaHoro niaBMLLEHHS LWiNbHOCTI KICTKOBOT
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TKaHWHW NaTONOrYHUI PO3BUTOK MeTadisiB, CMMNTOM “KiCTKa y KicTLi” | YacTKo-
BY annasito AguctanbHux ¢hanaHr nanbLlis. XBOpi MMHYTb Big reHeparnizoBaHux
BakTepianbHUX iHdEKLiR.

Mpwn aBTOCOMHO-AOMIHAHTHOMY TUIMi CNagKyBaHHS OCTEONETPO3 BUABNSAETb-
cs'y GinbL NisHbOMY BiLli. AK NpaBuIo, NEPLUMMM CUMMTOMaMKN 3aXBOPHOBAHHS
€ NaTonNoriyHi nepenommn abo yLinbHEHHS KICTKOBOT TKAHWHMN, LLIO BUABMSETLCA
PEHTreHosoriYHo BUNagkoBo. XBopoba xapakTepusyeTbcsa xsunenogioHum ne-
pebirom. Mpu peHTreHonoriMHOMy AOCHIIKEHHI BiA3HAYa€eTbCA WapyBaTa CTPYK-
Typa (YLWiTbHEHUI LWap YepryeTbCs i3 LWapoM HOpMaribHOT NPO30POCTi) ypaxe-
HUX AINSHOK KIiCTOK (Tak 3BaHi MapMypoBi kicTkn); (C.b. bobkipesa, M.®. Kosa-
nes, 1980; U.B. >XypaBsneBsa u coasT., 1980).

MnaTucnoHamnis, HePIBHOMIPHICTb CKOCTEHIHHS BEPXHIX i HUXHIX YaCTuH
xpebuis, BiACYTHICTb xBurenogibHocTi nepebiry Bigpi3HAE AN30CTEOCKNEepOs.
Twun cnagkyBaHHA — aBToCcOMHO-peuecusHun (U.I. JlaryHoea, 1989).

MigaBULLIEHHS WINBHOCTI KICTOK MOXe criocTepiraTuca Takox npu nimdorpa-
HynbOMaTo3i, MienoMaTtosi, MieNnockrneposi, 4esKUX aHeMisIX.

MMaTonoriyHi nepenomMmu Ha OHI NPaKTUYHO HE3MIHEHOT LLiNbHOCTI KICTKOBOT
TKaHWHW iHOA| BMABNSAKTLCA NpW cuHApoMi TemTami Ta amsoctosi CtaHecky,
andbepeHuianbHa giarHocTuka skmx posrnsHyta B rm. 1.2.2.1.1.

1.2.2.1.5. JUOEPEHLUIANBHA OIATHOCTUKA MNMPU NOEOHAHHI
NPOMOPLINHOIO YKOPOYEHHA KIHLIBOK
| EKTOOEPMAJbHOT AUCNNASII

lMoeaHaHHS NPONOPLINHOIO YKOPOYEHHS KiHLiBOK, LLO BUSBISETLCA Ha 2—3-
MY POLLi XXNTTSA, 3 eKTOAEepMarnbHOK ANCNasieto € XapakTepHUM ans metadoizap-
Hol xoHapoaucnnasii Mak-K'tocuka, meTadpizapHol xoHapogucnnasii is Tumorni-
mdoneHieto, cuHapomis CeHceHOpeHHepa, BaH-borapta-O3e. deHoTunosa
CXOXICTb [JaHMX NaToSOrNYHMX CTaHIB TaKOX 3YMOBMEHa HasIBHICTIO Y XBOPUX
BUpaxeHo! bpaxigakTunii.

YpaxeHHs meTadisiB 403BONSE BigpisHNTN MeTadidapHi xoHgpogmcnnasii,
a HasiBHICTb reHeparizoBaHOro ocTeonopo3y — cuHapomm CeHceHOpeHHepa i
Ban-Borapta-O3se. [Npn meTacdpizapHux xoHApoAMCNNasisax ypaxeHHsa meTtadisis
CMNOCTepiraeTbCAa NepeBaxHo B AiNsHLI KOMIHHUX cyrnobiB i xapakTepusyeTbCs
36inbLweHHsaM 06’eMy Ta MOPYLUEHHSIM CTPYKTYPU (bparMeHTapHICTIO, TOPOYKY-
BaTICTIO CybXOHApPANbHNX KOHTYpIB).

MeTtadpizapHa xoHapoaucnnasis Mak-K'tocnka BigpisHAETbCA HAsBHICTIO Y
XBOPUX MiABULLEHOT pyxnMBOCTi cyrnobis, a meTacdizapHa xoHapoancnnasis i3
TUMONIMONEHIED — BinbLL BUPaXXeHMMN NPOsSBaMn eKTogepManbHoT Ancnnaaii
Ta 3HWKEHHSIM 3aranbHOi Pe3VCTEHTHOCTI OpraHiaMy 3a paxyHoK IiMmdoneHii,
arammarnofyniHewmii. JaHi popmm meTadizapHnx xoHapoaucnnasin ycnagko-
BYIOTbCS 32 aBTOCOMHO-peLiecuBHuM Tunom (M.B. Bonkoe Ta cnisaeT., 1982;
R. Wynne-Davies, 1986).
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Mpu KpaHioekToaepmanbHin ancnnasii CeHceHOpeHHepa cnocTepiranTbes
ponixouedanis, paHHii CUHOCTO3 cariTanbHOro LWBa, LWMPOKUIA HiC, BUBEPHYTA
HWXKHS ry6ba, a npy cungpomi BaH-borapta-O3e — acumeTpis obnuyys, makpo-
rHaTig, roTmyHe nigHebiHHSA, rinonnasis o4YHMX SAMOK, ManeHbke nigdopiaas,
NPUPOCHi MOYKM BYLUHUX PAKOBMH i 3aranbHuii kepaTod. Tun cnagkyBaHHS 000X
CMHOpPOMIB — aBTOCOMHO-peLecuBHui (1.D. Young, 1989).

YKOPOYEHHS KiHUIBOK i eKToAepmMaribHa AUCNNasis XxapakTepHi TakoxX Ang
TOYKOBMX enidpisapHUX gucnnasivi, cuHapomy BinnHepa, xoHapoekTogepmarb-
Hoi aucnnasii Ennica BaH Kpeeenbga. ToukoBi enidpizapHi gncnnasii Ta cuHa-
poM BinnHepa Bigpi3HAIOTECA pU3OMENIYHMUM TUMOM YKOPOYEHHS KiHLIBOK (OMB.
rn. 1.2.2.2.1); gucnnasia Ennica BaH KpeBenbga — Me3omeniyHum TUNOM YKO-
pPOYEHHS KiHLIBOK, KOPOTKMMU pebpamu, nonigaktunieto (rm. 1.2.2.1.2, 1.2.2.2.2).

1.2.2.2. JUOEPEHLIAJIbHA QIAFTHOCTUKA PU AUCIIPOIMOPLIMHOMY
YKOPOYEHHI KIHLIBOK

3axBOpPIOBaHHSA, AKi XapaKkTepu3ylTbCA AUCNPONOPLINHUM YKOPOYEHHAM
KIHLIBOK, MOXYyTb OyTV npeacTaBneHi y BUrNsaai TpboX rpyn, 3anexHo Big tuny
YKOPOYEHHS (PU3OMENIYHOro, ME30OMESIYHOro, akpoOMe30oMENiYHOrO).

1.2.2.2.1. ANPGEPEHUIAJIbHA OIATHOCTUKA NMPU PU3OMENIYHOMY TUII
YKOPOYEHHA KIHUIBOK

OpaHum i3 cyTTeEBMX AndpepeHLianbHO-4iarHOCTUYHUX KPUTEPITB HO30MOMYHNX
doopM, AKi XapaKTepuayrTbCA PU3OMENiYHUM TUMOM YKOPOYEHHS KiHLIBOK, € Yac
BUHWKHEHHSI MEPLUMX KMiHIYHMX 03HaK XBOPObM LLoAo0 BiKy ANTUHK (cxema 23).

HocTtaTHA KniHiYHa eKkcnpecis 3aXBOPOBAHHA 40 MOMEHTY HapOIKEHHS
ONTUHW € NATOrHOMOHIYHO ANgA axoHaponnagsii (xsopobu MNMapo — Mapi), cnHa-
pomiB BanceHbaxepa-LiBanmionnepa, BinnHepa, rinonnasii ctTerHa — He3sBu4amn-
Horo obnuyusa, EHTnes-bikcnepa, CinbBepa-Paccena, napceHonogibHoro 3
pU30OMENiYHUM YKOPOYEHHAM KiHUiBOK, 17g+. MNepwunin etan gudepeHuianbHoi
AiarHOCTUKM AaHWX 3aXBOPOBaHb MOXe ByTun BU3HAYEHMI XapakTepoMm vepen-
HO-NMLbOBMX UCMOPQIii i CTAHOM PYXNIMBOCTI Cyrnobis.

OucnponopuinHe 36inbLIEHHSA rofoBu € OQHIE 3 BiAMITHUX O3HAK axOHA-
ponnasii. Cepea iHWNX YepenHo-N1LboBUX AUCMOPXIiN HanbinbL NaTorHoMo-
HIYHUMM ONS axoHgponnasii BBaXarTb: BUMYKNi NO6HI Oyrpu, 3anane nepe-
Hicca, nporHatmam. NoeaHaHHA gaHUX YepenHo-nMuUboBUX aAncmopdin Hagae
06440 XBOPMX CBOEPIAHOIO BUMNAAY — “BUCKOBNEHE NOXEYKO 06nmyys”.

Y XBOpUX 3 aXOHAPONMA3ieto CnocTepirarnTbCa WMPOKI KACTI, isogakTunia, 3
po3TalwyBaHHAM nanbuiB y BUrnsadi Bisna abo tpusybus yepes knmHonoaibHy
winuuy mix -1V naneuamu, aHTUMagenyHriscbka gedgopmadid, cnpuinHeHa
YKOPOYEHHSAM MiKTbOBOI KiCTKW, HAAMIPHICTb M’SIKMX TKAHWH Ha KiHLiBKaX.
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Mpy peHTreHoNnoriMHOMY OOCNIAXEHHI BUABNSAIOTb CTOBLLUEHHA MeTadisiB 3
V-nogibHoto gedhopmadieto i “3aHypeHuMn” y HUX enicpisamm, CTOHLLEHHS 14 yKO-
poYeHHS aiadisiB AOBrMX TPyBYACTUX KICTOK, 3MEHLUEHHS BiACTaHi MiX KOPEeHs-
MU OYyXXOK nonepekoBux xpebuis — Big LI go LV, wo HapocTae y kayganbHOMY
HanpsiMKy, i BignoBigHe 3BY>XEHHHA CMIMHHOMO3KOBOIrO KaHary.

Twun cnagkyBaHHs axoHaponnasii — aBTocOMHO-AoMiHaHTHUIA (M.B. Bonkos
TacnieasT., 1982; O.J1. Heusonogoea, 1984; A.M. Cteirap, B.H. demunaos, 1991;
P.E. Andersen, M. Hauge, 1989).

MoegHaHHs axoHgponnasii 3 ekTogepmarnbHOK Aucnnagieto (rimonnasieto
NOTOBUX, CanbHUX 3amno03, FiNOTPUX030M, OUCTPOWIED HIrTiB) i NonigakTunieto
aBnsie coboto cuHapom BinnHepa.

AxoHaponnasisas MoXe noegHyBaTucs 3 rinoxoHgponnasieto (A. Sommer Ta
cnisaBT., 1987).

TpaneuienogibHa chopma yepena, 3yMOBIieHa NepeavyacHNM 3apoLLeHHAM
LWBIB 3i 30epeXXeHHsAM nepenHbLoro TiM'siuka, € OAHUM 3 MPOBIOHUX AiarHOCTUY-
HUX cuMnToMiB cuHapomy EHTnes-bikcnepa. YepenHo-nuubosi gucmopdii npea-
CTaBneHi y BUIMA4i BUMYKOro 4ona, piskoi rinonnasii cepeaHboi YacTUHN 06-
nnyy4, rinonnasii o9HWUb, ek3odTanbMy, ManeHbKoro Hoca 3 BUBEPHYTUMMU
BRepea Hisgpsmu, MikpocTomii. pyrm kapguHanbHUM AiarHOCTUYHUM MPOSIBOM
cuHgpomy EHTnes-bikcnepa BBaXalTb ypaxkeHHsi ckeneTta. BigsHadatoTbea
KOpOTKa rpyaHa KriiTka, CAHOCTO3M KiCTOK 3amn’siCTKa, CKpUBNEHHS1 aB0 BHYTpILL-
HbOYTPOBHI NepesioMn CTErHOBMX KiCTOK. IMOCTIMHOK 03HAKOK CUHOPOMY € nrie-
yonpomeHeBun cnHoctos (I.L. Jlastok n coasT., 1991; A. Schinzel et al., 1983;
E. Robert et al., 1984).

YepenHo-nmuboBi ancmopdii, 06MeXXeHHs pyXnmMBOCTI NMIKTbOBOro cyrnoba
CroCTepiralnTbCa TakoX Npu CMHAPOMI rinonnasii cterHa — He3BMYanHoro o6-
nnyysa. OgHak ong oCTaHHbOro, Ha BigMiHY Big cuHgpomy EHTnes-bikcnepa
XapakTepHi MOHrOMNOIAHWI PO3pPi3 OYHUX LLINIMH, KOPOTKUI HiC 3 rinonnas3oBaHun-
MU Kpuiamu, OBrvi inbTp, TOHKA BEpXHSA ryba, BUCOKA YacToTa PO3KONNHU
niaHebiHHSA i BigCyTHICTb KpaHiocTeHo3y (R.P. Lampert, 1980). CuHgpom EHT-
nes-bikcnepa ycnagkoByeTbCsl 3@ aBTOCOMHO-PELECUMBHUM, @ CUHOPOM Tino-
nnasii cterHa Ta He3BMYaNHOro O6NUYYS — aBTOCOMHO-AOMIHAHTHUM TUMOM.
CuHpgpom EHTnes-bikcnepa BigpisHAETLCA Big KPAHIOCTEHOTUYHUX DOPM KaM-
nomenii 060B’sI3KOBOK HASsIBHICTIO Y XBOPUX Mi€4YONPOMEHEBOIO CMHOCTO3Y
(F.N. Nastok n coart., 1991).

“TpukyTHE” 06NNYYa i pu3oMenivYHMi TUN MiKpoMenii € NaTOrHOMOHIYHUMM
ansa cungpomy Cinbeepa-Paccena. Po3BuTOK nepeayacHoro ctateBoro 4o3pi-
BaHHSA Mae BuUpilanbHe 3HA4YeHHS B AiarHOCTULi JAaHOro CUMHOPOMY
(rm. 1.1.1.3.1.7).

PoskonuHa nigHebiHHS , MIKpOreHisl y NOeAHaHHI 3 BUPaXXEHUM PO3LUNPEH-
HAM MeTadisiB OBrMX TpybYacTMX KiCTOK CBigUMTbL Npo cMHAapoM BanceHbaxe-
pa-Lisarimionnepa (.. Jlastok n coasT., 1983).
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lNneppyxnusicTb cyrnobiB Ao3Bonse Bigpi3HUTM cuHapomu 179+ i napce-
HOMNOAiIGHNIA 3 pU3OMENIYHMM YKOPOYEHHAM KiHUiBOK. Mpn cuHapomi 17q+ y xBo-
pUX cnocTepirarnTbCa AOCUTb XapaKkTepHi YepenHOo-NULUbLOBI ANCMOpPMIi: BUMYK-
ne 4orno, 3anari CKpOHEBI AiNsHKX Yepena, rinepTenopnamM O4YHUX S0myK, aHTu-
MOHFOSOIAHMIA PO3Pi3 OYHUX LLINWH, M0CcKa CAMHKA HOCA, LUMPOKMIA POT 3 TOHKOHD
BEPXHbBOIO ryboto, B1Ucoke niaHebiHHA abo roro poskonuHa. [Jocutb 4acTo 3yc-
TpivalTbCsa BOPOHKONOAIGHaA rpyaHa KniTka, noni-, CUHOaKTUNIsA, Bagn po3BuT-
Ky cepus, Mo3ky i Hupok (I".W. Jlastok n coast., 1991; A. Caine et al., 1989).

Y XBopwux i3 napceHonogibHMmM cMHapPoOMOM Big3HavarTbes “Groauenonio-
He” 06nnyYs, By3bka rpyaHa Knitka i3 KinbonogioHow gedopmMalieto, rinoToHis
ckenetHux m’'sa3iB (C.E. Anderson et al., 1982).

OundepeHuianbHa giarHOCTMKa 3aXBOPHOBaHb, MPpU SIKMX BigMiYalOTbCSA pu-
30MeriyHe YKOPOYEeHHS KiHLIBOK y MOEAHAHHI 3 KOPOTKMMU pebpamu abo npu-
pPOOXXEeHNM CKPUBIIEHHSM KiHLUIBOK, npeacTaBfieHa Yy BignoBiAHMX po3finax
(1.2.21.2; 1.2.2.1.3)

MMi3Hi, nicns 2—3-niTHBOro BiKY, NPOSIBM YKOPOYEHHS KiHLiBOK pU30OMENiYHO-
ro Xxapakrepy cnocrtepiratoTbCsa npu rinoxoHaponnasii, ncesgoaxoHaponnasii,
CMOHANITOEHXOHOPOAMCNNASIT, TOYKOBMX enichizapHuX gucnnasisx, angepen-
LianbHa giarHOCTUKa SKMX 3areXuTb Bif HasiBHOCTI Y XBOPUX YpaXKeHb LLKIpW.

BigcyTHIiCTb AncnnacTM4HNX i ACTPOMIYHUX YparkeHb LLKIpW Bigpi3HAE rino-
XOHApPONMagsito, NceB4oaxoHAPOnasito, CNOHAMNOEHXOHAPOANCNNASII0 Bif TOY-
KoBUX enichizapHUX gucnnasin.

XBOpi 3 rinoxoHgponnasieto i NnceBgoaxoHaponasieto, Sk npasuno, Hapo-
DKyoTbCsl 6€3 03HaK 3axBoptoBaHHS. KniHibHI NposBM CTatoTb MOMITHUMU TifbKN
Ha 3—4-My poui XnTTa. DeHOTMMNOBO NCEBAOAXOHAPOMNA3ia Ha BigMIHY Big rino-
XoHOponnasii XxapakTepusyeTbCsl BUCOKOK YaCTOTOK MpubK Pi3HOT nokanisauir i
kapgionarii. OCHOBHUMU AudepeHLUianbHO-4iarHOCTUYHUMKN O3HaKaMn OaHUX
3axBOpPKOBaHb € PEeHTreHonorivyHi gaxi. [ns ncesgoaxoHaponnagsii, ska Hane-
XWUTb A0 rpynu enicpisapHmnx gucnnasin, naTorHOMOHIYHUMU € CBOEPIAHI Aedbek-
TV NonepekoBmnx XpebuiB B AinaHUi anodizapHMX KyTiB (LeHTpanbHa YyacTuHa
xpebuiB Haragye A3b06), WO cnocTepiralnTbesa y XBOpux Ao 8—9 pokiB, OKpyrni
enidian AOoBrMx TpybyacTux KiCTOK B AinsHKax KOMNiHHMX cyrnobis i3 nepude-
PUYHOO BOTHMLLEBOI Be3nagHor ocudikauieto, HepPiBHI KOHTYpU, HiGK nigpyo-
NEeHnxX No Kpasix, meTtadisdiB 4OBrMX TpybGUaCTUX KiCTOK, 3BYXXKEHHSI NPOKCHMMasib-
HUX KiHUiB Il i V M’ACTKOBMX KICTOK.

Ana rinoxongponnasii, sika siBnsie coboto dizapHy AUCnnasito, XxapakTepHi
Jesike YKOPOYEHHS | CTOBLLEHHSA OOBrMX TpyG4yacTux KiCTOK, kBagpaTHa dpopmMa
enigisis (ocobnueo enigiza BENIMKOrOMISfIKOBOI KiCTKM), YKOPOYEHHS JiKTbOBOI
KICTKM B OiNsHLi NpOMeHe3an’sicTKOBOro cyrnoba, metadis kol BUTATHYTUN |
3arocTpeHnin ybik NpoOMeHeBOI KiCTKM, BUNMHYTUIA WnnonogibHnin BigpocToK Npo-
MeHEeBOI KiCTKW. Tun cnagkyBaHHSA nceBgoaxoHApornnasii — aBTOCOMHO-A0Mi-
HaHTHWUI | aBTOCOMHO-PELLECUBHUIA, a MiNOXOHAPOoNSasii — aBTOCOMHO-AOMIHaH-
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THUM (M.B. BonkoB Ta cniaBT., 1982; R.K. Beals, 1969; P. Maroteaux, 1979;
P. Maroteaux, P. Falzon, 1988; W. Lanz, 1989; U. Ramaswami et al., 1999).

CnoHOnNoeHXoHAPOAMCNNA3IS BiAPI3HAETLCA HASBHICTIO Y XBOPUX €HXOH-
aponoaibHoro ypaxkeHHs nnockux i Tpyéyactux kictok (H. Mengeret al., 1989).Ek-
ToAepmMarnbHi aHoManii — ixTio30MopdoHi 3MiHWM LLIKipW, Ti noprucTa NOBEPXHS (CUM-
NTOM “rIMMOHHOI Kipki”), pigke, ax Ao anoneuyii, )XOPCTKe BOIOCCS, CXMITbHICTb
00 PO3BUTKY KaTapakTu JO3BOMSOTb KMNiHIYHO BiAMEXYyBaTW TOYKOBI enidpizapHi
ancnnasii KoHpagi-XtoHepmaHnHa i WnpaHrepa. MNMpn gaHux 3axBoproBaHHAX
Bi43Ha4YalTbCA NOMipHe BifCTaBaHHA 3pOCTaHHSA AOBXWHW Tina, NSIOCKUK
npoinb 06nmyYs, 3anane nepeHicca, aHTUMOHIONOIAHWI PO3Pi3 OYHMX LLINWH.
[MaToOrHOMOHIYHUM CMMNTOMOM TOYKOBUX enichisapHUX AMCNnasii € HagBHICTb
TOYKOBUX KanbUudikaTiB B OiNsgHLUi XpALLOBMX 3aknagok enigisis TpybyacTunx
KicTok, pebep, xpebuiB, NonaTok, rpyAHUHKU, Kpyn KnyBoBMX KICTOK TOLLO.

ToukoBa enigpizapHa gucnnasia KoHpagi-XtoHepmMaHHa Biapi3HAETbLCH aB-
TOCOMHO-A0MIHAHTHUM TUMNOM CMaAKyBaHHS, aCUMETPUYHICTIO YPaXKEHHS KICTOK,
NMOMIpHOI PO3yMOBOIO BiACTanicTio XxBopux, a LLnpaHrepa — aBTocoMHO-peLie-
CVYBHUM TUMOM CNagKyBaHHS | HASBHICTIO Y XBOPUX BUPaXXEHOT pO3yMOBOI BiACTa-
nocrti (I'.b. Makcygos, 1980; U.I". NaryHoBa, 1989; R. Happle, 1981; P. Fontera
Izquierdo et al., 1985).

PusomeniyHe yKOpO4YeHHS KiHLIBOK, sike gobpe posnidHaeTbes y 1,5-2-
NiITHBOMY BiLli, CNOCTEpIraeTbCsi TakoX Npu XxBopobi KHicTa, sika xapakTepusyeTb-
CS 3MIHOIO TUMIB ANCNPONOPLINHOCTI — 3 MEPEBAXXHOI0 YKOPOYEHHS KiHLIBOK Ha
nepeBaXKHe yKopoyeHHs Tynyba (rm. 1.2.1.1).

1.2.2.2.2. JUOEPEHUIANBHA OIATHOCTUKA NMPU ME3OMENIYHOMY TuUrl
YKOPOYEHHA KIHUIBOK

Me3somenivyHe yKOPOUYEHHS KiHLIBOK € XapakTepHUM 4151 Me3oMeniYHNX Anc-
nnasin PobiHoea, BepHepa, HiseprenbTta, JlaHrepa, PeriHxapgra-ldandde-
pa, BinpemaHHa-LUnpaHrepa, gucxoHapocTteosdy (cuHapomy Jlepi-Berins), opo-
dauio-guritansHoro cungpomy IV tuny, cuHgpomis XeppmaHa-flaga, Naypi,
XoHgpoancTpodii MaeBcbkoro, bpaximesomenii i ypaeHHA HUPOK, XOHOPOeK-
ToAepmarnbHoi ancnnasii Ennica BaH Kpesenbaa, akpouedanononicuHaakTunii
Il Tuny (Cakari), dauio-kapgiomenivyHoi gucnnagii (cxema 24). MNpakTuyHo yci
nepepaxoBaHi 3axXBOPIOBaHHS, OKPIM ANCXOHAPOCTEO3Y, KOTPUIN BUSBISETLCS
y CTapLuomy BiLi, MOXyTb BYTU AiarHOCTOBaHi B nepiod HOBOHapOOXKEHOCTI.

Xapaktep YyepenHo-nuuboBuxX 3MiH, aHoManii po3BUTKY nanbLiB i peHTre-
HOJOTiYHi 03HaKM ypaXKeHHs KICTOK BU3Ha4atoTb NpoLec aAndepeHuiansHoi giar-
HOCTUKM NPU paHHIX NposiBax Me3oMesiiYHOro YKOPOYEHHS KiHLiBOK.

O6nunyus “nnoga”, Wo xapaKkTepmnayeTbcs Makpouedanieto 3 BUMYKINM YO-
oM, rinepTenopmaMomM OYHUX AGMYK, MarieHbKUM HOCOM 3 BUBEPHYTUMMW Bre-
pen Hisgpamu, “pnb’suum” poToMm, rinepnnasieto AceH, i BupaxeHa rinonnasis
cTaTeBMX OpraHiB 403BONAOTh BiApPi3HUTU cuHapom PobiHoea. BucokogiarHoc-
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TUYHMMUK O3HaKaMM JAHOrO CUHAPOMY € BUBUX FOJSTOBKM NPOMEHEBOI KiCTKW, Tino-
nnasis gucranbHOI TPETUHU NiKTbOBOI KICTKW, 3aKPUTi CIMHHOMOS3KOBI rPuXi, Ha-
niexpebui (J.J. Kaitila et al., 1975; P. Petit et al., 1980). Cnig Big3HaunTu, wWwo
cuHgpom PobiHoBa Moxe BMABNATUCA W 6€3 Me30MENIYHOro YKOPOYEHHS
KiHLiBOK.

Tun cnagkyBaHHSA CMHAPOMY — aBTOCOMHO-A0MiHaHTHWUIA (M.D. Bain et al.,
1986).

Makpouedanis i Bunykne 4omno xapakrepHi TakoX Ans Me3omenivyHol gucn-
nasii BinemaHnHa-LWnpaHrepa, BigMiTHAMKU prcaMm SKOi € napuianbHUA rinoTpu-
X03 Ha BONOCUCTIN YaCTWHI ronoswu, rinonnasia guctanbHOl TPETUHU Marnoromi-
NKOBOI KiCTKM, CMMOLLEHHS | CKpUBNEHHA AdiaduisiB KICTOK nepeannivyyg Ta mano-
rominkoBoi KicTku (A.l. BepexHbin n coasT., 1991).

lMepenyacHe 3akpuUTTA LWBIB Yepena crocTepiraeTbCca Npu cuHApomax Xep-
pmaHa-Jlaga, Jlaypi i 6paximesomenii 3 ypakeHHAM HUPOK. [Npn gaHmx cuHgpo-
MaX MHOXWHHE nepeayvacHe 3akpuTT4 LWBIB Yepena MoXxe Npu3BoanTu 4o dop-
MyBaHHS akpouedanii.

Mpn cuHapowmi Jlaypi nepegyacHe 3akpuTTd LWBIB Yepena NoeqHYETbCS 3
annasielo ManoroMifikoBUX KiCTOK, EKBIHO-BapyCHOI MO3MLE CTOM i KpUNTOp-
Xi3MOM.

CwnHpgpom XeppmaHa-laga BigpisHAeTbCA NOegHAHHSIM CUHOCTO3Y BCiX KiCTOK
yepena 3 a- abo rinonnasieto ManoroMisikoBoi, NPoOMeHeBOI KicTok, 1V, V nanbuis
kncten, lll, IV nansuis cton i 3aTpuMKor po3yMmoBoro po3suTky (.. J1astok u
coaBT., 1983).

Y XBOpUX i3 CMHAPOMOM Bpaxime3omMenii 3 ypaXKeHHsIM HUPOK BigMIYaTbCs
3anarne nepeHiccs, KOPOTKi OYHI LWiNMHWN, MIKPOrHaTis, pO3BUTOK KaTapaKkTy i
BMHUKHEHHST 3 NEPLUNX OHIB XWUTTA HUMPKOBOI HEAOCTATHOCTI, sika 3yMOBIieHa
KictosHoto aucnnasieto HMpok (L.O. Langer et al., 1983). CuHgpom XeppmaHa-
INapa ycnagkoByeTbCA 3@ aBTOCOMHO-AOMIHAHTHUM, cuHapomu Jlaypi i 6paxi-
Me3omernii 3 ypaeHHAM HUPOK — aBTOCOMHO-PELIECUBHUM TUMaMMU.

MoegHaHHsA YepenHo-NMLUBbOBMX ANCMOPQIn i rinonnasii nansbuiB € xapak-
TEpHUM TakoX Ang dauio-kapaiomeniyHol aucnnagsii. YepenHo-nvuboBi auc-
Mopdii npeacTaBneHi y BUrNa4i rinepTenopmnamy OYHUX S06MyK, MIKPOCTOMIT,
MiKpornocii, a aHomarnii nansuis — y BUrna4i rinonnasii | nanbus KUCTewn, KniHo-
paktunii. OgHieo 3 OCHOBHUX QiarHOCTUYHMX 03HaK doaLlio-kapaioMeniyHol guc-
nnagsii € Tsbkka npupomkeHa Baga cepus. CMHOpOM, iMOBIPHO, 3B’SiI3aHUI 3 aB-
ToCcOoMHoO-peLecrBHUM reHom (C.U. Kosnosa u coaBsrt., 1987).

lMoegHaHHs YepenHo-nMuUboBUX AUcMopdil | NoNigakTunil € NaTOrHOMOHIY-
HUM ansa akpouedanononicungaktunii [l Tuny, mesomeniyHol aucnnasii Bep-
Hepa, opo-dauio-guritanbHoro cuHapomy IV Tuny, xoHapoauctpodii Maescb-
Koro, xoHapoekTogepmMarsnbHol agucnnasii Ennica BaH Kpesenbaa.

Akpouedanis, rinoTprxo3 BONOCUCTOT YaCTUHU rONoBY Malixe 00 anonew;i,
nonicMHAAaKTUAIsA, rinonnasis BENMKOroMifikoBUX KiCTOK, rinoreHitaniam — 4ocuTb
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cneungivHnin cCMMNTOMOKOMIEKC, WO A03BOMLA€ BiApPi3HUTM akpouedanono-
nicungaktunito 1l Tuny (N. Sakati et al., 1971).

Mpwn akpouedanononicnHaakTunisx KapneHtepa i Hoaka He 3ycTpivyaeTbca
YKOPOYEHHS cepeHix BiaainiB KiHLiBOK.

Mpun mesomeniyvHii gucnnasii BepHepa 1 opo-gauio-guritanbHOMY CUHA-
pomi IV Tuny crnocTtepiraeTbcs i30NbOBaHE YKOPOYEHHS FOMIMOK, 3yMOBIEHe
rinonnasieto BENMKOroMinKoBOI KiCTKkM, 6e3 ykopodeHHs nepeannid. OgHak ans
Me3omeniyHol Ancnnagsii BepHepa xapakTepHi npeakcianbHa nonigaktusiis, rino-
nnasis | nanbus KACTEN i KOMIHHOI Yalleykn, a ans opo-gauio-auriTanbHOro
cungpomy IV Tmny — noctakciansHa nonigakTunis, ekBiHoBapycHa no3uuia cton,
nobynsuia a3uka i rnyxoTta. MesomeniyHa gucnnasisa BepHepa ycnagkoByeTb-
CS 3a aBTOCOMHO-OOMiHAHTHUM, a opo-gaLio-auriTanbHUA CUHOPOM — aBToO-
COMHo-peuecusHuM Tunom (A.N. BepexHbin n coasT., 1991; J.J. Kaitila n co-
aBT., 1975; N.C. Nevin, P.S. Thomas, 1989).

MoenHaHHA nonigakTunii | KOPOTKMX pebep A03BONSE BUAINUTI 3 4aHOI rpynin
3axBopoBaHb XxoHApoAUCTpodiito MaeBCbKOro i XoHApoeKkToAepMarbHy AUCH-
nasito Ennica BaH Kpesenbaa (rm. 1.2.2.1.2).

MesomeniyHnm auncnnasiam PeriHxaparta-lNdanddepa, Nanrepa, Hisep-
renbTa He BNacTuBi YepenHo-nNnuboBi gucmMopdil 1 aHoManii po3BMTKy NanbLiB.

Mpun mesomeniyvHi gucnnasii PenHxapara-ldanddepa BnaBnaetTsca no-
MipHa 3aTpuMKa poCTy, y Tol Yac, gk oopmu JlaHrepa i HiBeprenbTa xapakre-
pPU3YOTbCS KaprnKOBICTIO. Y XBOPUX i3 Me3oMeniyHow ancnnasieto PenHxapa-
Ta-lNdanddepa cnocrepiraloTbCA YKOPOUEHHS NiIKTbOBOI | MIPOMEHEBOI KICTOK Y
AncTanbHOMY Bifdini, CTOBLUEHHS i CKPMBIIEHHS MPOMEHEBOI KiCTKW, AUCTanb-
HWI BiOAIN SKOI 3MILLLEHWNI Ha NIKTLOBY KICTKY, (hOpMYyHOYM aHOManbHNn NpoMe-
He3an'siCTKOBWUIA Cyrrnob; yKOpoYeHHa i Aedhopmalisa npokcMmanbHUX BigAinis
MarorominKoBOi KiCTKW.

Mpn me3omenivHin gucnnagii flaHrepa Big3HavatoTbCa rinonnasis gucranb-
HOT YaCTUHM MIKTbOBOI KICTKW, CTOBLLEHHS | CKPMBIIEHHSI NPOMEHEBOI KIiCTKMW, TiNo-
nrasis NpokcuManbHUX BigAiniB Mano- i BENMKOroMIfIKOBMX KICTOK iHOAI B MNo-
€0HaHHiI 3 rinonnasielo HKHBOI Lenenu.

Y XBOpuX i3 Me3oMenivyHo ancnnasieto HiseprenbTa Ha BigMiHY Bif iHLINX
dhopm Me3oMernivYHUX Ancnnasin, BU3HaYaTbCA XapaKTepHi KiCTKOBI BUCTYMK
Ha BiYHMX NOBEPXHAX FOMINKM i Nnepeannivyys, 3yMoBreHi pombonoaibHmM cToB-
LLEHHSAM CepeHixX CErMeHTIB AOBIMX TPyO4acTux KiCTOK.

MesomeniyHi gucnnasii PenHxaparta-MNdanddepa i HiBeprensTa xapakTe-
pU3ytoTbCs aBTOCOMHO-AOMIHAHTHUM, a Me3omMmeniyHa aucnnasis JlaHrepa —
aBTOCOMHO-peLecMBHUM Tunom cnagkyBaHHs (O.H. Hess et al., 1978; J. Kunze,
T.Klemm, 1980; R. Wynne-Davies, 1986).

MposiBM y LWKiINbHOMY BiLii ME30OMESTIIYHOIO YKOPOYEHHST BEPXHIX i HMXKHIX
KiHLIBOK B MO€AHaHHI 3 ABOCTOPOHHLO AedopmMalieto MagenyHra, cnpuimHe-
HOI 3MiLLLEHHAM Y TUMbHY CTOPOHY AMCTarnbHOrO KiHUS JiKTbOBOI KiCTKW, € O0-
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CUTb cneynivHMM ansa gucxoHapocteoay. [pn peHTreHoNoriYHOMY JOCHIIKEHHI
BUSBMSAIOTb YKOPOYEHHS!, CKPUBIIEHHS | CKPYYEHICTb 3a BiCCHO NPOMEHEBOIT KICTKM.
Twun cnagkyBaHHA CMHAPOMY — aBTOCOMHO-AOMIHAHTHUNA.

lMoeHaHHS KMiHIYHOT KapTUHM OUCXOHAPOCTE03Y 3 POPMYBaHHAM KOHYCO-
noaibHnx enidgisie Ta iHBariHauieto MeTaduisiB y ANCTaNbHUX KiHUSAX NpOMeEHe-
BMX KiCTOK BBaXkatoTb caMoCTiiHUM cuHgpomom (S. Fasanelli et al., 1983).

1.2.2.2.3. JUPEPEHLUIAJIbHA OIATHOCTUKA NPU AKPOME3OMENIYHOMY TUNI
YKOPOYEHHSA KIHLUIBOK

Akpome3somMeniyHe YKOPOYEHHS KiHLIIBOK — XapakTepHa 03Haka akpome3so-
MeniyHnx gucnnasin pebe i XaHTepa-TomncoHa. BigMiHHUMK pucamu akpo-
Me30oMeniyHoi gucnnasii F'pebe € MHOXWHHI BUBUXM NPOMEHe3amn sCTKOBMX,
NIKTBOBMX, KYNbLUOBUX, KOJIHHNX, FOMINIKOBO-CTOMHMX CYyrinobiB, acMMeTpu4Hum
CMHOCTO3 KapnasibHUX KICTOK, NepeBaXkHe YKOPOYEHHS MiKTbOBOT KICTKM, BUCOKA
YacToTa aHoMani po3BUTKY nanbuUiB y BUrNaai annasii abo nonigaktunii.

Mpn akpomesomenivHin gucnnasii XaHTepa-ToMNcoHa cnocTepiraTbcs
36inbleHe Ynucro KapnanbHUX KiCTOK (ABi KICTKM Ha Micui rornoB4acTorl),
Bi4MOBIAHICTb YKOPOYEHHS NIKTbOBOI | MPOMEHEBOI KiCTOK, BiACYTHICTb LLUMIIOMNO-
AibHoro BigpocTka. [laHi cMHaOpOMM 3B’si3aHi 3 aBTOCOMHO-PELECUBHMM TEHOM
(D. Kumar et al., 1984; L.O. Langer et al., 1989).

AKpome3omMeniyHe YKOPOUEHHS NepeBaXKHO BEPXHIX KIHLIBOK y MOEAHaHHI 3
KidboCkomnio3oM € caMOCTIMHUM CMHAPOMOM, SIKUA YCNagKoBYETHCHA 3@ aBTOCOM-
Ho-peuecrBHUM TUnom (P. Stichelbout et al., 1984).

YKOPOYEHHS KiHLIBOK 3a paxyHOK ANCTarnbHUX Big4iniB cnoctepiraeTbCcs npu
akpoam3ocTosi. [Ins XBopux 3 AaHUM CUMHOPOMOM XapakTepHi 6paxiuedanis,
ManeHbKUIi HiC 3 BUBEPHYTUMU Hi3OpsMUM i 3anasnuMm nepeHiccam, MikporHarisi,
nporHarTis. [Mpn peHTreHoNoriYHOMY OOCHIIKEeHHI BUSBNAKOTbL FiNepoCcTo3 KiICTOK
yepena, gedopmadii NNevYoBmx, NPOMEHEBUX, JIKTLOBUX KICTOK. [1aTOrHOMOHI-
YHMMW € PO3yMOBa BiACTanNICTb i rinoroHaan3am. Tun cnagkyBaHHS akpoam3oc-
TO3y — aBTOCOMHO-AOMIHAHTHWUIA i aBTocoMHO-peLecuBHuli (C.N. Kosnosa u
coaBT., 1987; E.A. BeHukoBa Ta cnisaBsT., 1993).

Akpomeris xapakTepHa TakoX AN CUHAPOMY rpybux puc obnmyys, rino-
nnasii gucTanbHMX BiAAiNiB KiHLiBOK, CTOBLLEHHS AONOHHUX rPebeHiB, CTEHO3Y
ypeTpu (T.Y. Kagalwala et al., 1988).
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1.3. AUGEPEHUIANIbHA OIATHOCTUKA MNMPU 3ATPUMLI
3POCTAHHA AOBXWHU TIHA, LLO CYNPOBOOXYETbLCA
FNEPPYXJIMUBICTIO CYINOBIB

HiarHoCTMYHMMK O3HaKaMU rineppyxnmMBoCTi CcyrnobiB BBaXaloTb NacuBHE
nepepo3rnHaHHa V m’sictkoBo-thanaHrosoro cyrnoba 6inbLw Hix Ha 90°, nacmBe-
He NpuBeAEeHHSA BENWKOro nanbusa KACTI 40 3rMHanbHOI CTOPOHW Nepeannivys,
nepepo3rmHaHHA NiKTbOBUX i KONiHHMX cyrnobie Ginbw Hixk Ha 10° (M. OHgpa-
LMK 1 coaBT., 1986).

Cepepf, 3axBOplOBaHb, AN SKUX MATOFHOMOHIYHMMW BBaXakTb 3aTPUMKY
3pOCTaHHS JOBXWHW Tina i rineppyxnueicTb CyrnobiB, HanyacTilwe 3ycTpiYaeTb-
cqa cuHgpom Enepca-Aannoca VIl Tuny, B OCHOBI SIKOro NeXxuTb gediunT npoko-
nareH-nenTngasn. Y XBopux 3 JaHUM CUHOPOMOM CMOCTepiraloTbCs YepenHo-
nnuboBi gucmopdii (yTUCHEHa cepeaHs YacTuHa obnuyys, rinepTenopuam ou-
HUX ABNyK, enikaHT), MOMipHa FiNeppoO3TAXKHICTb LWKIPU, CXUMbHICTb A0
remopari4yHoro CMHAPOMY i MHOXMHHI BUBMXM Benukux cyrnobis (FO.N. bapalu-
HeB K coarT., 1988; B.M. [lensarnH n coasT., 1988; P. Beighton et al., 1983).

3aTprmKka 3poCTaHHA OOBXMHM Tina, rineppyxnmeicTb cyrnobis, rineppos-
TSDKHICTb LLKIPU XapaKTepHi Takox Ansa cuHgpomy, onucadoro J.M. Cantu (1982).
BigmiTHMMUK 1ioro ocobnmBocTaMU € MakpoLedanis i3 BUNyKNuM 4YOorom, ek3od-
TanbMm, LWMPOKi pebpa, TOHKI TPyBYaCTi KICTKW1, ManeHbKi Tina xpebuis, HopMarbHa
aKTMBHICTb MpoKonareH-nenTuaasn.

3aTpumMka pocTy, MHOXMHHI BUBMXU, MOMipHa nponopuiriHa 6paximenis, “yB-
irHyTMin” Npodinb 06nn4ya eHoTMNoBO 36nMXKyTb cuHapomu Enepca-fan-
noca i JNlapceHa. OgHak npu cuHgpomi JlapceHa y XxBOpux CnoctepiraoTbes
MHOXWHHI, IK NPaBWno, NPUPOMAXKEHI BUBUXU, LUUNIHAPUYHOI bopMu nanbLi 3
PO3LUMPEHHAM ANCTanbHUX doanaxr | nanbyis, 3MilLleHHSA ynepes BeNMKOroMmin-
KOBOI KIiCTKM BiHOCHO CTEHOBOI, YKOPOYEHHS KICTOK 3ar’acTka, CrSIOLWEeHHS Tin
LWUMAHUX XpeObLiB, HE3MUKaHHS IXHIX OYXKOK | BIACYTHICTb riNeppo3TsKHOCTI LLKipK
Ta remopariyHoro cuHgpomy. Cungpom Enepca-axnoca VIl Tuny ycnagkoByeTb-
Cs 32 ayTOCOMHO-peLieCnBHMM, a CMHAPOM JlapceHa — aBTOCOMHO-peLiecuB-
HUM i aBTOCOMHO-gOMiHAHTHUM Tunamm (O.I. dunsHckas n coasT., 1991; F.
Renaulf et al., 1982; E.A. Kiel et al., 1983).

MoegHaHHa cumnToMaTuku cuHapoMmy JlapceHa i rinonnasii nerexi Bugine-
HO B camocCTiiHMI napceHonoaibHui cuHapom (H. Chen et al., 1982).

Y XBOPUX i3 NPONOPLINHUM HaHI3MOM FiNeppyxXnuBiCTb CyrnobiB TAKOX MOXe
crnocTepiratuca npu cMHapomi PyGiHwTernHa-Tenbi, akuii BigpisHAETbLCS CBOE-
PiAHUMUN YepPENHO-NNLBOBMMIN OMCMOPAISMN — 0BNMYYSaM “yCMiXHEHOT noamn-
HW” | po3wmpeHMmn guctanbHumn oanadramu | nansuis (rn. 1.1.1.3.1.2); cuk-
apomax KodpcpiHa-Cipica, KoddiHa-Jloypi, Ansa akux natorHOMOHIMHUMY € rpyOi
pucy 06nmyys (rm. 1.1.1.3.1.5); cuHgpomi Awapa, Wwo Mae xapakTepHi NposiBun y
Burnagi apaxdogaktunii (rn. 1.1.1.3.2.3); cuHapomi Aapckora, npu SkoMy Cnoc-
TepiraloTbcsa Makpouedanis i wanbonogioHa kanutka (rn. 1.1.2.2.1.1.1).
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lneppyxnuBicTb cyrnobiB y XBopux i3 AMCNPONOPLiNHAM HaHi3MOM, 3yMOB-
NEeHNM NepeBaXXHUM YKOPOYEHHSIM KiHLBOK, BUSIBNSIETLCS NpY CUHAPOMAX Ha-
Hi3My, po3xuTaHoCTi cyrnobis, 3aTpumui po3BuTKy; 17q+, Aki Bigpi3HAIOTLCA
PU3OMENIYHUM TUMOM YKOPOYEHHS KiHUIBOK (rn. 1.2.2.2.1); npu giactpodiyHin,
KaMnomeniyHin agncnnasiax, ona skux xapakTepHe NpupoaKeHe CKPUBIEHHS
KiHuiBoK (rn. 1.2.2.1.3); meTagisapHin xoHapoancnnasii Mak-K'tocuka, wo mae
nNposiBM ekToaepmanbeHoi aucnnagii (r. 1.2.2.1.7), a Takox 3ycTpivaeTbCcs npu
cvHapoMi KoxeHa, KoTpui Bigpi3HAETLCA HAsABHICTIO OXUPIHHA (. 4.1.8).

1.4 QUOEPEHLUIAJIbHA OIATHOCTUKA MNMPU 3ATPUMLUI
3POCTAHHA OOBXWHU TINA, WO CYNMPOBOOAXYETbLCA
OBMEXEHHAM PYXJIUBOCTI CYI'N1OBbIB

BuginstoTe npupoaxeHi Ta HabyTi KOHTpakTypu cyrnobis.

1.4.1. ANOGEPEHUIANIbHA AIATHOCTUKA MNMPU 3ATPUMLII 3POCTAHHA
AOBXWHU TINA, LLO CYNPOBOOXYETbCA NPEHATAJIbHUM
®OPMYBAHHAM KOHTPAKTYP CYIrnobIiB

MpupomxkeHe oBMeEXeHHs pyxnMBOCTI CyrnobiB 3ycTpivaeTbca npu bara-
TbOX 3aXBOPHOBAHHSAX, Y TOMY YAUCHI NPaKTUYHO NPU BCiX CTaHax, WO XapakTe-
pU3yOTbCs aHeynnoigieto, geneuieto, gynnikauieto xpomocom (S.D. Reed et al.,
1985). Y 3B’A3Ky 3 LM, XBOPI, sIKi MaloTb NpeHaTarnbHi KOHTPaKTypu cyrnobis,
noTpebyoTb NPOBEAEHHSA UMTOFEHETUYHOIO AOCNIAXEHHS CTaHy KapioTuny.

Y HO30MOriYHI CTPYKTYpi NpeHaTanbHUX KOHTPaKTyp NpoBigHe Micue 3an-
Ma€e NPUPOMKEHUI MHOXUHHUIA apTporpmno3. XBopi 3 NPUPOSKEHNUM MHOXUH-
HUM apTPOrpuUno3oM MarTb JOCUTL CreuMdIYHUA BUTNAA: KIHUIBKW YKOPOYEHI i
CTOHLLUEHI, pyK/ npuBeaeHi Ao Tynyba B no3uujii npoHadii abo BHYTPILLHBOI po-
Tauil, Wo HapoCTae 3BEpPXY BHU3, KUCTi doikCOBaHi B NOSTOXEHHI 3rMHaHHS 3 yrib-
HapHUM NPUBEAEHHSIM, Narbli CTOHLIEHI, a Npun TshkKoMy nepebiry 3axBoproBaH-
HA 3ibpaHi B “KynKy”, Benuki cyrnobu gikcoBaHi yacTille B no3uuil po3rmHaHHS.
XapakTepHi 6€3005iCHICTb KOHTPaKTyp, rinonnasis CKeneTHNX M’a3iB, BiACYTHICTb
nporpenieHTHOCTI Nnepebiry xsopodu (J1.E. Pososckas, I'.M. Tep-Ernsapos, 1973).

Tunn cnagkyBaHHSA NPUPOOXKEHOrO MHOXMHHOIO apTpPOrpnno3y — aBTOCOM-
HO-AOMIHAHTHWIA, aBTOCOMHO-PELIECUBHNIA, X-34eNNeHNn peLleCUBHNIA.

IHWi naTonoriyHi cTaHn, Ana AKX XapakTepHUN CUHOPOM apTporpunosy,
BiOPI3HAOTHLCS Bif MPUPOLXKEHOrO MHOXMHHOIO apTpOrpuno3y BUpaxeHuM CUM-
NTOMaTUYHUM OTOYEHHSIM OCHOBHOMO CMHAPOMY. Tak, rinonnasis nerexi, ska npu-
3BOAWTb OO0 PaHHLOrO feTanbHOro KiHUs, Y NOEAHAHHI 3 MHOXMHHUMW NPUpPO-
DPKEHUMU KOHTPaKTypamMmu, € TUNOBMM CUMITOMOKOMIMIIEKCOM CUHAPOMIB eHbs-
LWokenpa i Hoa-Nakcosoi-MNMoeuwmnnosoi. BigMiHHUMKU pucamu CUHOPOMY
Hos-INakcoBoi-lNoBMLWMIOBOI BBaXalTb BUpPaXeHy Mikpouedanito, rpybi pucu
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o6nuyys, NTepuriyMm, HabpsIK XXMPOBOI MiALLKIPHOT KNITKOBUHMK, iIXTIO3; @ CUHOPO-
My MNeHbsa-LLokenpa — kamnTogakTunito, KIMULLOHOTICTE, aHOMarii po3BUTKY XpebLiB
(D. Lindhout et al., 1985; G. Hagemen et al., 1987; Ph. Moerman et al., 1989).

Makpouedanis i po3wmpeHHs | nanbLiB KUCTER, MNOTOHISA CKENETHUX M’A3iB
[o3BonsoTb BUainuTn cungpom FG (Oniua-Kaeepykia). KapguHanbHMMn o3Ha-
KaMy CUMHAPOMY BBaXarTb 3aTPMMKY PO3YyMOBOIO PO3BUTKY, YEPEmnHO-NNLbOBI
ancmopdii, NopyLLEeHHs ONOPHO-PYXOBOro anapaTta, aTpesito aHyca. YepenHo-
nMUBOoBI AncMopdii XxapakTepusytoTbCs riNepTenopruaMoM O4HUX 961yK, HOCOM,
LLIO0 BMCTYNae, MakpoOCTOMIED, BIOKPUTUM POTOM, MaKpOrfocCielo, TOBCTUMM ryba-
Mu. Cepeq yparkeHb ckeneTa Hanbinbll XapakTepHUMKU € BOPOHKOMNoaibHa ae-
doopmauisi rpyaHol KniTkn, BUPaXKeHWn NonepekoBuiA TIOpAo03, YacTKOBI CUHOAK-
TUnii, KNiHogakTuNiA. ATpesis aHyca, K npaBuno, Mae MeMOpPaHO3HWUIA XapakTep.

Ha Bigminy Big cungpomy TayHca-bpokca, 48 SKoro TakoXK NaTorHOMOHIYHI
KOHTpakTypu cyrnobis, poswmpeHHs | nanbLiB i atpesia aHyca, npu CUHOPOMI
FG He cnocTepiratioTb nepiaypukynsipHMxX BMPOCTIB i npeakcianbHoi nonigak-
Tmnii kncten. CuHgpom FG ycnagkoByeTbCA 3a peLECUMBHUM, 34ENNEHUM 3 X-
XpOMOCOMOH, TayHca-bpokca — aBTOCOMHO-AoMIHaHTHUM Tunamu (.. Jlastok
n coasT., 1983; C.U. Kosnosa n coasT., 1987; M. O’callaghan, J.D. Young, 1990).

MoegHaHHsa TpuroHouedanii i MHOXUHHUX MPUPOAXKEHUX KOHTPaKTyp Cyr-
nob6is [o3BONSE BiAPIBHUTU aBTOCOMHO-OOMIHAHTHUN CUHAPOM apTPOrpunosy
"epmaHHa-Oniua. Opyroto 4iarHOCTUYHOK O3HAKOK CMHAPOMY BBaXkatoTb YKO-
POYEHHST BEPXHIX KIHLIBOK 3@ ME30OMESTIYHNM, a HUXHIX — 32 pU3OMESTIYHUM TH-
nom (J.G. Hall et al., 1982; K. Anyane-Yeboa et al., 1987).

Bucoka cnunHka Hoca, ckolleHe Yyoro, briedapodimos, BENWKi BYLLHI pako-
BWHW, NOCTYMOBUIA PO3BUTOK KaxeKcil i ypaKeHHS HUPOK J03BONSAIOTb BiMeXY-
Batu cuHgpom COFS (rn. 1.1.1.3.1.3.) Big iHWNX 3aXBOPIOBaHb, SIKi XapakTepu-
3yl0TbCA NpeHaTanbHMMMN KOHTpakTypamu cyrnobis. CuHagpom COFS 3a deHo-
TUMNOBUMM O3HaKaMun 6nmn3bknii 4o cnHapomy KokkenHa, ogHak npyu OCTaHHbOMY
BiA3Ha4YaeTbCsA NOCTHATaNbHUI PO3BUTOK KOHTPAKTYyp. Pa3om 3 TuM, Ha OyMKyY
M.A. Patton i cniaBTopiB (1989), cuHgpom COFS saBnsie coboto oamH 3 Bapi-
aHTIB KMiHiYHOro noniMmopdiamy cuHgpomy KokkerHa.

HasiBHiCTb apaxHOogakTunii y XBopux i3 NpUpOKEHO OOMEXEHOID PYXIIMBI-
CTIo cyrnobiB xapakTepHa ons cungpomis Awapa i MapaeHa-Yonkepa. Npu cun-
apowmi Awwapa crnoctepiratoTbcs 6paxiyedanis, BupaxeHa MiKporeHisi, noegHaH-
HS TSXKKOPYXOMOCTI OAHMX CYrfo0iB i3 rineppyxoMiCTHO iHLUMX Ta aBTOCOMHO-A0-
MiHaHTHWIA TUN cnagkyBaHHs. [Npu cungpomi MapaeHa-Yornkepa Bia3Ha4aoTbes
rinepTenopmam o4HMX A6nyk, 3anane nepeHiccsa, 6nedapodimos, MikporHaTis,
BMCOKe NiaHeOiHHS, BiABMCNI WOKK, aMimisi, kibockonios, kinbonoaibHa aedop-
MaLis TpygHoI KNITKWN, BUPaXXeHa FMnOTOHIs ckeneTHux m’'s3iB. Cungpom Mapae-
Ha-Yornkepa ycnagkoByeTbCSA 38 aBTOCOMHO-PELECUBHUM TUMOM.

3 ornsgy Ha Te, Wo ansa xoHapoamcTpodivHoi mioToHiil LBapTua-xamnens,
SK | ans cuHgpomy MapaeHa-Yornkepa, xapakTepHi 6nedapodiMmos, amimis, Kinbo-
nogibHa gedopmalis rpyaHoI KIiTKM, MNOTOHIS CKENETHUX M'A3iB, MHOXWHHI KOH-
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TpakTypu cyrnobiB, aBTOCOMHO-PELIECMBHUIA TUM CNafKyBaHHSA, AesKi aBTOPW BBa-
XalTb 3a HeobxiaHe NpoBeAeHHs1 AndoepeHLianbHOI AiarHOCTUKK, L0 OO3BONSE
po3MexyBaTu gaHi cuHapomMu. BigmiHHUMK pucamun cuHapomy MapaeHa-Yonkepa
€ MOCTYNOBE 3MEHLLUEHHSI 0BMEXEHHS pyXNMBOCTi CyrnobiB B Mipy 30inbLUEHHS BiKy
XBOPOro, a XoHApPOoAUCTpOhivHOI MioToHiIT LLBapTua-[hxamnena — HagBHICTb MiO-
TOHIl, KOTpa 3’ABMNSETHCH 3 NEPLUNX POKIB XUTTA Y BUIMIALI MIOTOHIYHOI peTpakuil
M’A3iB 00nMYYsi, NEPKYCIMHOI MIOTOHIT M's3iB TeHapa, MIOTOHIi Aji, Lo He 3aneXuTb
BiJ, OXONoOKeHHs i piBHA kanito B cuposatui kpoBi (O.E. BriMHHMKOBa M COaBT.,
1987; P. Meinecke et al., 1983; M.A. R. Arrgo et al., 1985; D. Gossage et al., 1987).

[MoenHaHHa apTPOrpmunoO3HOro ypaxeHHs TirlbK1 BEPXHiX KiHLiBOK 3 HENPO-
CEHCOPHOK TMYyXOTOK € CaMOCTIMHUM CUHOPOMOM, AKMA yCnagKOBYETHCS 3a
aBTOCOMHO-AoMiHaHTHUM Tunom (B.B. Konurcmapk, P.. MopnvH, 1980).

Hictarm, noOMyTHIHHSA pOriBKW, KOCOOKICTb, BY3bKWI HiC i3 rinonnasoBaHMMun
Kprnamu, 3ruHanbHi KOHTPAKTYpU NIKTbOBUX, KOMIHHUX CYrnobiB, YKOPOYEHHS
nepegnnivy Ta po3ymoBa BifgcTanicTb ceig4atb nNpo cuHapom MiteHca-Bebepa.
MpunyckaTb, WO OCTaHHIA 3B’A3aHUIN 3 aBTOCOMHO-PeLEeCUBHUM F€HOM
(C. Mietens, C. Weber, 1966).

MpupooKeHi KOHTPaKTYpW CyrnobiB CnocTepiratoTbCA TaKoX NPU psdi iHWKX
NaTonoriYyHNX CTaHiIB, WO PO3rNsAHYTI B nonepeaHix poaainax ( tabn. 1).

Ta6bnuusa 1.

XapakTepucTuka fesikux CMHAPOMIB, MPU AKUX MOXYTb cnocTepiratucs
NPUPOAXEHi KOHTPaKTypu cyrnobis

3axBOPIOBAHHS YpaxeHi cyriaobu
1 .Ilponopuifiauii HaHi3M
1.1 Cuagpom boyena-Konpani KYIIBIIOB1
CHHIPOM OTO-TTANATO-TUTITAhHAN MIPOMEHE3aI ICTKOB1
Cungpowm llenbBerepa BEJIHKI 1 IpiOHI
CHHIPOM MHOXHHHUX NTEPUTiyMiB BEJIMKI 1 ApiOHI

2. JlucniporiopuiitHuii HaHI3M

2.1. TlepeBakHe YKOpPOUCHHS TyJIy0Oa

CHOHIMIOKOCTATBHUM JU30CTO3 MDKXpeO1eBi
Cunnpom Kitinmensi-deiins- [Hnpenresns MDKXpeOIeBi
Cunnpom Kuicra BEJIHKI

2.2. TlepeBakHE YKOPOUCHHSI KiHI[IBOK

A) 3a pH30MEJTIYHUM TUTIOM

AxoHmporuiasis JIIKTHOBI

limoxoHaporuiasis JIKTHOBI

Cunnpom Enties-Bikcnepa MIPOMEHE3aI ICTKOBI, JIIKThOBI, KOJIIHHI
Jiactpodiuna aucnnasis KYJbIIOBI, KOJIIHHI

ToukoBi XOHApOILIA3ii BEJUKi 1 ApiOHi

b) 3a Me30MeTIYHNUM THITOM

Cunnpom Bepnepa MIPOMEHEe3aI ICTKOB1

Cunanpom Jlanrepa JIKTHOBI

Cunnpom Hisepremnsra JIKTHOBI, Mi>k(paIaHTOB1
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1.4.2. AMGEPEHUIANBbHA OIATHOCTUKA MPU 3ATPUMLI 3POCTAHHA
AOBXWHU TIA, LLO CYNMPOBOAXYETbCA HABYTUMMU
KOHTPAKTYPAMMU CYIOBIB

3axBOpIOBaHHS, SIKi XapaKTepunayoTbCA PO3BUTKOM MHOXUHHUX KOHTPAKTYyp
cyrno6iB y nocTHaTanbHWIA Nepio i 3aTpMMKOL0 3pOCTaHHS LOBXWHM Tina, BigpisHsa-
I0TbCA MPOrpeAieHTHICTIO nepebiry | MOXyTb ByTK NpeacTaBneHi ABoma rpynamm
3anexHo Bifg HasiBHOCTI abo BiACYTHOCTI y XBOPUX BUPAXKEHOI BpaxigakTunii.

lMoenHaHHA BUPaXKeHOro YepenHOo-INMLbOBOro AUcMopdiamy 3 06MeXeHHSIM
pyxnmBOCTi cyrnobiB i BiaCyTHICTb BpaxigakTunii cnocTepiraloTbCa nNpu MeTa-
dizapHin xoHgpoaucnnasii AHceHa, xoHapoamcTpodpivHin mioToHil LBapTua-
[bxamnens, kpaHio-kapno-tap3anbHin gucnnasii (cuHgpomi ®pimena-Llengo-
Ha), cuHapomi Bagenaxapi Il Tuny.

MeTadbizapHa xoHgpoaucnnasia AHceHa nerko BigMiTHa Bif iHWMX 3aXBO-
ptoBaHb AaHOI rPynun CBOEPILHOK XOL40K XBOPUX (XBOPI XOASATb Ha 3irHyTMX HO-
rax 3 HaxuneHuMm ynepea Koprnycom) i cneumnivHMMmn YepenHo-nmMLbOBUMMY OUC-
Mopdiamun — BalToBUIN Yepen, LUMPOKE 3anarne nepeHiccs, rinepTenopmam o4-
HUX A61yK, BUCOKE NigHEBIHHS, MiKpOreHisi. Y XBOpuMX BiA3Ha4arTbCs 30ibLUEHI
B 06’emi cyrnobu, nanbui y Burnagi “6apabaHHux nanunyok”, 3By>eHa rpygHa
KniTka, 3BeeHi Bnepe Haannivyg. MNpu peHTreHonorivHoOMy AochigKeHHi pee-
cTpyeTbcs 6ynaBonoaibHe abo muckonodibHe poslwmpeHHs meTadisiB 4OBIMX
TpybyacTux KicTok. XapaktepHa rinepkansuiemis. Tun cnagkyBaHHS XOHOPO-
aucnnasii AHceHa — aBTOCOMHO-AOMiHaHTHuMIA (M.B. BonkoB n coaBT., 1982).

Mnockuin npodink MmackonogidoHoro o6nuyys, 6nedapocnasm, MiKpOCTOMis,
MIKpOreHisi i MiOTOHIf, sika PO3BMBAETLCA OO0 ABOX POKIB XUTTHA, BiOPI3HAOTb
MIOTOHIYHY XoHApoaucTpodito LeapTua-Ixamnens.

BupaxeHa rinoToHis ckenetHUx m’s3iB, ane 6e3 nposiBiB MIOTOHIi, y no-
€0HaHHI 3 KOHTpaKTypamu cyrnobiB i 3aTPMMKOO 3pPOCTaHHS AOBXMHM Tina vac-
TO 3ycTpivatoTbCsa npu mioguctpodii dioweHa, cuHapomi Emepi-Lpendyca.

Y xBopux i3 MiogucTtpodieto [ioweHa cnoctepiraloTbes ncesgorinepTpodis
M’513iB, NEepeBaKHO JIMTKOBUX, BUCOKMI BMICT KpeaTUHIH(pOCOKiHa3m B crupoBaTLi
Kposi; cuHapom Emepi-[pendyca BiapisHAETbCA HASBHICTIO kKapAiomionaTil 3 Mak-
CMMarbHUM YpaXKeHHsIM nepeacepaHvx Ta nepeacepaHo-LUyHOYKOBMX NPOBIAHNX
wnaxis. MNMpu miogucTtpodii [toweHa i cuhgpomi Emepi-Adpeiidyca cnoctepiraetbcst
noMipHa 3aTpyMMKa 3pOCTaHHSA JOBXMHU TiNna.

[nsa mioToHibHOT XoHapoaucTpodil LsapTua-[xamnens Takox cumntoma-
TUYHI KinbonodibHa aedopmMadis rpygHol KniTkK, Kidpockonios, nynkosa, nax-
BWHHI rpwxi, cnabicte aHanbHoro oteopy (R. Wynne-Davies, 1986; U. Eiholzer
et al., 1988; A.E. H. Emery, 1989; J. Goldblatt et al., 1989).

OcobnusocTi 6yaosu 06nmyys, WO HagaTb MOMY BUIMSOYy “CBUCTAYOro 06-
nMY4K”, | MHOXKMHHI KOHTPaKTypu CyrnobiB € NaTOrHOMOHIMHMMM ANs KpaHio-Kapno-
TapsanbHoi gncnnasii (cuHgpomy dpimeHa-LengoHa). Y xsopux cnocTepiratoTbes
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Nrockui Npodpinb amiMiyHOro 06NMYYsA, rinepTenopmnam O4YHMX A6MyK, rMuboKo no-
CapKeHi odi, Tene-, enikaHT, ManeHbKWI Hic i3 rinonnasoBaHMMKN Kpunamm, Mikpoc-
TOMISl, BATArHYTI BNepes SK Npu CBUCTI rybn, MIKpOrmnocisi, MiKporeHis, OinsHKa xu-
POBOI NiALLUKIPHOT KNITKOBMHU MiZ H/XXHBOK ry6oto, ska BUCTYNAE i BiOOKPEMITHOETb-
Ccsl ABOMa BepTUKanbHMMM GOpO3eHKaMy (OiarHOCTUYHO BaXKITMBUA CUMMTOM).
[MaTOrHOMOHIYHMMM BBaXXalOTb CKOMIO3 i BUBMXU KyrbLUOBUX CyrrobiB. BMCOKOIH-
opMaTUBHUMU PEHTIEHONMONYHNMN O3HAKaMK BBaXKalOTb HASIBHICTb NEPETUHKU
nepeaHLOl YepenHol AMKKU, BEPTUKanbHOI OpiEHTaLil TapaHHOI KiICTKM i 3MiLeHHs 1l
nnecHoBoi KicTkn. ¥ 100 % BunagkiB crnoctepiraloTbCA KaMNTOAaKTUNIA 3 yribHap-
HOO AeBiaLjieto nanbLiB KUCTi, eKBIHOBapYyCHa No3uLisi cTor.

deHoTnNoBO NoAibHWMI 4o NposiBiB cuHapomy PpimeHa-LLengoHa cuHgpom
0OMeXeHOoro BiAKPMBaHHSA poTa BigPI3HAETLCA Binbll BUPAXKEHOK AMHAMIKOH
nepebiry, nopyLlweHHAM hnekCopukn (Mpy TUIbHOMY 3rMHaHHI NpoMeHe3an’sic-
TKkoBOro cyrrnoba BigOyBaeTbCs MUMOBINIbHE 3rMHAHHS NanbLuiB, a Npyu AOSNOH-
HOMY — PO3rMHaHHSA) | BiACYTHICTIO €KBIHOBAPYCHOro MOMoXeHHsA cton. CuHa-
pom ®pimeHa-LLengoHa ycnagkoByeTbCA 3@ aBTOCOMHO-AOMIHAHTHUM TUMOM,
ane nNpunyckarTb, WO iCHYIOTb i aBTOCOMHO-peuecuBHi opmu (IM.W. Jlastok n
coaBT., 1983; B. Dallapiccola et al., 1989).

lMoegHaHHS OCHOBHUX AiarHOCTUYHMX O3HaK KpaHio-kapno-tap3anbHoil guc-
nnasii (ManeHbKoro Hoca 3 rinonyasoBaHUMKN KpUamm, enikaHTa, MiKkpoCTOMil,
MHOXWHHUX KOHTPakTyp cyrnobis), ane 6e3 cumntomy BUTArHYTUX ynepeg ryb
BBaXkat0Tb CaMOCTIIHUM CUHOPOMOM. 3BYXXEHHSI 30BHILLHBOrO CIyXOBOro Mpo-
xoay i rinonnasisg MOYOK BYLUHWUX PaKOBWH BipOrigHO BiOMEXOBYHOTb AaHUN CUH-
apom (L. Vaneneia-Simosa et al., 1989).

KamnTtogakTuniq, sik i npy KpaHio-kapno-tap3anbHin gucnnaasii, € ogHiero 3
KapOuHanbHUX 03HaK cuHgpomis 'Bagenaxapi |l Tmny, kamntogakTunii, rinoro-
HaguM3My, KaprnKOBOCTI, BOPOHKONOAiIGHOT rpyAHOT KIiTKWU. XapakTepHi NposiBu
cvHapomy 'Bagenaxapi Il Tuny — mikpouedanisa, mikpodtanbmis, rinepreno-
pu3M o4HMX 16nyK, BOpoHKonogibHa aedopmallia rpygHoi KniTkM, CKonios, auc-
nokavuia CTEerHoBOI KiCTKM, rinonnasia TazoBuX KicTOK. BigMiHHOK 03HaKOK CUH-
apomy N'Bagenaxapi Il Tuny Big cMHApoOMiB KaMATOAAKTUAIT, FiNOroHagu3My, Kap-
NIMKOBOCTI, BOPOHKONOAIGHOT rpyaHOT KNiTKKM BBaXaktTb a- abo rinonnasito
HagkoniHka (J.M. Cantu et al., 1985).

KamnTtogaktunis Moxe cnocrepiraTucs Takox npu cuHgpomax boyeHa-KoH-
pagai, IllapceHa, LlenbBerepa, NonbTya, COFS, MNeHbs-LLokenpa, ane He sk oc-
HOBHWIA NPOSIB J@HUX CUHOPOMIB.

[Mporpecyodi MHOXMHHI KOHTpPaKTypu cyrnobis i BupaxkeHa Gpaxigaktunia
XapakTepHi ana cuHgpomis nneocteosy Jlepi, MNypeTika, Mypa-®enepmana,
JToypi-Byna, MHOXMHHOI enidhizapHoi (xBopobu deriepbaHka) i 0TO-CnoHAMM0-
MeTaenicizapHol gucnnasin.

Mpu nneocteosi Jlepi y XBOpUX CnocTepiratoTbCs MIOCKUA Npodine 06nmyys,
MOHTOSOIOHNIA PO3PI3 OYHUX LUIMMH, XXOPCTKE BOSIOCCS, 3rMHarnbHi KOHTPaKTypu
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BENVKNX | MbkxdpanaHroBmx cyrnobis. Mnevi i nepegnnivysa XBopmx 3Haxo4AaTbCA B
NONOXEHHI NPOHaLi, romifika — 30BHILUHLOT poTavii. MprBegeHHSA CTEroH y HUX
pi3ko obMmexeHe, Lo 3yMOBIOE BUHUKHEHHS LWapKatyol xoaun. [aHi peHTreHo-
NOriYHOro JOCHISKEHHSA CBigYaTh NPO Po3LWMpPeEHHS MeTadisiB, giadisiB Tpydua-
CTUX KiCTOK, Goibpo3 cyrnoboBux kancyn. Ha BigmiHy Big mykononicaxapuaosis
Ans nneocteo3sy Jlepi He xapakTepHi Nporpecytode orpyBiHHA puc 0bnmyys i niasu-
LLieHa eKkckpelis rriko3amiHornikaHie i3 ceveto (J1.0. bagansH n coast., 1980).

CvHpgpom Mypa-®enepmaHa Bigpi3HAETbCS CTOBLLEHHSM LLKIpW Hag, noBep-
XHEeK ypaxeHux cyrnobiB i nporpecytoymm, nodnHarum 3 MikddanaHroBmx cyr-
no6is, po3suTkom KoHTpakTyp (KO.N. bapalwHeB u coaBTt., 1984; W.T. Moore,
D.D. Federman, 1965). NMneocTteo3s Jlepi i cungpom Mypa-PenepmaHa ycnag-
KOBYIOTbCS 3@ ayTOCOMHO-AOMIHAHTHUM TUMOM.

Bonto4icTb KOHTPaKTyp, SKi BUHUKAKOTb Y NepLui MiCALi XXUTTH, € BUCOKOIH-
opMaTMBHO 03HAKOL0, L0 A03BONMSE BUAINUTM 3 AaHOI rpynu cuHapom Mype-
Tika. Y xBopwux i3 cuHapomMom lypeTika BUABNATbCA aTpodisa WKipwn i3 gucce-
6openHnmMun, cknepoaepMoigHUMUN 3MiHAMU, MHOXMHHI Kanbuudikatn B
NIALWKIPHIA XXMPOBIN KMITKOBMHI B AinNgHUi obnuuys i Tynyba, octeonia Tepmi-
HanbHUX hanaHr nanbuis. CMHOPOM yCnagKkoBYETbCHA 3a aBTOCOMHO-peLecuB-
Hum Trnom (KO./. BapaiwHes u coaBT., 1984; S. Puretic et al., 1962).

YpaxeHHs eniisiB Bigpi3Hae MHOXMHHY enicizapHy, OTO-CNOHAMIO-MeTaeni-
disapHy aucnnasii i cuHgpom Jloypi-Byaa Bif iHLWKMX 3axBOptoBaHb AaHOT rpynu.

MHoXnHHa enicizapHa, oTo-cnoHAuNo-meTaenidizapHa aucnnasii i cuHa-
powm Jloypi-Byaa susasnstotecs y 5—10-niTHbOMY BiLji XBOPOro NOpPYLUEHHSIM X04M
3 HACTYMHMM PO3BUTKOM MEPEMIDKHOrO 600 B AiNsAHLi CyrnobiB i BAHMKHEHHAM
TshKKOopyxomMocTi. MHOXUWHHaA enidizapHa ancnnasia Bigpi3HAETbCS HAABHICTHO
cneun@ivHNX peHTreHomnoriYHMX O03HaK ypaxkeHHa enidisis y Burnagi x dpar-
MEHTYBaAHHS, CMSOLWEHHS | 3MEHLLEHHS (MonepeyHuk enigisis MeHLwe enidi-
3apHOI NIAcTUHKK eniguisiB) i aBTOCOMHO-AOMIHAHTHUM TUNOM ChagKyBaHHS
(O.J1. Heusonogoea, 1984).

HenpoceHcopHa rnyxoTa, 36inbLleHi B po3mipax o6’emu | mixkdpanaHrosux,
NiKTbOBUX, KOMIHHUX CyrnobiB 3a paxyHOK MacuBHOrO po3pOCTaHHs enidisi
TpybYacTux KIiCTOK i MNaTMcnoHaunis, NepeBaXXHO BUPaXKeHa B HUXKHbLOTPYAHO-
My Bigaini xpebTa, € KapanHanbHUMM 03HaKaMu OTO-CroHAMNo-mMeTaenidisap-
Hoi gucnnagii (A. Giedion et al., 1982).

MNoegHaHHsa enidizapHoi ancnnagsii 3 Mmikpouedarnieto, aTpodieo 30poBUX
HepBiB, NIrMEHTHMM PETUHITOM CBiAYMTb Npo cuHapom Jloypi-Byaa (R. B. Lowry
et al., 1989). OTo-cnoHgmno-meTtaenidizapHa gucnnasisa i cuHgpom Jloypi-Byna
yCnagKoBYOTLCSA 3@ aBTOCOMHO-PELLECUBHUM TUMOM.

Po3BUTOK MOCTHATaNbHUX KOHTPAKTYyp, SKi HE ABMNATb COO0K MPOBIgHY
KIiHIYHY O03HaKy, TakOX BracTMBUI ONA OEAKMX 3aXBOPHOBaHb, 30Kpema, Ans
XBOPOO, L0 XapakTepunaytoTbCst nepeavacHum ctapiHHam (rm. 1.1.2.2.3), aucn-
pONOpLiHAM HaHI3MOM 3 NepeBaXHUM YKOpOYeHHsM Tyny6a (rn. 1.2.1).
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[naea 2
AN®EPEHLUIAJTIbHA OIATHOCTUKA CTAHIB, LLO
CYNnPOBOOAXYHOTbCA CUHOAPOMOM BUCOKOI'O 3POCTY

Bucokuin 3picT — cnHapom nopyLUeHHSA didU4HOro po3BUTKY, 3yMOBIIEHUI NpK-
CKOPEHVM TEMIMOM 3POCTaHHA AOBXMHU TiNa i XapakTepusyeTbCs NepeBULLIEHHAM
PaKTUHHUMK NOKa3HUKaMK JOBXWUHM Tifa cepeHix HaneXXHUX BiKOBUX 3HAYEHb.

Mpy BENUUMHI OOBXMHM Tina, 3Ha4YeHHsA AKOi Bignosigae 75—97-ueHTunb-
HOMO KOPMAOPY, CTaH OLHIOKTb SIK BUCOKOPOCIIICTb, NEPEBULLLEHHS BiKOBOI HOP-
MM GiNbLU Hi>XX HA 2 CUIMUM | po3TallyBaHHA 3HAYEHHS BESTMUYNHN OOBXUHU Tina
BuLEe 97 — LEHTUNBHOrO KOPMAOPY BBaXaloTb CyOriraHTM3MOM, NepeBULLEHHSA
BiKOBOT HOpMM BiNbLU HiXXK HA 3 CUrMW — FiraHTU3MOM.

Ha nepwomy etani agndepeHuianbHOI iarHOCTUKU CTaHiB, WO CynpoBO-
DKYIOTbCHA CUHOPOMOM BUCOKOMO 3pOCTY, HanbinbL AOLiINbHMM BBaXatoTb BU3-
Ha4eHHs1 CMiBBIOHOLIEHHA AOBXMHM Tyny0ba i KiHLiBOK XBOPOro (MponopLiiHOCTI
BMCOKOrO 3pOcCTYy).

2.1. AVOEPEHUIANBbHA OIATHOCTUKA NPU NPOMNOPLIUHOMY
BUACOKOMY 3POCTI

BuainaoTe npeHaTtasnbHi i nocTHaTanbHi OpMU NPUCKOPEHOIO 3POCTaHHSA
JOBXWHM Tina.

2.1.1. ANGEPEHUIANBHA OIATHOCTUKA MPU NPEHATAINIBHOMY
MPUCKOPEHOMY TEMMI POCTY (MAKPOCOMII)

lMpeHaTanbHa MakKpOCOMid CnocTepiraeTbCsa NpU i KOHCTUTYLIOHANbHIN
dopmi, giabeTnyHin etonarTii, CiMenHin rinornikemii HOBOHapPOLXXEHUX, Mpu-
POKEHIN ageHomi rinodisa, cuHopomax BigemaHHa-beksita, CoTtoca (npupoga-
XeHOMY LepebpanbHoMy riraHTuami), bepapaiHenni (reHepanizoBaHin ninogu-
cTpodii), JloypeHca-MyHa i Bapge-bigns; makpocomii-nonigakTunii; riraHTU3Mi
i HUPKOBMX ramapTpoMax; MakpocoMmii, MikpodTanbMi, PO3KONUHI NiAHEBIHHS i
paHHLOMY neTaribHOMY KiHLi.

CnagkoBa CXUMbHICTb, BiACYTHICTb NATOMNOMYHUX 3MiH BHYTPILLHIX OpraHiB i
MHOXWHHUX aHOManii pO3BUTKY LO3BOMSAKTb BiAPISHNTU KOHCTUTYLIOHANbHY
dopMy nNpeHaTanbHOro NPUCKopeHHs No3aoBxHLoro pocty (C. Falk et al., 1989).

Makpocomia y noegHaHHi 3 rinornikeMiYyHUMK Hanagamu € NaTorHOMOHIY-
HOK O3HakKow AiabeTnyHoi deTonaTii, CUHAPOMIB CiIMENHOI rinornikemii HoBO-
HapomkeHux, BinemaHHa-bekBiTa. [inornikemivyHi Hanagw BigmivyaroTbesa 3 2 —
3-ro OHSA XUTTSA | BUSBNASAOTLCA 3aHENOKOEHHAM OUTUHWN, TPEMOPOM KiHLLiBOK,
riNOTOHIED CKeNneTHUX M’A3iB, MigBULLLEHNM NOTOBUAINEHHAM, TaxinHoe i cyno-
MHVMW NapoKCM3Mamm NPy TSKKIN rinornikemii. Y xsopux i3 giabeTnyHoto geTo-
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naTieto i ciMerHo rinornikeMielo HOBOHaAPOXKEHUX CMOCTEePIralTbCs KyLUUH-
roigHWi po3noain NiaLKipHOI XMPOBOI KIMITKOBMHUW, OAyTNe obnuuys, eputema-
TO3HE ypaXKeHHs LKipwn, renatomeranis. BiamiHHUMu pucamu giabetnyHoi de-
TonarTil BBaXKaloTb CNagKoBy OOTSIKEHICTb 3a LlyKPOBMM fiabeToM, O3HaAKK Kay-
AanbHOI gucnnasii, KOMNeHcaTOPHUI XapakTep rinepiHCyniHiamy.

CimeriHa rinornikemiss HOBOHaAPOAXXEHWX BiAPI3HAETbCS OpraHiYyHUM reHe-
30M rinepiHcyniHiamy. Tun cnagkyBaHHA CiMenHOI rinornikemii HOBOHapoaXe-
HUX — aBTOCOMHO-peuecnsHui ([.W. Jlastok n coasT., 1983; E.A. BeHukosa n
coaBT., 1993).

Cungpom BigemaHHa-bekBiTa BiApi3HAETLCS HASIBHICTIO Y XBOPUX MaKpo-
rnocii, NynKoBOi rpuKi, NPUCKOPEHHAM ocudikauii (anB. HUXYe).

[na po3mexyBaHHS 3aXBOPIOBaHb, LLIO BUABMAAOTHECA MAakpOCOMIEH i MHO-
XVHHUMW aHOManisMu po3BUTKY, HanbinbL BaXMMBUMWU NEPBUHHUMU Oude-
peHuianbHO-AiarHOCTUYHUMM O3HaKaMKN MOXXHa BBaXKaTu YepenHo-N1LbOoBi AucC-
Mopdii 1 aHOManiT po3BUTKY NarnbLiB y BUrnsa4i nosigaktuni.

Ana 6inbwocTi cnHapoMmiB gaHoi rpynu, Kpim cuHapomis JloypeHca-MyHa i
Bbapae-bians i makpocomii-nonigakTunii, He xapaktepHa nonigaktunia. CuHa-
pomu, WO BusABASATbCA 6e3 aHoManin nanbuiB, BigMIiTHI 3a cneyudiko ve-
pPenHO-NULBOBOI0 ANCMOPIi3My, HASABHICTIO CMOMYYHOTKAHUHHUX CTUMM, MyX-
nnHonofibHNX yTBOPEHb.

YepenHo-nuupboBi gucmopdii y BUrnagi rpybux puc obnmyys xapakTepHi
Ons NpypoaKeHol eo3nHodinbHOT ageHomu rinodiza, cungpomis Cotoca, be-
papaiHenni.

MpupomxeHa ageHoma rinodisa Ha BigMiHy Big cmHapomie CoToca i bepap-
[OiHenni xapakTepuayeTbcs rineprnpoaykuieto comatoTponiHy. OctaTouHun aiar-
HO3 ageHoMM rinogoiza Moxe ByTn BCTAHOBNEHWI TiNbKW NiCNs NiATBEPAXKEHHS
HasgABHOCTI 06’€MHOroO Npouecy B AiNsHLi rinodgisa ronoBHOr0 MO3Ky 3a A0MOMO-
roro MeTofiB BidyanisaLil: peHTreHONOoriYHoro, KOMM' K TePHO-ToMorpadivyHoro abo
MarHiTHO-pe30HaHCHOI Tomorpadii i3 3aCToCyBaHHSIM ragoniHiymy.

Mpwn cungpomi Cotoca cnoctepiratoTbcs 30iNbLUIEHI po3Mipy Yepena 3 03-
HakaMu NOMipHOI rigpouedanii, BUCOKe BUMNYyKIe Yoo, HaabpiBHi oyru, LWo Ha-
BUCAIOTb, aHTUMOHTOSOIAHUI PO3PIi3 LWiNNH LUIMPOKO PO3CTaBNEHUX O4EN, BUCO-
Ke nigHeBiHHA, NporHaTuam, Makpornocid. lNpuckopeHe 3poCTaHHSA AOBXUHM Tina
BiA3HA4YaEeTbCA NepeBaXXHO B MepLli 5 poKiB XUTTS XBOPOro. XapakTepHi 3aT-
pMMKa NCMXOMOTOPHOrO PO3BUTKY i HEBPONMOriYHI po3naan y Burnagi atakcii i
CYAOMHOI rOTOBHOCTI. []iarHOCTUYHO 3HaYyLLMMKN BBaXaloTb 0COBNUBOCTI Aep-
MaTornigpiyHOro MarntoHKa — NOCUIIEHHS MartoHKa Ha rinoTeHapi, 30inbLeHHS
3aranbHoro rpebeHeBoro paxyHky, BepTUKanbHe 3aKiH4eHHS MiHii A.

PeHTreHonoriyHnmMun o3Hakamu cuHgpomy CoTtoca € Haxun Hasag Typeub-
KOro cigna, npuckopeHHs ocudikauii ckeneta. OgHak KiCTKOBUI BiK, BUNepe-
JKatoum METPUYHWIA, BigNOBIOAE 3pOCTY XBOPUX. [PUCKOPEHHSI TEMMY 3pOCTaH-
HS JOBXMHU Tifa He CynpPOBOOKYETLCSA rinepnpoayKLieto sk COMaToTPOmiHy, Tak
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i iHcyniHonoaibHoro gakTopa pocty 1. Y 6inbwocTi Bunagkis cuHgpom CoTtoca
BUABMNSAETLCS CMOPAANYHO, ane He BUKMoYEeHa MOXIMMBICTb aBTOCOMHO-L4OMi-
HaHTHOro Tuny cnagkyesaHHsa (M.B. Ranke, J.R. Bierich, 1983; J.M. Winship,
1985; M.D. Whitakerun et al., 1985; H. Kaneko et al., 1987; L. Mangano et al.,
1989; L.De Santis et al., 1989). BigaHayeHo noegHaHHsA LepebpanbHOro rirax-
Tm3my Cotoca i3 xpomocomoto fra(X); (F.A. Beemer et al., 1986).

KapavHanbHOW AiarHoCTUYHOK O3Hakok cuHapomy bepapaiHenni € npu-
pookeHa abo reHepaniszoBaHa ninogMcTpodisi, KOTpa BUHUKAE Ha 1-My poui
XutTs. Mpn cuHgpomi BepapaiHenni NPUCKOPEHHS POCTY CYNPOBOMAXKYETHCS
BicLlepomerarnieto (renaTto-, CryeHo-, HedopoMeranieto), NOTOBLLEHHSM LLKipY 3
nNposBaMun akaHTo3y B AiNSHLi LWKT, NaxBOBUX 3anaguH. Y XBOpux BiA3HaYaETb-
CSl BUCOKa YacTOTa HasiBHOCTI KPMXKOBOI SIMKM | JOP3anbHOro 3MilLeHHS aHanb-
Horo oTBopy. [1ns XNon4YuMKiB XapakTepHWiA rinepreHitaniam, 4ns gis4yaTok — no-
cTynosa Bipunisauis. Y npenybeptatHuin nepiog abo B Ginblu CTapLLIOMy Billi
PO3BMBAETBLCS IHCYNIHOPE3NCTEHTHNIA LIYKPOBUIA OiabeT, kM He Mae CXurb-
HOCTIi [0 rinepkeToHeMii. [TaTOrHOMOHIYHUM € ypaXKeHHS KICTKOBOT TKaHUHMU, L0
PEHTIreHOSONYHO XapaKTepU3yeTbCs NMPUCKOPEHHAM ocudikaLiil 3i 3MiLLEeHHAM
SAEP CKOCTEHIHHSA, MigBULLEHOK LWiMbHICTIO JOBIMX TpyOYacTmx KiCTOK i rinep-
nnasieto enicisis. [na cunapomy bepapgiHenni xapaktepHe nopyLleHHS ninigHo-
ro oOMiHy, WO BUSIBMISIETLCA NiABULLEHMM BMICTOM Tpurniyepuais i B-ninonpo-
TeigiB y cupoaTLUi kpoBi. CUHAPOM yCnagKoBYETbCS 3@ aBTOCOMHO-peLleCcUB-
HuM Tunom (O.I. PomaHeHko n coasTt., 1979; C.. Kosnosa 1 coasT., 1987).
Benuki po3mipu kucten i cton y xsopux i3 cuHgpomamm Cotoca i bepapginenni
CMNOCTepIraTbCs 3 NEPLUNX AHIB XUTTH | MOXYTb OYTU OAHUM i3 BaXXNNBUX OPi-
EHTUPIB Npu giarHocTuui gaHmux cuHgpomis (KO.W. bapawHes u coaBT.,1981).

MoeaHaHHA MakpocoMmii, MiKpodTanbmy, PO3KONMHM NigHEBIHHS Npu paH-
HbOMY neTasribHOMY KiHLi TPaKTYeTbCS K CAMOCTINHUIA CUHOPOM 3 aBTOCOMHO-
peuecuBHuM TUNoM cnagkyBaHHA (A.S. Teebi et al., 1989).

CyKynHiCTb NposBIB y BUIMsiAi MakpOCOMii, MakpOrmocii, NynkoBOi rpuxXi i
rinornikemii, aka MakCcuMaribHO BUpaXkeHa Ha 1-My TUXHi XXUTTSA nauieHTa, 4o3-
BOMSIE KNiHIYHO 3anigo3putn cuHapom BinemaHHa-beksita (cuHgpom EMG). Y
JiTel 3 gaHUM CUHOPOMOM YepernHo-NULbOBI ANCMOpPMIT XapakTepuayTbca
noTunuueto, sKka BUCTynae, rinonnasieto opbiT, eksopTanLmMom, rinonnasieto
BEPXHbOI i rinepnnasieto HMXHBOI Wenenu. BucokoiHhopmaTUBHNMMYM O3HaKamMu
€ MaKpormnocisa i HasiBHICTb BeEpPTUKanbHUX O0pO3eH — “HacivoK” — Ha MouYKax
BYLLHMX pakoBuWH. MynkoBa kuna BUpaxeHa Maike 00 omdanouene i cynpo-
BOKYETbCS PO3XOPKEHHAM MpsMUX M’A3iB xmnBoTa. CnocTepiraloTbes Bicue-
pomeranis (renaTto-, CnneHo-, Hedpo- i, pigko, Kapgiomeranisi), piske Bunepe-
IPKEHHS TEPMIHIB 403PiBaHHSA KiCTKOBOI cuCcTEMU (KICTKOBUI Bik HOBOHapOaXe-
HUX Bignogigae 6 mic). Tun cnagkyBaHHA CMHOPOMY He yTouHeHun (M.J. Pettenati
et al., 1986; M. Cortese et al., 1987; W. Engstrom et al., 1988; W.G. Sippel et
al., 1989; K.E. Mayatepe et al., 1989). Npu cungpomi BinemaHHa-beksiTa Big3Ha-



147

4YaeTbCA BUCOKUN PU3NK PO3BUTKY MYXJIMH, 30Kpema, Hedpobnactomu
(D. Jurcovic et al., 1983; V. Achir et al., 1984).

36inblieHa maca Tina HOBOHAPOAKEHOro, MaKpOrmocis Ta ChonyYyHOTKa-
HUHHI CTUTMM CMOCTEePIratoTbCA TaKOXK MPU rinOTUPEO3i, AKNIA BigPI3HAETLCS NPo-
rPEeCcyt40t0 3aTPUMKOIO NCUXOMOTOPHOMO PO3BUTKY, MOCTYNOBMM OrpyBiHHAM prC
o6nunyys, BigcTaBaHHAM KiCTKOBOro Biky (rmn. 1.1.2.2).

Makpocomist B nepios; HOBOHAPOMKEHOCTI Y NOEHAHHI i3 NYXIIMHHUMW YT-
BOPEHHAMM € NAaTOrHOMOHIYHOK ANS CUHAPOMIB riraHTU3MY | HUPKOBUX ramapT-
pom; beHHesHa. [Mpn CUHAPOMI FiraHTU3MY | HUPKOBUX ramMapTpoOM Yy XBOPUX
crnocTepiraTbCs eHodTanbM, ManeHbkuiA Hic, 3anane nepeHiccs, BUBEPHYTUN
Kpan BepxHboi rybu, 3ybuyacTiCTb KpaiB anbBeos, raMapTpOMU HUPOK, iHOAI,
HedppobnacToma. XBopi, ik NpaBuIio, MMHyTb y paHHLOMY AUTAYOMY BiLi. [pu-
nyckarTb, WO CUHAPOM YCNagKOBYETLCA 3@ aBTOCOMHO-peLEeCcBHUM TUMOM
(J1.0. bagansH n coasT., 1980).

CuHaopom BbeHHesiHa BiOpi3HAETbCA HAABHICTIO Y XBOPUX Makpouedanii,
ninom, rem-, niMmdaHriom i NnoganbLUOK 3aTPUMKOK 3POCTaHHS AOBXUHW Tina
(rn. 1.1.2.2.2.5).

lMoegHaHHS MakpocoMii i nonigakTunii BiAMIYaeTbCSA NpU CUHOPOMaxX Mak-
pocowmii-nonigaktunii i floypeHca-MyHa Ta bapae-bigns. OgHak y 3B’a3Ky 3 Npo-
rpeaieHTHicTIO Nepebiry cungpomie JloypeHca-MyHa i Bapge-bigns ix ocratou-
Ha AdiarHOCTUKa MOXIMBa Tinbky y 6inbLl ctapomy Bidi (rn. 4.1.8).

Mpu cuHgpomi makpocomii-nonigakTunil BigdHavaroTeca rpybi pyucu obnmy-
ys, WO HaragyTb “mopay Oynbaora”: WmMpoka CNnHKa Hoca, MakpoCTOMIst, Mak-
pOrnocisi, TOBCTi rybu, BEPXHS i MacMBHa HWXHS LLienenn BUCTYNaoTb ynepes,
nepiaypukynsapHi dictynu i npmeickn. XapakTepHi Takox bpaxigakTunisi, nocTak-
cianbHa nonigakTunia kuctein, rinonnasia Hirtis. Cepen ypaeHb BHYTPILLHIX
OpraHiB HamyacTile 3ycTpivaoTbCAa NONiKICTO3Ha AMCNNasis HAPOK i MOpyLUEeH-
HA MOBOPOTY KuLeYHuKa. BaxarTb, WO CMHAPOM MakpocoMil-nonigakTunii
3B’s13@aHMI i3 aBTOCOMHO-peuecnBHuM reHom (A.B. Jlypbee, E.I'. UnbuHa,1987;
.. Nastok n coa.T., 1991). [leski aBTOpM Npu gaHoMy peHoTMni, Lo ycnagko-
BYETbCSH, PO3Pi3HATb CMHAPOM CUMNCOHA, SIKUIA BiAPISHAETHCS HOPMaSbHUM
NCUXOIHTENeKTyanbHM PO3BUTKOM, i [onabi-Po3eHa, KOTpuii CynpoOBOAXYETb-
cs po3ymoBoto BigcTanicTio (A. Behmen et al., 1984; M. Golabi, L. Rosen, 1984).

2.1.2. AMOEPEHLUIANNIbHA OIATHOCTUKA MNMPU NMOCTHATAJIbHOMY
NMPUCKOPEHOMY TEMI1I POCTY

HanyacTiwe cepepn CTaHiB, AKi XapakTepusyTbCs NOCTHaTanbHUM Hag-
MipHMM POCTOM, 3yCTPi4aeTbCs KOHCTUTYLIOHarbHa BUCOKOPOCNiCTb. OCHOBHU-
MW T BiAMIHHOCTSIMM BBaXatoTb HAsSIBHICTb NpeHaTanbHOro NpMcKopeHoro 3poc-
TaHHA OOBXWHW Tina, BiAMOBIAHICTb AOBXMHW Tifla NPOrHO30BaHIN BENUYMHI,
BiKOBe AndepeHuitoBaHHA ckeneta. [iTn i3 KOHCTUTYLiOHanbHOK BUCOKOPOCHi-
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CTHO npakTnyHo 3goposi (B. BnyHk, 1981). MNepeBuLEHHS pO3MIpiB AOBXMHU
Tina nauieHTa po3paxyHKOBOI (MPOrHO30BaHOI) BENUYMHU, MOPYLLUEHHS TEMMIB
ocudikauii i HasgBHICTb CyNpPOBIAHOI NATONOrii € NoKa3aHHAMU Ans BcebivyHoro
00OCTEXEHHA AUTUHMN.

OcHoBHUMM AndepeHLianbHO-aiarHOCTUYHUMW KPUTEPISIMU CTaHIB, AKi cyn-
POBOOXKYIOTHCA MPONOPLINHNM BUCOKUM 3POCTOM, LLIO NEPEBULLYE PO3PaXyHKO-
BY JOBXWHY TiNa, € YepenHo-nnuyboBi AncMopdii, piBeHb NpoayKLii coMaToTpo-
niHy, AaHi PEHTreHoNoriYHOro AOCniAXEeHHS, XapakTep kapiotuny (cxema 25).

Mpw BiACYTHOCTI BUPaXXeHNX YepENHO-NNLBOBUX 3MiH JAaHUN CTaH MOXe ByTn
3yYMOBINEHNI rinodpi3apHUM FiraHTU3MOM, NyOepTaTHO-OHALbKUM AUCTITYiTapu3-
MoM, cuHapomom 47, XVV (noni-V cuHapomom).

Y XBOpMUX i3 MPUCKOPEHMM POCTOM CKapru Ha ronoBHuin 6inb, M’s130BY
cnabkicTb, NiABULLLEHY CTOMITOBAHICTb | CXMNBHICTb A0 apTepianbHOI rinepTeHsil
MOXYTb OyTu nepmmMm o3Hakamm rinodisapHoro riraHTuamy. [1ns BCTaHOBMEH-
HSA OCTaTOYHOrO AiarHo3y pekoMeHAyTb NPOBEeAEHHS AOCHiAKEHb, CNPAMOBa-
HUX Ha BUKMOYEHHS1 06’€MHOro Npouecy rofloBHOr0 MO3Ky, i BU3HAYEHHS CTaHy
NPoAayKLiT cCOMaToTPOmMiHy.

nodpizapHUi riraHTU3M XapakTepmusyeTbCa aBTOHOMHOH rinepnpoayKuieto
COMaTOTPONiHY. XapakTepHa BUCOKa KOHLEHTPaLisi COMaTOTPOMiHY B cupoBaTLi
KpPOBI, sika He 3anexuTb Big Yacy gobu. Mpu cyMHIBHOMY piBHI COMaTOTPOMiHY B
cvpoBaTLi KPOoBi Npw giarHOCTUL rinodizapHOro riraHTU3My CyTTEBY porib Bifirpa-
I0Tb pe3ynbTaTi hapmakonoriyHmx npoo, Wo A03BONSATh BiNbLL TOYHO OLiHK-
TN CTaH NpoAyKLii coMatoTponiHy. Tak, y XBOpUX i3 rinogisapH1UM riraHTU3MoMm
BiICYTHS BignoBigHa peakuisi NpoaykKLuii comaToTponiHy Ha BBEAEHHS MTTHOKO3U
M iHCyniHy, a nicns BHYTPILUHBOBEHHOrO BBEAEHHS TUPOIiGEPMHY CcriocTepiraeTb-
C4 NiABULLEHHS KOHLEHTpaLii coMaToTponiHy B CMpOBAaTLi KPOBI. Y TOW Yac, SKy
30pPOBMX NoAen BMICT COMaTOTPONMiHY MiCns BBEAEHHS THOKO3U 3HMXKYETLCS,
Y BiANOBIAb Ha rinormnikemito NigBULLYETLCS | HEe 3MIHIOETLCA Nig Aieto Tuporibe-
puHy. OgHak nNpy NPOBEAEHHI AaHMX ddapMaKkomoriYHMX Npob He BUMKIYEeHa
MOXIMBICTb OO€epXKaHHS MOMUIIKOBUX pesynbTaTiB. Hanpuknag, npu 3axBopto-
BaHHAX HUPOK, MeYiHKM, HEPBOBIK aHopekcii npoba i3 TuponibepnHom Moxe
JaBaTy XMOHONO3UTUBHI, a NpPU ageHoMi rinodiza — XMbHOHeraTnBHI pesyrnbTa-
™ (W.WN. Oepnos, H.H. MonutBocnosoBa, 1992).

JocuTb cneyundivyHo 03HAKOH rinogisapHOro riraHTU3My BBaXaroTb Bigno-
BiZlHE MpPUrHiYeHHs NpoayKuii comaToTponiHy nicnsa npuimaHHsa L-JOdA i 6po-
MokpunTuHy (napnogeny); (C.A. bytposa, 1990).

Ha gymky Sh. Melmed (1990), HanbinbLl BUCOKa AiarHOCTUYHA 3HAYYLWiCTb
HanNeXxuTb PiBHIO BMICTY iHCyNiHONOAiBHOro dpakropa pocTy 1 B cMpoBaTLi KPOBI.
Mpw BUCOKI KNiHIYHIM iIMOBIPHOCTI rinoduizapHOro riraHTU3My i BiACYTHOCTI BipO-
rigHoro nabopaTopHOro NiaTBEPAPKEHHS NiABULLEHOI NMPOAYKLii COMaTOTPONiHY
BMICT iHCcyniHonoAibHoro paktopa Moxe 6yTu BUpiLLanbHUM AiarHOCTUYHUM Kpu-
Tepiem.
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onoBHUNM 6inb, nigBULLEHaA CTOMITOBAHICTL CMOCTEPIralTbCa TakoX npwu
nybepTaTHO-toHaLbKOMY AucniTyiTapmuami. OgHak NPUCKOPEHHSA poCcTy Npu Aa-
HOMY CMHAPOMI BiA3HAYaeTbCs TifMbkn B nybepTaTHWA nepiod i NpoBiAHUMMN
KNiHIYHMMKW 03HaKaMK € BEreTOCYAUHHI, HEMpONaTUYHi Ta eHOOKPUHHO-OOMIHHI
posnaau (rn. 4.1.4).

Y NponopuiiHO BUCOKOPOCIIMX XMOMYMKIB HEOOXIAHO BUKITOYUTU CUHAPOM
47,XVV, KniHiyHa KapTuHa sikoro HaaTto BapiabenbHa. OcobnuBocTaAMK Oro
NPOSBIB BBaXAOTh: MOPYLUEHHS NOBEAiIHKM aHTUCOLianbHOro Xapakrepy, enek-
TpokapgiorpadiyHi 3MiHK y BUMa4i 4ogaTkoBoro 3youst R i 3a3ybpeHoro 3yous
S y nepwomy rpyaHomy BigBeOeHHi, AepMaTtornidivyHi 03HaKkn y BUMMSAI 3HU-
XKEHHS 3aranbHoro rpebeHeBoro paxyHky i 36inbLweHHs yactoTn gyr. Ocrtatou-
HUI giarHo3 cuHgpomy 47,XVV BCTaHOBMOETHCA Ha nigctasi 36inbLIeHOT
KiNTbKOCTi rpyAo4oK F-xpomaTturHy B sgpax KnituH, HAgBHOCTI 4ogaTKoBumX Y-Xpo-
MOCOM i pe3ynbTaTiB SOCNiAKEHHS KapioTuny xBoporo (E.®. [JaBugeHkoBa u
coaBT., 1973).

lMonepeaHin AiarHOCTUYHUI BUCHOBOK MPU iHLIMX 3aXBOPHOBAHHAX i CUHA-
poMax, A5 AKUX XxapakTepHe nocTHaTanbHe nponopuinHe 30iNblLeHHs JOBXMU-
HW Tina, Moxe Byt nobygoBaHW Ha 0COBNMBOCTAX YepernHo-NULbOBUX ANUC-
MOpdin i CUMNTOMATUYHOIO CYNPOBOLKEHHS.

Makpouedanisi i HasBHICTb LLiINbHUX HAOPSKIB y NepiopbiTanbHUX OinNaHKax
06nMyYs, Ha KACTSX | cTonax 403BONSTb BUSBUTU XBOPUX i3 CUHOPOMOM YiBe-
pa-Cwmita. lNpn oCTaHHLOMY CroOCTepiralnTbCs cneundivHi YyepenHo-nnLUbOBI
ancmopaii: BUCOKE i LUMPOKE YOI0, rinepTenopmnam o4HmMx 96nyk, niocke nepe-
Hicc4, LWMPOKUIA, AOBIMMK piNbTP, WO BUCTYMNAE, MiKpOrHaTisl, LUMPOKO po3TaLlo-
BaHi i HENpaBUIbHO OpPIEHTOBAHI 3ybu, BENUKi BYLLHI pakOBMHU. XapakTepHUM
HU3bkuin Tembp ronocy. MNpun cnHapomi Yieepa-Cmita Big3HavaloTbCa OnNykni
noayLUeykn nanbLiB, TOHKI, IMMOOKO NOCamXeHi HirTi i BUCoka YyactoTa nyrnko-
BOI, MAXBUHHMWX rPWXK. PEHTreHONoriYHnMMM 03HakamMmmn gaHoro CUHOPOMY BBaXa-
H0Tb NepeayacHy ocngikaLito KiCTOK i pO3LLUMPEHHS ancTanbHUX BigAiniB 4OBrnx
Tpyb4uacTux kictok (B.M. OensarvH n coasT., 1989; 1990; F. Majewski et al., 1981;
P. Meinecke et al., 1983; N. Amir et al., 1984; C. Stoll et al., 1985; H.H. Ardinger
etal., 1986). CuHgpowm Yieepa-CmiTa 4acTo CynpoBOAXKYETLCA NPOrpecyovnmm
KOHTpakTypamu Benukux i mbkdgpanaHrosmx cyrnobis (B. Echenne, J. L. Ferran,
1985; S.A. Farell, H.E. Hughes, 1985).

Mnockuii npodinb 06nnyysa, gayHoNoAiGHWI PeHOTUN, NIrMEHTHUIA PETUHIT
i Tpucomia 21 € giarHOCTUYHUM CUMMTOMOKOMMNMEKCOM cuHapomy [laHca
(AN.P. Nasosckuc, 1981).

MpuckopeHnin Temn 3pOCTaHHS AOBXMWHU Tina y NOEAHaHHI 3 Nporpecyro-
4YUM OrpyBiHHAM puc 06NNYYSA XBOPOro, € MAaTOrHOMOHIYHOK O3HaKOK akpoMe-
ranil, MHOXXMHHOT eHAOKPMHHOI Heonnagaii | Tnuny; cuHapomie akpomeranii, “cknag-
yacTol” LWKipy, NerkoMu poriBku; BaH byxema; ckrnepocTeosy; naxigepmornepio-
ctosy (cuHapomy TypeHa-ConaHta-lone). [JaHi 3axBoptoBaHHA KNiHIYHO MOXHa
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pO34iNMTN Ha ABI rPYNU 3aneXHO BiA y4acTi 3MiH LKipW | 36inbLUEHHS M’ ACUCTUX
YyacTuH 0bnu4ysa B npoueci orpybiHHS 1Aoro puc.

MocTtynoBse orpyBiHHS pyc 06rIMYYs 3a paxyHOK 3MiHU opMU 1 06’ €My KiCTOK
NMUBbOBOrO Bigainy Yyepena 6e3 CTOBLUEHHS LWKipKY | 30iNbLUEHHA M’ACUCTUX Ya-
CTUH 06nny4s € cneundivHnm ans cuHapomMy BaH byxema i cknepocteosy. Npwu
OaHNX 3aXBOPIOBAHHSAX BiAMIYAETbCA BUCOKE, KPYTE YONO0, 3Ha4YHe 30iNbLUEHHS
PO3MIpiB HVKHBOT LLienenn 3 opMyBaHHAM nNporHaTii. [inepocTos KicTok yepe-
na npuM3Bo4uTb A0 MiABULLEHHS BHYTPILLIHBOYEPEMHOrO TUCKY Ta 3aLLeMIIEHHS
YepenHO-MO3KOBMX HEPBIB, Y 3B’sI3KY 3 UMM BUHUKAKOTb iIHTEPMITYHOMI nepude-
PUYHI Napaniyvi NMUbOBOro HepBa, Habpsik cocka 30pOBOro Hepea, aTpodis 30-
poBOro HepBa, rnyxoTa. [Npu peHTreHonoriYHoOMy AoCHigXEeHHI BUSBNSAIOTH rine-
pPOCTO3 CKIENiHHS | OCHOBW Yepena, KNnunyb, pedep, HENMOBHOLIHHICTb CTPYK-
Typu Aiadisi i ckrnepos3 goBrux TpybyacTux KicTok. [1aTOrHOMOHIYHUM €
NiABULLEHHS PiBHS NY>XHOI bocaTasm B CMpoBaTL,i KPOBI.

CknepocTeo3s Bigpi3HAETbCA paHHiM noyYaTkom (Y nepiog paHHbOro OUTUH-
CTBA) i HAABHICTIO Y XBOPMX aHOManiin po3BUTKY nanbLiB Y BUrMA4i CUHOAKTUNIT
II-I1l nanbuiB KMCTEK, pafianbHOro BiAXUNeHHa auctaneHux danadr Il nanbuis,
a- abo rinonnagsii cepegHbol ananru |l nanbuis; gncnnasii HirtiB. Ha BigMiHy
Bif] CKIepocTeondy MaHicecTauist cmHapomy BaH byxema BuaBnseTbLcsa B nybep-
TaTtHui abo noctnybepTaTHUI Nepiod, a aHoMarnii po3BUTKY ManbLiB HE € Xa-
paKkTepHO 03HaKow. [laHi 3aXxBOPIOBaHHS 3B’A3aHi 3 aBTOCOMHO-PEeLECUBHUM
reHom (P. Beighton et al., 1984; P. Beighton, 1988).

AKpomeranis, MHOXWHHa eHOOKPUHHA Heonnagsisa | Tuny; cuHapom MeHaeH-
Xonna, akpomeranii, “cknagyacToi” LWKipn, NeNKOMU POTiBKN XapaKTepU3yrTb-
CSsl NPUCKOPEHHAM MO340BXHBOrO POCTY, WO NOEAHYETLCA 3 MOCTYNOBUM Orpy-
GiHHAM puc 0BnMYYsa XBOPOro, NEPEBaXXHO 3a pPaxyHOK CTOBLLEHHS LUKIpU 3
opraHisauieto rmnbokux cknagok, 36inbLIEHHS M'ACUCTUX YacTUH 06nY4s, 0cob-
NMBO Hoca i horo Kpun. Akpomeranisi, MHOXWHHa eHO0KpUHHA Heonnasisa | Tuny
i cnHgpom MeHaeHxonna xapakrepusyTbCs NiABULLEHOK NPOAYKLIE coMma-
ToTponiHy. MNpu akpomeranii cnocTepiraeTbCsi NOCTynoBe 30iNblUEHHS HaA-
OpiBHUX AYyr, BUNMMYHUX KICTOK, HWXXHBOI Wenenu. PiCT HWXHBOI Wwenenn npu-
3B0ANTb 40 POPMYBaAHHSA MacUBHOrO Niadopiaas, posLWmMpeHHs iHTpageHTanbHnX
NPOMIXKiB. Big3HauyatoTbCa MaKpormnocid, NoCTynoBe 3HWKEHHS TEMBPY rofnocy.
[MaTOrHOMOHIYHO 3Ha4YHe 30iNbLUEHHS PO3MIpIB KUCTen i cTon. Hagani y xBopux
pO3BMBAETLCA rinepTpodist CKeNeTHNX M’s3iB, BicLepomMerania, rinepTpuxos. Ak-
pomeranisi, 3yMoOBfieHa MyxXSIMHOK MO3KY, CyNpOBOXKYETbCS O3HAKaMu NiaBu-
LLIEeHOr0 BHYTPILLHbOYEPENHOIo TUCKY, BOrHULLEBOK HEBPOSIONYHOK CUMNTOMa-
TUKOLO, SIKa 3anexuTb Bi4 BEnMYMHM Ta po3TallyBaHHS NYyXSIMHK; ayTU3MOM.
OcTaTouHM giarHo3 BCTAHOBIOETLCS Ha MigcTaBi pe3ynbTaTiB AOCHIOKEHHS
npoaykuii comaTtoTponiHy (OvB. BMLLE) | AaHMX Bidyanisdauil rinodisa ronoBHOro
mo3ky (M.W. Bana6bonkuH, 1974; N.W. Oenos, H.H. Monuteocnososa, 1992;
R.G. Pestell et al., 1989).
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MoeaHaHHA ageHoMu rinodisa 3 ageHoMaTo30M napalumMTonoaioHux (rinep-
napaTupeosom), NigLWIyHKOBOI i HAOHUPKOBUX 3an03 CBIiAYUTb MPO MHOXUHHY
€HOOKPUHHY Heonnagito | Tuny (cungpom 3onniHrepa-Ennicona, rn. 3.3.1.1).

py6i pucn 06nuyys, rinepnirMeHToOBaHa LUKipa, 30inbLleHi cTaTeBi opraHu
Yy NO€OHAaHHI 3 TSHXKKMM IHCYNIHOPE3UCTEHTHUM LYKPOBMM AiabeToM cnocTepira-
t0TbCA Npu cuHapomi MeHaeHxonna. Migreepa)xye AiarHo3 HagBHICTb rinepnnasii
abo ageHomu wuwkonoaibHoi 3ano3un. CuHapoM ycnagkoByeTbCH 3@ aBTOCOM-
Ho-peuecuBHUM TUNom (E.A. BeHukoBa n coasT., 1993).

CwuHgpom akpomeranii, “cknagyacToi” WKipy, NENKOMU POTiBKN Bigpi3HAETbCA
HasIBHICTIO Y XBOPUX JTEMKOMOMOAIOHOro po3poCTaHHsA eniTenito PoriBku, BEPTH-
KarnbHOI CrNpPsiIMOBAHOCTI CKMadoK LUKipWU, HE3BUYHOI M’SKOCTI LUKIPU KUCTEN i
BiZICYTHICTIO NOpYLUEeHHA NpoayKLuii comaToTponiHy. CMHAPOM 3B’A3aHUN 3 aB-
TOCOMHO-AOMiHaHTHUM reHom (J1.0. bagansH n coasT., 1980).

AKpomeranoigHiCTb MoXxe cnoctepiratucsa npu cuHgpomax 47,XVV, Coto-
ca, bepapginenni (rn. 2.1.1).

lMoeaHaHHs CTOBLLEHHS LUKIpX 3 NOrNMMONEHHAM CKNagok, rinepcekpewieto
canbHWX 3ano3 i BUpaXxeHoro nepi-, rinepocTo3sy KiICTOK € MaTOrHOMOHIYHUM OIS
naxigepmoriepioctody. CTOBLUEHHS LUKIpY BONOCUCTOI YaCTUHU FONOBU Y XBO-
pux i3 naxigepmMonepiocTo30M CynpOBOKYETLCS OpraHisalieto cknagok, Lo
HaragyTb 3BUBMHU MO3KY (“cutis verticis gyrata”). Bucoko giarHOCTMYHO 3Ha-
YyLLIOKO O3HAKO NaxiAepmMonepiocTo3dy BBaXXatTb CTOBLUEHHS KiHLEBUX hanaHr
nanbyuiB y Burnagi “6apabaHHmx nanmyok”. PEHTreHOoNoriyHo BUSBMAIOTL Nepi-
OCTO3, riNepoCcTo3 ANCTanbHUX Bia4iniB 4OBrMX TpyBYaCTMX KiCTOK, 3BYXXEHHS iX
KiCTKOBOMO3KOBOIro kaHany. Ha BigmiHy Big rinocisapHOro riraHTM3my i akpo-
Merarnii npu naxigepmMonepiocTosi BiACYTHE 30iNnblUEHHSA s13MKa, BHYTPILUHIX
opraHiB i KOHLUEHTpauisi comaToTponiHy B CMpoBaTLi KPOBi Bignosigae BiKOBIN
HopMi. Tun cnagkyBaHHS — aBTOCOMHO-AOMIHAHTHUIA i, MOXITMBO, aBTOCOMHO-
peuecusHuin (b.H. Kpusowees u coasTt., 1978; b.lU. Unumnawsunmn n coasT.,
1989). CuHgpom Pos, skuin siensie coboro ogHy 3 dopM naxigepmMonepiocToay,
BiPi3HAETLCS 060B’A3KOBMMU NPOABaMM rinepTpodii NOBIK i BTOPUHHOIO NTO3Yy
(A.A. CTyaHWULMH n coaBT., 1983).

lMponopuiriHa BUCOKOPOCIICTb MOXe CnocTepiratncsa npu rinepTupoianami,
nepeg4yacHomy ctateBoMy po3BUTKOBI. OcTaTovyHa OOBXWHA Tina XBOPUX i3
nepegyacHMM ctaTeBuM po3BUTKOM pegykoBaHa (L. Gargantini et al., 1989).
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2.2. AN®EPEHLUIAJTIbHA OIATHOCTUKA NPU
ONCNPOMOPLINHOMY BUCOKOMY 3POCTI

[ncnponopuinHniA BUCOKMIA 3PICT, 3YMOBIEHUIA 30iNblUEHHAM AOBXUHN
KiHLiBOK, MOXe OyTu npeacTaBfieHU AK i3 NpONopUiiHUM MOOOBXEHHAM
BEPXHiX i HUXHIX KiHLIBOK, TaK i 3 nepeBaXHUM NOLOBXEHHAM HVKHIX KiHLiBOK
(cxema 26).

2.2.1. AU®EPEHUIANBHA OIATHOCTUKA NMPU NPOMOPLINHOMY
3BUIbLWEHHI AOBXWUHU BEPXHIX | HWXKHIX KIHLIBOK

Mpun andbepeHuianbHin giarHOCTUL CTaHIB, WO XapakTepuayTbCs Nponop-
LiitHUM 36inbLUEHHAM BEPXHiX | HUXKHIX KiHLiBOK, CyTTEBY pPOSb BigirpaloTb TUN
cTaTypu i HAABHICTb MHOXXWHHUX aHOMariin po3BUTKY (NPOOOBXEHHS cxemu 26).

PiBHOMipHe 36inblUeHHA BEpPXHiX i HMXHIX KiHLUIBOK, WO BUNepeaxae
30inbLUEHHS AOBXWHW TiNa, y giten 6e3 comatnyHux ancmopdin moxe cnocre-
piraTcst Npy KOHCTUTYLIOHanbHil BMCOKOPOCSIOCTI, rinoroHaauami, rinodisap-
HOMY riraHTU3Mi.

3 ornsagy Ha Te, Wo nogibHa oopmMa KOHCTUTYLIOHANbHOI BUCOKOPOCNOCTI
4acTo CyNPOBOMAXYETLCA 3aTPMMKOIO CTaTEBOro poO3BUTKY, iICHye ocobnuea He-
ob6XigHiCTb Ti gudbepeHuiadii 3 rinoroHagu3mom. Y UinomMy MOXHa Big3HA4MTH,
LLLO XBOPI 3 rinoroHagmM3mMoM Bigpi3HATLCS CXUITbHICTIO 40 OXUPIHHA 3a hemi-
HHUM TUMNOM, Pi3KMM 3HWKEHHSAM nibigo; 3aTpMMKol nosiBu abo BiACYTHICTIO
BTOPUHHNX CTaTEBUX O3HAK, YNOBINIbHEHHAM PO3BUTKY CTaTEBUX OPraHiB i HN3b-
KO MpOoAYKLiE0 cTaTeBnX ropMoHiB (rn. 9).

lnodizapHunii riraHTU3M BigpPI3HAETLCA MiOBULLLEHOI NPOAYKLED cCOMATOT-
poniny (rn. 2.1.2).

JonixocTeHomMenivyHa cTaTypa 3 piBHOMIPHO NOOBXEHUMUN, TOHKUMU BEPX-
HIMU | HWKHIMW KIHLiBKaMW Y NOEAHAHHI 3 MHOXWUHHUMW aHOManisiMu1 po3BUTKY
XapakTepHi Ang MHOXWHHOI eHgokpuHHOI Heonnasii |ll Tuny (116, cnHapomy
"opniHa), cuHgpomis MapdbaHa, binca, Criknepa, Mapwanna, lN'ygmena, LUTinne-
pa, roMOLUNCTUHYPIT.

HasaBHicTb apaxHogakTunii 4O3BOSISIE BiOPI3HUTU XBOPUX i3 CMHAPOMaMu
MapdaHa, binca, Criknepa, MHOXWHHOT eHOOKPpUHHOT Heonnagsii Il Tuny. Tun
CcnagKyBaHHSA OAaHUX CUHOPOMIB — aBTOCOMHO-AOMiIHAHTHUIA. CuHgpomu Map-
daHa, Criknepa i MHOXWHHA eHAOKpMHHA Heonnasia |l TNy Ha BigMiHY Big
cuHgpomy binca matoTb NporpeieHTHNIN XxapakTep.

HanvacTiwe cepepf gaHOI rpynu 3axBoploBaHb 3YCTPIiYAETbCA CUHOPOM
MapdaHa, ong akoro xapakTepHi mesogepmaribHi (4onixocTeHoMenisi, BOPOH-
konogibHa abo kinbonoaibHa aedopmavia rpygHoi KniTkK, Kidockonios, apax-
HOOAKTWMidA, BUCOKE NigHEeBIHHS, MiKporHaTis, rinonnasis ckeneTHnx M’a3is, rinep-
PO3TSKHICTb CyXOXWIb, MPUPOAXKEHI Bagu cepus, BENMKMX PO3MipiB Hic, bna-
KWTHi cknepu, gucmopdis BYLWWHUX PakKoBMH), eKTogepManbHi (ekTonis,
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PYXJIMBICTb KpULLTANMKIB, aHi3oKopis, rinogizapHo-gieHuedarnbHi NopyLIEHHS)
i eHToOepMarnbHi aHomarnil (NOOOBXEHUN KULLEYHUK).

[iarHOCTNYHO 3HaYyLLMMK O3HaKkaMn cuHapomMy MapdaHa BBaxatoTb ypa-
YXEHHS OMOPHO-PYX0BOI, CepLEBO-CYANHHOT CUCTEM i O4ein. Y XBOPUX CriocTepi-
raroTbCs YepenHo-NnuUbOoBI AucMopdii — gonixouedania, By3bKUA NULbOBUNA
cKeneT, HaAKOMMNaKTHe po3MilLieHHs 3y6iB. XapakTepHa HasiBHICTb BOPOHKO- ab0o
KinbonoAibHoI rpyaHOT KNITKK, ckoriody abo KidhocKoniosy, rineppyxfiMBoCTi Cyr-
no6iB, NaxBMHHUX Ta giadparmanbHuxX rpwx. Npu peHTreHonoriyHoMy Aocri-
OXKEHHI BUABMSAIOTb CTOHLLUEHHS KipKOBOrO Lapy Tpyb4acTux KiCTOK, MOpYyLUEH-
HSA BiONOBIOHOCTI JOBXWHW KICTOK nepeannivyyda B pesyrnbTaTi BUNepesKeHHS
POCTY NiKTbOBOI KICTKW | FOMISTIKI 3@ paxyHOK NOLOBXEHHSA MariOroMinKoBO|I KiCTKW.
[MaTonoris cepLeBO-CyauHHOI CUCTEMM NPEeACTaBEHa Yy BUrNAAi nponancy cep-
LleBMX KrlanaHiB i MOCTYNnoBOro po3BUTKY aHEBPU3MU aopTU. XapaKTepHUMU
ypakeHHAMM o4eli € BUBMX abo NigBUBMX KpULLITANMKa, Mionisi BUCOKOro CTyne-
HS, PO3LUMPEHHS BEH OYHOrO AHa, reTepoxpomis pangyxkm (A.H. Cemaukuna,
1975; KO.N. bapawHes, HO.E. Benbtuwes, 1978; KO.A. bapaluHeB 1 coaBT.,
1984; E. Caruso et al., 1984; W. Sorgo, W.M. Teller, 1987; C. Francobandiera
et al., 1989). lNpuckopeHHs 3pOoCTaHHS JOBXUHU Tina npu cuHgpomi MapdaHa
BiOYBaETLCA 3 NEPLUMX MICALIB XXUTTA OUTUHM | HACTO y NOEAHAHHI 3 NpUcKope-
HUM npupoctoM o6cary ronosu (C. Roy et al., 1983).

ICHYBaHHSA YMCNEHHNX reHo- | dheHokonin cnHgpomy MapdhaHa, npu gKkux
BUCOKMIA 3PICT MOXe NoefHyBaTUCA i3 KICTKOBMMU AedopmaLlisiMu, cepLeBo-
CYAMHHOK naTosorieto, NiABMBMXOM KpulTanuka, yTpygHse gudepeHuianbHy
AiarHocTuky mapdaHonogibHmnx 3axsoptoBaHb (A.H. CemaukuHa, 1975).

Bucokuii 3picT, acTteHiyHa cTtaTypa, BopoHkonoaidHa aedopmauia rpygHoi
KNiTkK, crnabicTb 3B’3KOBOr0 anapaTta HagalTb NposBaM MHOXWUHHOI €HOOK-
puHHOI Heonnagaii Il Tuny deHoTMNoBOI CxoXocCTi i3 cuHapomom MapdaHa.
BigmiTHOW Ti OCOGMMBICTIO € HasIBHICTb Y XBOPUX MHOXWHHOIO JTACTOBUHHSA,
HEBPMHOM CrM30BMX OBOMOHOK OYeln, MOPOXKHUHWN POTa, KULLIOK, MeaynspHOro
paka wuTonofibHoi 3ano3n, a Takox BEenMKnx, TOBCTUX ryb, ncesgonporHaTuma-
MY, BUMHYTUX BYLLIHUX pakoBuH (J. Carney et al., 1981; S.I. Takai et al., 1984; R.
Grubner, M. Rothmund, 1987; B.J. Kullberg, A.C. Nieuwenhuijzen-Kruseman,
1987). MHOXVHHaA eHOOKpUHHA Heonnasia Il Tuny moxe 6yt 6e3 apaxHogak-
TUNIT.

CuHgpowm CrTiknepa xapaktepusyeTbCcs NOEQHAHHAM CrneLMdivHNX YepenHo-
NNLBOBUX ANCMOPMIN 3 ypaeHHAM CyrnobiB i oyen. Y XBopux i3 CUHOPOMOM
Criknepa crnocTepiratoTbCA LWMPOKe 06nunyys i3 nnockum npoduinem, rinonnasis
MNOro cepegHbOi YacTUHU, YacTo PO3KOMMHA MigHEBIHHS, ek3odTanbM, KOPOTKIN
Hic. [ineppyxnuBicTb cyrnobiB, KOTpa BiAMIYAETLCA B paHHbOMY AUTAYOMY Billi,
Hagani 3MiHIETLCS Ha TSXKKOPYXOMICTb. [JiarHOCTUYHO 3HAYYyLLOK O3HaKOoK €
nocTynoBse 30inbLUeHHst 06’emiB cyrnobiB 3a paxyHOK Nporpecyoyoi enicizapHoi
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ancnnasii, HagBHICTb SKOI cynepeyunTb cnHapomoBi MapdaHa. NMaTorHOMOoHIYHUM
€ YPaXKeHHSA opraHiB 30py y BUrNAAi Mionii, aHomManii nirmeHTauii ciTkiBkn, aTt-
podii Xopioiay, MOXNNBUIA PO3BUTOK CMOHTAHHOTO BidLLApyBaHHS CiTKIBKW, Saep-
HOI kaTapakTu. Ha BigmiHy Big cungpomy MapdaHa ans cuHgpomy CTiknepa He
XapakTePHUIA BUBMX KpuLITanuka i nponanc cepueBux krananie (C. Balagi et al.,
1987; M. T. J. Spindrich et al., 1988; |.K. Temple, 1989). HeobxiaHo, BpaxoByBa-
TW, LLIO apaxHOAAKTUMISA He € NOCTINHOK 03HaKo cuHapomy Criknepa.

BiamiHHMMK pucamu cuHgpomy binca € cBoepifgHi YepenHo-nuuboBi auc-
Mopdii (oBanbHUIM Yepen, eHodTanbm, MIKpOCTOMIS, MiKporHaTid, obnitepadis
CNYyXOBOro Mpoxoay, CUMMTOM “M’ATUX” BYLUHUX PaKOBWH) i MPUPOMAXKEHI KOH-
TPakTypun Benukmx i gpibHmnx cyrnobis. HassHiCTb nporpedieHTHOro nepebiry
XBOpOOU i NiABMBMXY KpULLTanunka cynepednTb KnacuyHuM nposisam CUHLPOMY
binca (KO.W. bapawHes, 1983).

IHogi mapdaHonoaibHi cuHOpPOMK HeOBXiAHO AndepeHLitoBaTK i3 CUHOPO-
Mom YiBepa-CwmiTa, npu ssKOMy MOXe 3ycTpidyatmcs apaxHogaktunia. OgHak
BiACYTHICTb Y XBOPUX LLiNbHUX HABpPsIKiB 4O3BONSE BUKMIOYMUTU JAHUA CUHAPOM
(F. Greenberg et al., 1989).

ApaxHofakTusis iHoAi MOXe BUABMSATUCS TaKoX Y XBOPUX i3 FOMOLMCTUHY-
pieto. [NepeBakHEe MOAOBXEHHS KIHLIBOK i BiACYTHICTb apaxHOA4aKTUMii Xapak-
TEpPHe Ans romouncTuHypil i cuHgpomie Mapwanna, 'ygmena, LWTinnepa.

[MaTOrHOMOHIYHUMM MPOsiIBAMU FOMOLMCTUHYPIT, SKi BIAPI3HAOTH i Big iHLLMX
3axBOPIOBaHb AaHOI rpynu, BBaXKalTb NPOrpecyyy po3yMoBY BigcCTanicThb,
PO3BMTOK eniCMHOPOMY, MOCTYNOBUIN PO3BUTOK CnacTUYHUX napanivis. pu ro-
MOLIMCTUHYPIT Ha BigMiHy Big cnHapomy MapdaHa He 3yCcTpidatoTbCsa BY3bKUN
NNUBOBUIA CKENET, MraHTCbKUIA 3picT, cnabicTb 3B’A3KOBOro anapata. BusHa-
YeHHS1 TOMOLMCTMHY B Cevi 3a JOMOMOro amMiHOKMCITIOTHOrO aHanizatopa abo
TECTY 3 LiaHIgHITpONpYyCMa0M HaTPIlO Aa€E MOXIIMBICTb BipOrigHO NOCTaBUTK diar-
HO3 roMOUMCTUHYpIl. Tun cnagkyBaHHA — aBTocoMHo-pelecvBHun (FO.U. ba-
pawHeB, KO.E. Benbtuwes, 1978).

Y xBopux i3 cuHgpoMom Mapluanna crnocrtepiratotbecst Opaxiuedanis, Bu-
nyKre 4oro, rinonnasis cepegHbol YacTUHM 0BNnYYst, ManeHbKUi, KOPOTKUIA Hic,
ek3odTanbm, rinepTenopmnam o4HUX S6nyK, BiOKPUTUI NPUKYC. XapakTepHe BU-
HWUKHEHHSA MioniT Ha 1-my poLi | PO3BUTOK KaTapakTu Ha 2-My OEeCATUNITTI XXUTTA.
3 paHHbOro BiKy BigMIYAETLCS HEMPOCEHCOPHA rnyxoTa. [1TaTOrHOMOHIYHUM NpPo-
SABOM cuHApoMy MapLuanna € ypakeHHs cKkeneta, Lo XapaKTepu3yeTbCs Crio-
LLeHHAM enidisiB AoBrmx TpybyacTmx KiCTOK, aHOManbHOW opMOoK0 XpebuiB i
kictok Tasa (N. Fitch, 1980; A.M. Roodhooft et al., 1988). brninsbkicTe beHOTH-
NoBMX MPOSABIB i aBTOCOMHO-AOMIHAHTHMI TUN cnagkyBaHHA cvHapomiB Map-
wanna i Ctiknepa gesknmmn aBTopaMmm TPaKTYETbCS 5K iX CUHAPOMarnbHa €4HICTb.
OpHak, ana cuHgpomMy Maplianna xapakTepHi BigKpuTi Bnepen Hi3api, BEPXHi
pi3yi, Wo BUCTyNatTb, rinonnasis M’a30BMx BONOKoH [1a i 116 Tunis, BupaxeHa
OukapbokcunoBa auuaypis, ski He 3ycTpivatoTbes npu cuHapomi Ctiknepa. Mpu
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OCTaHHbOMY CrMOCTEpIraeTbCa apTponaTis i YacTo Big3Ha4YaeTbCA aHoOManag
[Tepa-PobeHa, HasdBHICTb AkMx cynepeunTtb cuHgpomoBi Mapwanna (H.C. Oe-
MUKOBa 1 coaBT., 1987; S. Ayme, M. Preus, 1984; A.M. Roodhooft et al., 1988).

Cungpom N'yoMeHa Bigpi3HAETLCS PO3BUTKOM Ha KiHeub 1-ro gecsatunitTa
Xntta MixkdpanaHroeux koHTpakTyp (KO.W. bapawHeB u coaBT., 1984), a cuHAa-
pom LLTinnepa — HasiBHICTIO Yy XBOPUX OOBrol WK, rinonnasii ckeneTHNx M’a3is,
rineppyxnueocTi cyrno6is, donykTyauii X pebpa, cnnaHxHontody (M.P. JlasoBc-
knc, 1981).

2.2.2. ANOEPEHUIAJIbHA OIATHOCTUKA MNMPU NEPEBAXHOMY
3bUJIbLUEHHI AOBXWUHU HUXHIX KIHLUIBOK

MepeBakHe NOOOBXEHHS HIDKHIX KiHLIBOK MOXE CMOCTepiraTucs npy XxBopooi
Manns, kpaHio- i hpoHTOMETadi3apHin ancnnasiax. [aHi 3axXxBoproBaHHA TakoX
heHOTUNOBO NOEAHYIOTb PO3LUMPEHHST MeTadi3iB 4OBMMX TpybYacTMX KiCTOK, Lo
HanbinbL BUpaxeHe B OindHUi KOMiHHMX cyrnobis, genu valgum. lMposigHoto
KniHIYHOO AudepeHLianbHO-AiarHOCTUYHOK O3HaKoK XBOpob Uiel rpynn € Ha-
ABHICTb i XapakTep YepenHOo-NnLbOBUX ANcMopdirt (MPOAOBXKEHHA cxeMu 26).

XBopoba lNanns BigpisHAETbLCS Bif iHWMX dhopM MeTadisapHMX Oucnnasin
MiHIManbHUM ypa)KeHHSAM KICTOK Yyepena i 6inbl BupaxeHum dynasonogibHum
PO3LWMPEHHAM MeTadi3iB AOBrMx TpybyacTux Kictok. XBopoba MNanns 3s’a3aHa
3 aBTOCOMHO-PELECBHUM FEHOM.

KpaHiomeTadpizapHa gucnnasis xapaktepusyeTbCa CBOEPIAHUM YepenHo-
nmuboBUM ancmopdiamom (“neBuHUM” obnmyuam): Gpaxiyedanieto, rinepte-
NOPU3MOM OYHUX ABMYK, LUMPOKMM NEPEHICCSM, BY3bKMMU HOCOBMMU XOLaMMU,
L0 HagaTb NOAMXOBI N'YYHOrO CYNpPOBOLKEHHS, MPOrHaTU3MOM; CUMMTOMaMM
YPaKEHHS1 YepenHO-MO3KOBMX HEPBIB — MYXOTOK, 3HMXKEHHSIM FOCTPOTU 30pY,
napanivyamMmu MiMmidHUX M’a3iB. Po3wnpeHHsa meTtadisiB OBrMX TpyO4YacTMX KiCTOK
BMpaxeHe MeHLU Hixk npu xBopobi MNannsa i mae 6ynbbonoaibHy dopmy. KpaHio-
MeTadpizapHa gucnnasisa ycnagkoByeTbCS 3@ aBTOCOMHO-AOMIHAHTHMM Ta aB-
TOCOMHO-peLEeCUBHUM TUNAMU.

Mpn dpoHTOMeTachizapHin aucnnasii cnoctepirarTbCa HaabpiBHI Ayru, sKi
BUCTYNaOThb, LUMPOKUIA KOPOTKNIA HIC, MIKpOreHida. XapakTepHi 4oBri TOHKI nanbLj i
KniHogakTunia. Tun cnagkyBaHHs ppoHTOMeTaisapHOi AMcnnasii HeBigomMui
(M.B. Bonkos n coaBT., 1982; L.I". JlaryHoBa, 1989; J.S. Fitzsimmons et al., 1982).

BigHOCHe BiACTaBaHHA LOBXMHU BEPXHIiX KiHLIBOK Y BUCOKOPOCANX XJOnM-
4YUKIB — XapakTepHa o3Haka cuHgpomy KnanHdpenbTtepa (rn. 9).

OpHobiyHe abo HecuMeTpuYHe 36iNbLUEHHS KIHLIBOK Big3HaA4YaeTbCsl nNpwu
NPUPOOKEHIN Makpomenii, remirineptpodii, cnHapomi Kninnens-TpeHoHe-Be-
Gepa (acMMeTpuYHIN rinepTpodii KIHLIBOK Y NOEAHAHHI 3 reMaHriomammu), CUHA-
pomi MpoTesa (remirinepTpodii, MakpogakTunii, poagMMmmnx nnam, ninomaToay);
(J. Pearn et al., 1983).
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[nasa 3
ONPEPEHUIANBHA OIATHOCTUKA CTAHIB, LLO
CYNPOBOOXYHOTbCA CUHOPOMOM CXYOHEHHA

CxynHeHHs (rinoTpodia y aiten 1-ro poky XuTtTd) — CUHAPOM MOPYLUEHHS
di3MYHOro PO3BUTKY, LLIO XapakTepusyeTbCs BiACTaBaHHAM DaKTUYHOT MacK Tina
BiA pisionioriyHOT HOpMU, sika BignoBigae BiKOBI | 4OBXMHI Tina. OCHOBHUM Kpu-
TepieM JaHOro CTaHy BBaXaloTb PO3MILLEHHS 3HAaYeHHs] PakTUYHOI MacK Tina
HWX4Ye 3 LeHTUIBLHOro Kopuaopy.

BuainaioTe NpeHaTanbHWMin | NocTHaTanbHUin gediynTt Macu Tina. [ns ouin-
KM Macu Tina 4O MOMEHTY HapOL)KEHHSA PEKOMEHAY0Tb BUKOPUCTOBYBATM OLiH-
Hy Tabnuuto, 3anponoHoBaHy .M. [lemeHTbeBOIO | cniBaBTOpamu (1984).

MpeHaTanbHui gediunT Macu Tina (NpeHaTansHa rinoTpodis) Moxe byTn
3YMOBSEHUI Pi3HNMM NATOMNONYHMMKN CTaHaMK | 3aXBOPHOBaHHAMM MaTepi, nna-
LueHTn, embpioHa abo nnoga (E.M. ®arteea, 1969; N.C. CmusaH n coast., 1989).

MpeHaTanbHa rinoTpomisa y noegHaHHI 3 aHOManisiMn po3BUTKY € NnokasaH-
HAM AN BUKIHOYEHHSA XPOMOCOMHUX | CNaAKOBUX 3aXBOPHOBAHb.

BuaHauveHHs BigNOBIAHOCTI KiNbKOCTI | AKOCTI i, Ky OTPUMY€E ANTUHA, NOrO
disionioriyHMMm notTpebam BBaXkatOTb OAHIEID 3 MEPLUMX AiarHOCTUYHUX MpoLie-
Ayp Npu noctHatanbHoMy gediunTi Macu Tina. JediumT KinbkocTi i abo sikic-
Ha HEMOBHOLIHHICTb AieTK | TepaneBTUYHA e(PEKTMBHICTb paLioHanbHOro i 36a-
NaHCOBAHOro XapyyBaHHS cBigYaTb NPo aniMeHTapHy dopMy rinoTpodil (y aiten
1-ro poky xutTs) abo 6iNKoOBO-eHepreTUYHOI HEAOCTATHOCTI (Y 4iTen CTapLUoro
Biky); (O.J1. Nepenagosa un coaet., 1976; H.I'. 3epHos, O.®. Tapacos, 1984;
N.C. CmunsH n coart., 1989).

KBawwiopkop i animeHTapHuii mapa3m aBnsitloTb coboto ocobnusi hopmm
BinNKoBO-eHepPreTMYHOT HegoCcTaTHOCTI. [iarHOCTUYHUM KpUTEpieM KBaLliopkopa
€ TeTpaga [xenicda: 3aTpumMka 3pocTaHHs SOBXMHM Tina, atpodia M’a3iB 3i
30epeXeHHAM MifLLKIPHOro XXMPOBOTO LWapy, HabpskuM | 3aTpuMKa po3yMOBOro
pO3BUTKY. Y XBOPUX i3 KBALLIOPKOPOM YacTO BiA3HAYalOTb 3HMXKEHHS IHTEHCUB-
HOCTI nirMeHTaL,ji LUKipy NnepeBaXHOo B AiNsiHKax NpUpPoaHUX CKNadoK, NosaBY rinep-
nirMeHTaLii Ha mMicuax TepTa (NiKTi, 30BHILUHA NOBEPXHS CTErOH), Aiapei, 3MiHy
BOIOCCS Y BUNAAI CyXOCTi i NigBULLEHOT NaMKOCTi.

AniMeHTapHUn MapasMm Bifpi3HAETLCSA 30epEXXEHHSAM aneTUTy, 3HWKEHHAM
mMacwu Tina 6inbLw Hix Ha 60 %, BUpaxeHoto aTpodieto M’A3iB i NiALLKIPHOT XMpPO-
BOT KNITKOBUHW, NONIrMaHaynspHOK HeOOCTATHICTIO, Pi3KUM BiACTaBaHHAM He-
pBOBO-NCUXiYHOro po3BuTKy (H.®. baTioHnHa n coasT., 1989).

Y piTen, CXyOHEHHS SKNX HEe CPUYMHEHE QIETUYHUMW NOTPILLHOCTSMU, He-
obxigHe nposefeHHsA 6aratopa3oBMx JOCHIOKEHb, CNPSIMOBaHUX Ha BUSBMEH-
HA MMUCTAHOI iHBag3il.

Mopanblua npouenypa AndepeHuiansHOI AiarHOCTUKM CTaHIB, WO Xapak-
Tepu3ylTbCA BioCTaBaHHAM Macu Tina, Mmoxe 0yTu 34incHeHa 3anexHo Bif Ha-
SABHOCTI Y XBOPOTO iHLWNX KIiHIYHUX CUHOPOMIB: MOPYLUEHHS aneTuTy; peuman-
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BYIOHOro 6r0BaHHSA; XPOHIYHOI, peLnanByOYOi Aiapei; XPOHIYHOro 3anopy; Tpu-
Banoi noniypii; NOpYyLLEeHHs1 POCTY; MHOXWUHHUX aHoMarnivi (Bazl) po3BUTKY; BiACTa-
BaHHA PO3yMOBOr0 pO3BUTKY; MapaHeonnacTUYHNX NposiBiB. Tak, CXyYAHEHHS Y
No€eAHaHHI 3 BMCOKOPOCIIICTHO CnoCTepiraeTbecs npu rineptupeosi (rm. 3.1.1), y
noeaHaHHi 3 BUCOKOPOCHIICTIO i MHOXUHHUMW aHOManisiMn po3BUTKY — MNpU ro-
MoLMCTUHYpIT, cuHapomax Mapdana, binca, Criknepa, bepapaiHenni (rn. 2).
CxXyOHeHHS i 3aTpUMKa 3pOCTaHHS SOBXMHM Tina y noegHaHHi 3 rpyérummn puca-
MK 065IM4ysa xapaktepHi ansa cuHapomy foHoxeto (rn. 1.1.1.3.1.5), i3 rpeubkum
npodinem o6nanyYs i MHOXXMHHUMW KOHTpakTypamun — anga cudgpomy COFS (rn.
1.1.1.3.1.3), 3 TeneaHriekTasismn — gns cungpomy bnyma (rn. 1.1.1.3.3.2), 3
rinotTpmxo3om — ans cuHgpomy y6osiya (rn. 1.1.1.3.3.3) i cuHapomis, Wwo xa-
pakTepusyoTbCcs nepeavyacHnm ctapiHHam (rm. 1.1.2.2.3).

Mpun cxygHeHHi He3’acoBaHOI eTioNorii, sike CynpoBOXKYETLCA HEMPOrPecyto-
YO OMiroOpeHieto, PEKOMEHOYETHCS BUKITHOYEHHST XPOMOCOMHOI NaTonorii, a y
No€eaHaHHI 3 NPOrpecyrYvo0 PO3yMOBOIO BiACTanICTO — XBOPOO 0O6MiHY peyoBMH.

MoeaHaHHs CXyQHEHHS | napaHeonnacTMYHOro CUHAPOMY € NAaTOrHOMOHIY-
HUM MPOSABOM 3MOSKICHUX MYXJIMH, 30Kpema, Herpobnactomu, Miocapkomu,
nimgocapkomu, renatobrnacTtomu, ageHOKapLUUHOMU Ta iH.

CxyOHEeHHs MOXe CynpoBOKYBaTU OyAb-SKi COMaTUYHI 3aXBOPHOBAHHS 3
TpuBanum nepebirom, ane, sik NpaBUIoO, HE € OCHOBHOH KriHIYHOK O3HAKOH.

3.1. AUPEPEHUIANIbHA OIATHOCTUKA MNMPU CXYOHEHHI, AKE
CYNPOBOOXYETbLCA NOPYLWWEHHAM ANETUTY

CTaHu, OCHOBHMMM MPOSIBAMMN SIKMX € CXYAHEHHS i MOPYLUEHHSA aneTuTy,
MOXyTb OyTu NpeacTaBneHi ABOMa rpynamMu, L0 XapakTepusyoTbCs NiaBuLle-
HUM aneTuTom (nonidarieto, Oynimieto) i 3HMKEHUM aneTUToM abo aHOpPEKCIEo.

3.1.1. ANOEPEHUIATIbHA OIATHOCTUKA NPU NOEAHAHHI
CXYOHEHHA | NIABULLIEHOIO ANETUTY

Monidparisa i cXyaAHEeHHs1 — XapaKTepHUA CUMATOMOKOMNIIEKC, SKUIA Cynpo-
BOAXYE LykpoBun giabet, xsopoby JlodpTa, rineptupoignsm.

Monidparia y noegHaHHI 3 noniguncieto i Noniypieto, CyxiCTHo LWKipK, Cnn3o-
BUX 060NOHOK, CBEPOEXKEM, CXUIMBHICTHO 40 BUHUKHEHHS LLKIPHUX IHApEKUin (dy-
PYHKYNbO3Y, anbBeonspHOI niopei) € NaTorHOMOHIYHUM ANS LyKpoBoro Aiabe-
Ty. PiBeHb rnikemii HaTLLe BuLLe 3a 6,7 MMonb/n i (abo) NigBULLEHHSA KOHLIEHT-
pauii rnoko3u suLle 3a 11,1 Mmonb/n GinbLu HiXX B OAHIN i3 Npo6 npy NpoBeAEeHHI
CTaHOapTHOrO rIOKO30TONEPaAHTHOrO TECTy NiATBEPAXYIOTb AiarHO3 LyKPOBO-
ro giabety (3.I1. KacaTtkmnHa, 1990). NceBaopiabeTuyHa Tpiaga: nonidparis, noni-
OVWMCia | BUCHaXEeHHs MOXe crnocTepiraTucsa npu XpoHIYHOMY MaHKpeaTuTi
(XK.T. I'yaseHko, 1980).
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MposiBn rinepmetaboniamy — nonidaria, noniauncia, Taxikapaia, sonora
WKipa, nigBuLeHe NOTOBUAINEHHS, rinepTepMisi, HENepeHOCUMICTb CNekn — 403~
BONSAOTb Bigpi3HMTU XBOpoby JltodTa i rineptupoignam.

XBopob6a JltodpTa Bigpi3HAETHECA 060B’A3KOBOK HASIBHICTIO MOMIPHOrO Mio-
NaTU4YHOro CUMHAPOMY 3 M'SI30BOKO TiNOTpOhieto, KpeaTUHypIeto i BiACYTHICTHO
OYHMX cumnToMmiB. OCcTaToYHUI OiarHO3 BCTAHOBIIOETLCA Ha MiACcTaBi AaHUX
riCTONOrYHOro AOCHigKEeHHs M'30Boro 6ionTaTy, WO cBigvaTh Npo 306inbLUeH-
HA KinbkocTi i po3mipiB miToxoHApin (R.C.A. Sengers et al., 1989; M.T.G. Silva
et al., 1989).

HasBHicTb 30inbLUEeHOI WnTonoaibHoT 3ano3n, O4HUX CMMMTOMIB (€K30d-
Tanbmy, Oanpumnng, boTkiHa, Koxepa, WrtenbBara, Kpayca, *Xoddpya Ta
iHLINX) Oa€ MOXNUBICTb KNiHIYHO BUAINNTUN CTaHW, SIKi XapakTepuayTbes rinep-
TMpoignamoM. OgHak y Aeskux Bunagkax eauHOK 03HaKoK rinepdyHKLii WuTo-
noaibHoi 3ano3m moxe OyTn rinepmeTaboniam, y 3B’d3Ky 3 Yim Ans nigreep-
PKEHHS AiarHo3y HeobXxigHe OoCnimKEHHS CTaHy NpoayKUii TMPOIOHNUX FOPMOHIB.
linepTupoiguam cnoctepiraeTbCa Npy AUdy3HOMY TOKCUYHOMY 306i, T3 — Tupo-
TOKCWKO3i, TUPOTOKCUYHIN afeHOMi.

OndpysHnin TokenuHmi 306 (xBopoba [penBca) BigpisHAETLCA ANKDY3HUM
NiABMLEHHAM NOMMMHAHHA Mogy WNTONoAiGHOK 3aro30t0 i HasBHICTIO TUPOIa-
CTUMYTTIOOYNX @HTUTIN; T3 — TUPOTOKCUKO3 — i30J5IbOBAHMM MiABULLLEHHSM KOH-
LeHTpaLil 3aranbHOro TpPUMOATUPOHIHY; TUPOTOKCMYHA afeHOMa — iCHYBaHHAM
BOrHuLWwa niasuweHoro nornnHanHa nogy (J1.A. Jlncexkosa u coasT., 1988;
M.WN. BanabonkuH, 1989).

3.1.2. ANOEPEHUIATIbHA OIATHOCTUKA NMPU NOEAHAHHI
CXYOHEHHA | 3BHUXXEHOIO ANETUTY

OaHuM i3 HarBaXMBILLMX AndepeHLUianbHO-AiarHOCTUMHUX KPUTEPIiB 3ax-
BOPOBaHb, AKi CYrNpOBOLXYIOTLCA aHOPEKCIE HESACHOT eTionorii, € piBeHb py-
XOBOI aKTUBHOCTI.

3.1.2.1. AUPEPEHLIAJIbHA [IATHOCTUKA 11PU AHOPEKCII |
3BEPEXXEHIN ABO TIABULLYEHIN PYXOBIN AKTUBHOCTI

[ucouiauia aneTuTy i pyxoBOl aKTUBHOCTI Y BUMNSAI NOEAHAHHA aHOPEKCIl i
36epexeHoi abo HaBiTb NiABULLEHOI PYXOBOI aKTMBHOCTI XapakTepHa Ania He-
pPBOBO-apTPUTUYHOrO AiaTesy, AUTSYO0T HEPBOBOCTI, CNPaBXHbOI HEPBOBOI | NCU-
XocoujianbHOi aHOPEKCIM.

PeTenbHo 3i6paHnin aHamHe3 403BOMSAE BUKIMHOYNTY TaKi MPUYNHU 3HVKEH-
HA aneTuTy, K NOPYLUEHHS PEXMMY XapdyBaHHS, 30Kpema, BXWBaAHHSA COMo-
[OOLLiB 0O rogyBaHHA, OOQHOMaHITHA Ka, NCUXiYHEe Hanpy>XeHHSA Npu NpUMMaHHi
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DKi (HacunbHWLBbKE rogyBaHHS, NOCTINHI KOHANIKTU Nig Yac ixi, rpyba KpuTuka
MaHep NpuUMaHHS Ki TOLLO).

lMoegHaHHS aHOpeKCii 3 pyXoBUMW 1 adheKTUBHUMW NOPYLLUEHHAMW € NaTo-
FTHOMOHIYHMM CMMMNTOMOKOMIMIIEKCOM OUTSYOI HEPBOBOCTI. [iTh 3anBO pyxnumBei,
METYLUMNBI, PyXOBO po3ranibMOBaHi, ApaTiBNuBi, NMakCcmBi i LWBNUOKO BTOMIIO-
BaHi. Y HUX 4YacTo Big3HaA4alTbCAd MUMOBIfbHI M'A30Bi MOCMUKYBaHHS, HaB' a3-
nuBei pyxu Ta gil. ApekTMBHI po3naan xapakTepusyrTbCs eMOLINHOK Nabinb-
HICTI0, LUBMOKOIO 3MiHOIO HAcTPOIO, MOPYLUEHHSM CHY, HaB'A3NTIMBUMWN CTPaxamu.
MoxxnuBi NposiBN coOMaTo-BeEreTaTMBHUX po3nagiB y BUrNa4i HeTpMMaHHS ceui,
Kany, nigBuLIEHOro NOTOBUAINEHHS, NabinbHOCTI apTepianbHOro TUCKY
(M.C. BpoHo, 1987).

KniHika HepBOBO-apTpUTMYHOro AiaTedy 65m3bka 4O NPOosIBIB AUTSAYOT He-
pBOBOCTi. Ha BigMiHy Big AWTAY0iI HEPBOBOCTI, Y KMiHIYHIN KapTWHI HEpPBOBO-
apTPUTMYHOrO Aiatesy nepeBaXkaldTb COMATUYHI NMOPYLUEHHS: CXUMBHICTb A0
anepriyHnx peakuini, aueToHeMiYHOro GnioBaHHA, HasABHICTb NiMmdageHonarii,
nepioguyHux aptpanrin. MMMOoBINbHI M’130Bi NOCMUKYBaHHS, HaB’A3NuBi 4il, pyxu
npv HEPBOBO-apTPUTUYHOMY AiaTtesi BiacyTHi (H.I. 3epHos, O.®. Tapacos, 1984).

BUHWKHEHHSA HE3’ACOBAHOT aHOPEKCIT y Npe- Ta NnybepTaTHWIA nepiogn € na-
TOrHOMOHIYHUM OS5 CIPaBXHbOI HEPBOBO| @aHOPEKCIT, iICTEPUYHOrO HEBPO3Y.

CnpaBXHSA HepBOBa aHOPEKCIA B MOYATKOBUIA Mepiog 3aXBOPIOBAHHS BUSAB-
NSAETbCS CUHOPOMOM AMCMOpdOMaHii, Wo Mae cneymdiyHi ocobnmBocCTi — ak-
TMBHA AiANbHICTE 3 METOI BUMpPaBreHHs “gisnyHoro Hegoniky” npeeantoe Hag
nposiBamMn HaguiHHMX abo MapeBHUX igelt HEBOOBOSIEHHS BNACHOK 30BHILLHI-
CTio (YSIBHOH 3aMBOK MOBHOTOK). HacTynHUI aHOPEKTUYHMIA eTan HEepBOBOI
aHopeKcil XxapakTepuayeTbcsa NpUegHaHHSAM NCUXONATUYHUX 3MiH: eKCMio3unB-
HOCTI, BUpaXXeHOro eroiamy, HaaMipHOI BUMOMMMBOCTI Ta roHaganbHUX po3nagis.

Ha BigMmiHy Big cnpaBXXHbOT HEPBOBOI aHOPEKCIT iCTEPUYHUI HEBPO3 Xapak-
TEepu3yeTbcs BOMITOPOBIYHMM CUHOAPOMOM (CTpaxom nepef 6rnoBaHHAM nicns
npunmanHg ixi); (M.B. KopkuHa u coaBT., 1986; M. Brinch, 1985; H. Remschmidt,
B. Herpertz-Dahimann, 1989; H. Remschmidt, 1989).

HepBoBa aHopekcia Moxe 6yTu TakoX NposiBOM wmn3dodpeHii. OgHak y
KNiHIYHIN KapTUHI XBOPUX Ha LWN30MpPEHi0 NnepeBaxatoTb AenaepcoHanisauin-
HO-AepeanisauiiHi, emoLlioHanbLHO-BOMNbOBI NOPYLUEHHS | BUpaxeHa aediymnT-
Ha cumMnToMaTUKa.

BigsHa4veHi TakoXx BuMNagkym HEpBOBOI aHOPEKCIT npu rinokopTULmM3mi
(M.B. KopknHa 1 coaBT., 1986; M.V. Tobin, A.l. Morris, 1988).

HepBoBa aHOpeKCis € NokaszaHHSAM N4 KOHCynbTaLii ncuxiaTpa.
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3.1.2.2. JUPEPEHLIAJTIbHA OIAFTHOCTUKA NMPU AHOPEKCII |
3HUXXEHIA PYXOBIA AKTUBHOCTI

SHWKEHHS aneTuTy, WBMaKa BTOMIIOBAHICTb, CNabiCTb i 3BMEHLLEHHS pyXO-
BOT aKTUBHOCTI — JOCUTb HECNeLn@iYHNA CUMITOMOKOMMIEKC, SKMA MOXe Cro-
cTepiraTucs Npy XPOHIYHMX OUAY3HUX | NOKaNbHUX YPaXKeHHSAX MO3KY, XPOHiY-
HUX 3aXBOPKOBAHHAX OPraHiB TpaBfeHHs, AnxarnbHol, cepueBo-CyaANHHOI, cevo-
BUAINbHOT cucTeM, xBopobax KpoBi, eHOOKPWUHHIN MaTonorii, XpOHiYHUX
iH(PEeKLiHNX 3aXBOPIOBAHHSAX, iIMyHOOedIUMTHMUX CTaHax Ta iH. [NoeaHaHHs aHo-
pekcii i 3HKeHOT pyxoBOi aKTUBHOCTI NpY AaHWUX NaToNOorYHUX CTaHax, sk npa-
BUINO, € TiNbKM OOHOM NPOBIAHUX KIiHIYHUX CUHOPOMIB.

OpaHak npu rinokopTULM3Mi, rinepkanbLieMiYHUX CTaHaX, aHEMIsIX, CMagKo-
BOMY remMoXpomaTosi, NiAroCTPOMY i XPOHIYHOMY KapauTi, Ty6epKynbosi, gen-
PECUBHUX CTaHax aHOPEKCIA Yy MOefHaHHI 3i 3HMXXEHOK PYXOBOK aKTUBHICTHO
MOXe BYTW NPaKTUYHO EAMHUM KITiHIYHMM MPOSIBOM.

Y Tux Bunagkax, siki CyrnpoBOLXKYIOTbCS HE3 siCOBAHOK aHOPEKCIE | 3HU-
XXEHHSAM PYXOBOI aKTUBHOCTI, PEKOMEHOYETLCA AOCIIIKEHHS Y XBOPUX KMiTUH-
HOro cknagy nepudeprnyHoOi KPOoBi, KOHLEHTPALl KanbLito B CMPOBaTLi KPOBI,
NPoOBEAEHHS eX0- | eneKkTpokapaiorpadii, TybepkyniHoBUX nNpob i KOHcynbTauil
ncuxoHesponora. [eski 3 nepeniyeHnx 3axBoploBaHb NpU Krnacu4yHoMy nepe-
Giry MoxyTb OyTu 3anigo3peHi Ha NiacTaBi KNiHiko-aHaMHECTUYHUX JaHUX. Tak,
6nigicTb WKipW CBIOYUTL MPO aHEMIto, NiArocTpuin abo XPoHiYHUI KapauT. lMo-
€0HaHHS 3arafbHOAHEMIYHOrO i3 CMOEepPONEHIYHNM CUHOPOMOM (BMpPaXXEHOH
M’A30BOI0 CriabkicTHo, CyXiCTHO LUKipK, pica chlorica, KOMIOHIXiel0) xapakTepHe
ans sanisogediunMTHOI aHeMiIl; 3 NposBaMn gop3aonaTtepanbHol gereHepadii —
B12 pediunTHOI aHeMil; i3 NpUpoSKEHUMN aHOManigAMKU PO3BUTKY, remopariy-
HUM CUHOPOMOM — a-, FiNONSIAaCTUYHOI aHEMIT; 3 HaAMEYiHKOBOK XXOBTSAHULEHD —
remoniTuyHmnx aHemin (I.C. MyxamegssiHoa, 1970; B.. KanvHnyesa 1 coaer.,
1983; KO.H. TokapeB n coaeT., 1983). [loknagHe BUKMAAEHHA OiarHOCTUKM i
OudepeHuianbHOI giarHOCTUKM aHeMiin nodaHe B cneuianbHii niTepaTypi
(M.A. CtygoeHukuH, A.WN. EBgoknmosa, 1979; J1.1. VipenbcoH, 1981; B.W. Kanu-
HuyeBa, 1983;, KO.H. Tokapes n coasT.,1983; M. Yunnoy6bu, 1981).

Hanagu 3aHenokoeHHs, 6NigocTi, XonogHOro NoTy, TaxikapAii 3 MiHiManbHu-
M1 NPOsSiBaMM1 3a4M1LLKM i LiaHO3y, ocnabrieHHA BEPXiBKOBOro MOLLTOBXY, PO3LUK-
PEeHHs1 MeX BIQHOCHOT TYNOCTi cepLs, YacTi pecrnipaTopHi 3aXBOptOBaHHA JO3BO-
NA0Tb 3anigo3puTh HaaBHICTb KapauTy. OcTaTouHWi diarHO3 BCTAHOBMAETHCS
Ha nigcTaBi gaHux EKT i ExoKI™. [iarHOCTUYHUMKN O3HaKamMun KapauTy € 3HUKEHHS
BonbTaxy 3youis EKI, ynoBinbHEHHS MpOBEOEHHST iMMYIbCy MO aTPiOBEHTPUKY-
NSAPHUX LUASIXax, 3MiWeHHSA BHM3 iHTepBany ST, 3HWKEHHS KOHTPaKTUIbHOCTI,
306iNbLUEHHSI NOPOXHWUH i TOBLUMHM CTiHOK cepus (H.A. BenokoHb, 1984).

lNnepnirmeHTayis WKipn B Micuax isionioriyHOro BiaknagaHHsA MirMeHTy,
NigBULLIEHOro TepTA i BIOKPUTUX AINAHOK Tina CnocTepiracTbCs Npyu XpOHIYHOMY
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rinOKOPTULM3MI NEPUEEPUYHOrO reHesy, CnagkoBOMY reMoXpomMaTosi (CUHAPOMI
Tpyasbe-AHo-LLodhdapa), aHemii bnekdaHa-daemoHaa, cuHapomi LinHccepa-
EHrmaHa-Koyna.

XPOHIYHWUI FINOKOPTMLM3M NEPUEEPUYHOro reHesy Biapi3HAETbLCS BPOH30-
BUM, 30MnoTaBum abo OpyaHO-KOPUYHEBUM BIATIHKOM rinepnirmeHTauii LwKipw,
HasABHICTIO acnigHo-Cipoi abo CMHBLO-CIPOI rinepnirmeHTauii cnu3oBmx oboro-
HOK, apTepianbHOI rinoTeHaii, Hy4OTWU, HECTINKNX BUMOPOXHeHb (. 3.1.2.2.1).

CnagkoBuin remoxpomaros i aHemis bnekdaHa-[JacMoHaa xapakTepusyoTb-
Cs1 FPSI3HO-Cipoto 3 OypuM BIATIHKOM rinepnirMeHTaLi€ero LWKipK, BiACYTHICTIO rinep-
nirMeHTauii AONTOHHUX CKMadoK, CrM30BMX 0DOOHOK.

MoegHaHHs rinepnirMmeHTauii 3 rinepkepaTto3oM € NaTOrHOMOHIYHOK O3Ha-
Koto cnHapomy LinHccepa-EHrmana-Koyna (rn. 1.1.1.3.3.1); (M.A. >KykoBckui,
1982; A.®. Cokon, 1985; B.A. 3enuHcknin, 1988; [1.A. CeTtaposa, N.A. CeTTa-
pos, 1991; G.J. Escobar et al., 1987).

3anopwu, 6roBaHHS 1 iHOAI Noniypid, WO BUHUKAOTb NEPIiOANYHO, MOXYTh
CBiAYMTU NPO rinepkanbyiemiyni ctanm (rm. 3.1.2.2.2).

Migospa Ha HasBHICTb crneumdivHOro Ty6epKynbo3HOro npouecy notpebye
peTenbHOro AOCNIAXEHHS, CIPSAMOBAHOIO Ha BUSIBIIEHHA NEPBUMHHOMO doKyca
yPaXKeHHs, i npoBeaeHHs1 Ty6epkyniHoBmx npob. OgHak YyTnueicTb Ao Tybep-
KyNniHy CBigYMTb TifNlbKM NPO iHQIKOBAHICTb TyOEPKYNbO3HOK Masnunykor, a
BIACYTHICTb peakuii Ha TyGepKkyniH He BUKoYae Ty6epKynbo3y. ABCOMTHUM
NiaTBEPAXEHHAM TyOepKynbO3HOT eTioNOorii 3aXBOPOBaHHSA € BUAINEHHS MiKO-
BakTepin Ty6epkynbosy (. [x. Y. Munnep, 1984).

YTpYAHEHHSA BCTAHOBMNEHHS KOHTaKTY, 3aMKHYTICTb, 3HUWKEHHS adpeKTUBHOI
pPEeaKkTMBHOCTI, HagMipHa CaMOKpUTUKa, HaB A3MNMBI CTPaxm NaTOrHOMOHIYHI Ans
aenpecuBHux ctadiB (B.E. KaraH, 1981; A.W. Ceneukun, 1987).

Cnig nigkpecnuTyn, WO aHOPEKCIsA, BACHAXEHHS 11 ayTU3M MOXYTb ByTn eam-
HUMMK O3HAKaMK NyxnuHW ronosHoro mo3ky (R.H. Squires, 1989).

BuCHaXeHHSA 11 aHOPEKCist HESAICHOTO reHe3y € nokasaHHSM OS5 BUKINKYEH-
HS NYXNWH ractpogyoaeHansbHoil 3oHK (M.H. Mpuroeumy, 1985 ).

3.1.2.2.1. AUOEPEHUIANBHA OIATHOCTUKA NPU MNMNOKOPTULU3MI

XPOHIYHUI TINOKOPTULM3M XapaKTepusyeTbca AediunTomM npoaykuii rop-
MOHIB KOpY HaZlHUPKOBMX 3aro3 He3arexHo Bif NOro reHesy.

Po3pi3Ha0Tb LeHTpanbHUin i nepudepuyHnii rinokopTnuunsm (cxema 27).

lnepnirmeHTauis WKipy i cnn3oBmMxX 0BOMOHOK, MigBULLEHNIA BMICT KOPTU-
KOTpOniHy B cMpoBaTLi KpPOBI i BiACYTHICTb BigNOBIAHOI peakLii BMIiCTY rOpMOHIB
KOpW HaAHNPKOBKX 3ari03 y CMpOoBaTL,i KPOBi Ha BBEAEHHHA CUHTETUYHOIO KOPTU-
KOTPOMiHY (CMHaKTEHY), AO3BONATbL IMOBIPHO AiarHOCTyBaTW XPOHIYHWIA nep-
BUHHUI (NnepudepunyHnii) rinokopTuumnam. [aHi npo po3mipn HagHUPKOBUX 3a-
103, OTPUMaHi 3a 4OMOMOrO0 YNbTPa3BYKOBOro CKkaHyBaHHs abo iHLWNX METOAIB
Bi3yanisauii, gornomaratoTb BU3HAYMTUCS B €TIONOril NepBUHHOIO riNOKOPTULINS-
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MY. 3MEHLUEHHS pO3MipiB HAAHUPKOBUX 3ar03 € XapakTepHUM Ans igionatuny-
HOT aTpodil OCTaHHIX, PE3UCTEHTHOCTI KOPY HAQHMPKOBUX 3ano3 A0 Ail KopTu-
KOoTponiHy, Ty6epkynb0o3HOro npouecy tpuBanoro nepebiry. 36inbweHHs
pO3MipiB HagHMPKOBMX 3ario3 CNOCTepiraeTbCsl Npu roctpomy Ty6epkynbosi,
rictonna3mosi, 6nacTtomikosi, yutomeranii, aminoigosi, nimgorpaHynomarosi,
agpeHoreHiTanbHoMy cuHgpomi (J.A. Vita et al., 1985).

lgionatmnyHa aTpois Kopy HagHUPKOBMX 3ano3 i Ty6epKynb0o3 TpMBanoro
nepebiry xapakTepusytoTbCa TOTaNbHUM FiNOKOPTULN3MOM. [1aTOrHOMOHIYHM-
MU 03Hakamu Ty6epKynbo3y BBaXKarTb NO3UTUBHI TybGepKyniHOBI Npobu i BUCO-
Ky 4acToTy KanbuuikaTiB HaQHNPKOBUX 3ar103.

lgionatnyHa atpodoia Kopy HagHMPKOBUX 3ano3 € 36ipHUM NOHATTAM, Y
3B’513KY 3 UMM Y XBOPUX 3 JaHUM [iarHO30M peKOMEHAYOTb AOCNIAXKYBATU TUTP
@HTUTIN 4O TKAHMHM HaOHMPKOBMX 3ar03 i KOHLEHTpaLito OBrofnaHLXKOBNX
HaCUMYEHUX XUPHUX KNCAOT. BUCOKUI TUTP @aHTUTIN OO TKAHUHW KOPWU HAOHUP-
KOBMX 3a5103 CBiA4YMTb NP0 aBTOIMYHHWUI agpeHaniT. NoegHaHHs aBTOIMYHHO-
ro agpeHanity 3 rinonapatMpeos3oMm i KaHANL4030M € NonirnaHAynspHUM aBTo-
iIMYHHUM 3axBOpPIOBaHHAM | TUNy, ske ycnagkoBYETbCHA 3a aBTOCOMHO-peLe-
CUBHUM TUMNOM; WOro MO€eAHaHHA 3 aBTOIMYHHUM TUpPOIAUMTOM Ta
iHCYNiHO3aneXxHNM LyKpOBMM fgiabeToM — aBTOIMyHHUM 3axBoptoBaHHAM |l
TNy, Wo, iIMOBIPHO, yCNaaKOBYETLCS 3@ aBTOCOMHO-pPeLIeCUBHUM i (abo) aB-
TOCOMHO-AOMIHAHTHUM TUMOM.

Bucoka koHLeHTpaLis 4OBronaHLUKXKOBMUX HACUYEHUX XKUPHUX KACIOT, 30K-
pemMa, rekcako3aHOEBOI, CBigUMTb NPO agpeHoMienoHeponartito abo agpeHo-
nenkoancTpodito e 40 NOsIBM 03HAK YpaXKeHHS LieHTparibHOIi HEPBOBOI CUCTe-
MW Yy BUNS4I Nporpecyo4vol po3yMoBOl BiACTaNOCTi i PO3BUTKY LEeHTpanbHUX
napaniyis. Tun cnagkyBaHHA JaHUX 3aXBOPIOBaHb — PELLECUBHUIA, 34eneHun 3
X-xpomocomoto (O.C. Lernoea, M.A. BonbiHckas, 1987; T.b. Unotosuny, 1989;
A. Sadeghi-Nejad, B. Senior, 1990).

MNoegHaHHA nepudepnyHOro rinokopTULM3MYy 3 axanasieto KapgianbHoro
Big4iny ctpaBoxoay i NopyLUEHHAM CIibO30BUAINBHOT PYHKLIT BBaXkaoTb CaMo-
CTINHUM CMHAOPOMOM MPUPOKEHOT HEAOCTATHOCTI KOPWU HAQHUPKOBUX 3am03 i3
axanasieto i anakpumieto. CMHAPOM yCnagkoBYETbCS 3@ aBTOCOMHO-peLlecUB-
Hum Trnom (E.A. BeHnkoBa u coaBT., 1993).

CuHgpomMun, NoB’A3aHi 3 MPUPOAXKEHOH0 rinonnasieto Kopn HagHMPKOBUX 3a-
Nn03, BUSBNAOTLCA 3 NEPLUNX roanH abo AHIB XUTTS ANTUHU TSHKKMMU O3HaKamm
rinokopTuuuamy (rn. 3.2).

CenekTuBHa HeAOCTATHICTb MOKOKOPTUKOIAIB Y NOEAHAHHI 3 HE3MIHEHOO
NPOAYKLIE aHOpPOreHiB, MiHEPANOKOPTUKOIAIB, HOPManbHUM BMICTOM €MeKT-
poniTiB KPOBI i rinornikeMiYHUMM CTaHaMW, siKi BUHMKaOTb NepiognyHo, CBIgYNTb
NPO PE3NCTEHTHICTb KOPU HAOHMPKOBUX 3a03 A0 Ail KopTUKOTpOMiHy. Tun cnag-
KyBaHHA CMHOPOMY — aBTOCOMHO-PeLEeCUBHUI i peLleCUBHUI, 34enneHnin 3 X-
xpomocomoto (E. A. BeHukoBa n coasT., 1993).
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Mpn nepBMHHOMY FiNOKOPTULM3MI 3i 36iNbLUEHHSIM PO3MIpPiB HAAHUPKOBUX
3anos, o4HMM 3 HaKrbiNbL BaXNMBUX auUdepeHLianbHUX KpUTEPITB € xapakTep
ypaXeHHs1 MexaHi3MiB cTepoigoreHesy. ToTanbHWI FiNOKOPTULN3M [03BOSSE
BiOPI3HUTWN ypaXKeHHs1 KOPY HaAHUPKOBKX 3ar03, 3yMOBEHe rocTpum Tybepky-
Nbo30oM, 611acTOMIKO30M, UMTOMETrarier, aminoigo3oM, NiMmcorpaHyioMaTo30M,
a CeneKTUBHE 3HWXEHHSA NpoAyKuil rmioKOKOPTUKOIQIB — agpeHoreHiTanbHUm
cuHgpom 11, V tunis, i HenosHy hopmy IV TUny. AopeHoreHiTanbHUin CUHAPOM |
i Il TMNiB BUSABNAETLCA TSHXKKUM TOTaNbHUM FiMOKOPTULM3MOM 3 MEepLUMX OHIB
XWUTTS, NOBHa (bopmMa agpeHoreHiTaneHoro cuHapomy IV tvny BigpisHAETHCA
NoegHaHHAM HU3bKOT NPOAYKLIT KOPTU30Y 3i BHMXKEHHAM CUHTE3Y anbaoCTepo-
Hy. KniHi4HO agpeHoreHiTanbHUii CMHAPOM BiAPi3HAETLCS MOPYLUEHHSIM cTaTe-
BOro po3BuUTKy (auBs. rmasu 5,6,7,9).

MepudepnyHunin rinoKOpTULM3M CMOCTEPIraeTbCa TaKoX NPy CUHAPOMI Bonb-
MaHa (rn. 3.3.2.3.2).

CeneKkTUBHMIA TiNOKOPTULM3M, 3yMOBIIEHMIA NOPYLUEHHAM CUHTE3y abo pe-
uenuii anb4oCTEPOHY, XapakTepuayeTbcs OnoBaHHAM i BUPaXXEeHUM CUHAPO-
MoM BTpaTu coni (rn. 3.2).

KniHivHi 03HakKu rinokopTUUM3My Npu BiACYTHOCTI rineprnirMeHTauil WKipy y
No€eAHaHHI 3 HU3bKUM PIBHEM KOHLIEHTpPALil KOPTUKOTPOMiHY B CMPOBATLi KPOBI i
NO3NUTUBHNM Pe3yrbTaToOM Mpodu i3 KOPTUKOTPOMIHOM abo MOro CUHTETUYHUM
aHanorom (4eno-CMHaKTEHOM) A03BOMSATb BiAPISHUTU TNOKOPTULMU3M LIEHT-
panbHOro reHesy Big nepngepruyHoro rinokopTuymMamy. [ns poamexyBaHHs rino-
TanamiyHoro i rinodgisapHoOro rinoKopTULM3MY PEKOMEHAYIOTb NPOBEAEHHS Npodu
3 KopTUkonibepmnHom. lMNiaBMLLEHHS PiBHA KOPTUKOTPOMiHY NiCNs BBEAEHHS KOp-
TUKONIGEPMHY CBIOUYNTB MPO rinoTanamivyHuiA, a BiACYTHICTb BiANOBIAHOI peakuji
— Npo rinogidapHuii reHea rinokoptuymamy (D. Gordon et al., 1987).

3.1.2.2.2. AUOEPEHUIANBHA OIATHOCTUKA NPU MNNEPKANbLIEMII

HaibinbLu paHHiMM O3HaKaMu rinepkanbLiemii € M’a30Ba rinOTOHIs | 3anopu.

lNnepkanbLieMiYHUIA KPU3 XapakTepusyeTbCs NiABULLEHO HEPBOBO 36y a-
NMBICTIO, aHOPEKCIEH, BUHUKHEHHAM HYAOTW, BMtoBaHHS, NoNiguncii i noniypii,
O CMPUYUHIOKTL PO3BUTOK EKCUKO3Y, Bpagukapaii i 605b0BOro cMHAPOMY.
OcTaHHi Mmae xapakTtep abaomiHanbHOro 3 NepeBaXKHO0 fnokarnisadieto 60nto B
eniracTpanbHin ginaHui Ta (abo) onepisyto4oi, i ocTeansril.

lNnepkanbLiemis 5K OCHOBHMIA NPOSIB 3aXBOPKOBAHHS, MOXe crocTepiratu-
Csl NpX NEepBUHHOMY, TPETMHHOMY rinepnapaTrpeoasi, rinodpocdaTasii, Monou-
HO-JTY>KHOMY CUHAPOMI, CUHOPOMI CiIMENHOI rinoKasbLinypUYHOI rinepkasnbLiemil.
CTtaH npoaykuii napaTtupyHy O03BOMSE BiApPIi3HUTK rinepnapaTnpeos Big iHWmnX
3axBoptoBaHb AaHol rpynn (cxema 28). MNoegHaHHS rinepkanbuiemii i BUCOKOro
PiBHA NpoAyKuil napaTtupuHy € cneumdivyHo O3HaKow rinepnapatupeosy. Y
BUNaAKax i3 CyMHIBHUM MigBULLEHHAM BMICTY napaTUpuUHY B CMpoOBaTLi KPOBI
XBOPOro, ANs NiATBEPAXEHHNA AiarHO3y pPeKOMeHAYTb NpoBeAeHHS npobu 3
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rigpokopTu3oHoM. Mpu rinepnapaTnpoignami BiCyTHE 3HMKEHHSA KOHLEeHTpaLil
Kanbuito B cmpoBaTLi Kposi nicns 10-4eHHOro NnpuinMaHHs rigpoKopTM30HY. Ha
aymky R. Marous (1989), Hanbinbw AiarHOCTUYHO HadiMHOK npouenyporo €
npob6a 3 EATA.linepnapatupoian3dm mMae OOCUTb LUMPOKUIA KITiHIYHMIA MNO-
nimopdiam. NaTorHOMOHIYHUMM KITIHIMHMMKW O3HaKaMu rinepnapaTnpeosy BBa-
XalTb cevyokam’siHy XxBopoOy, noniypito, sika NepioanyHO BUHWUKAE, BUPA3KoBE
YPaKeHHS LUMyHKa | ABaHaAUATUNANO! KULLKKW, YPaXKEHHS KICTKOBOT TKaHMHM,
rinepxnopemMivyHnin aunaos, NiaBuLeHy akTUBHICTb NYXHOI pocdaTtasu B cnpo-
BaTtui kposi (J.A. Mahoubeu, A.M. Balliere, 1984; D. Rappaport et al., 1986).
YpaKeHHs1 KiCTKOBOT TKaHMHWN XapaKTepm3yeTbCs reHepanisoBaHMM OCTEOMNOPO-
30M i3 CTOHLLEHHSIM KipKOBOrO LUapy, cybnepiocTanbHOK eposieto KipKoBOro Lwapy
danaHr, cMMAToOMOM “3’igeHnX Minmn” KiICToK Yepena i ibpokicTo3HMM ocTel-
ToMm (FHO.A. KHsaszes, J1.®. MapueHko, 1984; D.A. Heath, 1989).

lMepBMHHMIA rinepnapaTnpeos NoB’da3aHnin i3 ANYy3HUM, a TPETUHHUIA — 3
BOTHULLEBUM YpaXXeHHAM napawmMtonodibHux 3ano3. BorHuwese ypakeHHS
napawmuTonoaibHNX 3anos, Wo BUSBNSAETLCA 3a 4ONOMOrol padiockaHyBaHHSA
3 BMKOPUCTaHHAM 75 Se, koMmm'loTepHOT ToMorpadil, apTepiorpadii, cenektums-
HOI KaTeTepu3au,il BeH, Bigpi3Hse ageHoMy Big Andy3Hoi rinepnnasii napawym-
TonoAioHMX 3anoas.

MHOXMHHWIA CIMENHUI ageHOMaTO3 napalluTonodibHMX 3amno3 ycnagko-
BYETbCH 3@ aBTOCOMHO-OOMIHAHTHUM TUMOM.

MNoeagHaHHs ageHoMM NapawuTonoaibHoT 3ano3n 3 ageHoMaTo30M rinodi-
3a, NigWnyHKOBOI 3arno3n, HagHMPKOBUX 3ano3, LWMTONOAIGHOT 3anosn aBnse
co60t0 MHOXWHHY €HOOKPUHHY Heonnasito | Tuny (gue. rm. 3.3.1.1).

IOundpysHa rinepnnasis napalmMTonoaidHmx 3ano3 CnocTepiraeTbCs Npu nep-
BUHHOMY rinepnapaTupeosi i MHOXWHHIN eHOOKpUHHIN Heonnasii |l Tuny. MNo-
€0HaHHA NposBiB rinepnapaTnpeosy, MeoXpoMOLUTOMU i MeagynapHOro paky
LwmTonoAibHol 3ano3n — NaTOrHOMOHIYHUIA CUMATOMOKOMIMITEKC MHOXWUHHOT €H-
OOKpWMHHOT Heonnasii Il Tmny, gka ycnagkoByeTbCsl 32 aBTOCOMHO-AOMIHAHTHUM
tinom (R. Gruber, M. Rothmund, 1987; L.A. Fitzpatrick, 1989)

BigcyTHicTb niaBMLEHOro piBHA NPOAYKLUil napaTnpuHy, No3nTMBHa npoba
3 rigpOKOPTU3OHOM € XapaKTepHUMM AN4 rinepKanbLieMiYHUX CTaHiB, He NoB’A-
3aHuMX 3 NaTONOrieln NapalmMTonoAidHMX 3anos.

Husbka ekckpeLis kanbLito i3 cevero npu rinepkanbLiemii, He NoB’A3aHin 3
NigBULLEHOO NPOAYKLUIE NapaTUpuHy, 4O3BOSSE BipOrigHO AiarHOCTyBaTWN CUH-
OpOM ciMelrHOI rinokanbLiypuyHoi rinepkansuiemii. MigTBepaXeHHAM giarHosy
€ NponopLiviHa rinepkanbLieMii rinepmarHiemisi i piske 3H/MKeHHS CriBBiAHOLLEHHSA
KnipeHcy KanbLito Ta KpeaTuHiHy. Tun cnagkyBaHHS CUHAPOMY — aBTOCOMHO-
pomiHaHTHUIA (M.W. BanabonkuH, 1989).

lNnepkanbuiemMis y noegHaHHi 3 ankano3oMm, BUHUKHEHHSA SKOT 3YMOBIIEHO
BXWUBAHHAM MOSOYHOI Ki, — NATOrHOMOHIYHUI CUMNTOMOKOMIMNEKC MOMOYHO-
NY>XHOrO CUHAPOMY.
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lNnepkanbuiemiqa, ska He NoB’A3aHa 3 MigBULLLEHO NPOAYKLE napaTupu-
HY, Y NOEAHAHHI 3 reHepanisoBaHUM OCTEONOPO30M CMOCTEPIraeTbCs NPU rino-
docdarasii (rn. 1.2.2.1.4).

lNnepkanbuiemMis npu HopManbHOMY BMICTI napaTUpuHy B cMpoBaTLi KpOoBI
MOXE BUSIBNATUCS TaKOX Yy XBOPUX 3 iHOUKAHYPIEO (CUHOPOMOM “CUHIX Nesio-
wok”), cuHapomamun Binnbamca-bonipeHa, ®aHkoHi-LUne3unHrepa, metadisap-
Hol aucnnasieto AHceHa, andepeHuianbHa giarHOCTUKa KOTPUX He BUKINKAE
3HaYHUX yTpyAHeHb. Tak, 3abapBneHHs cevi, ska 3 YacoM nepebyBaHHA B MO-
BITPSIHOMY CepefoBuLLi HabyBae CMHBOIO KOMbOPY, A03BOMSAE BUAINUTY iHANKA-
HYpItO, LLIO yCNaaKoBYETbCHA 3@ aBTOCOMHO-PELECUBHUM | pELLECUBHUM, 34ensie-
HUM 3 X-xpomocomoto Tunamm (KO.UN. BapawHes, KO.E. BenbTuwes, 1978);
HaHi3M i cneymiyHi YepenHo-n1uboBi AnCMopdii — cuHgpomm Binnbamca-bon-
peHa i ®aHkoHi-LUnesuHrepa (rn. 1.1.1.3.1.9); HaHi3M i KOHTpaKTypu cyrnobis —
mMeTadizapHy amcnnasito AHceHa (rn. 1.4.2).

lnepkanbuieMis TakoX MoXxe Big3Ha4datmcsa npu deoxpomMoumTomMmi, rinep-
TMPeOo3i, akpomeranii, HEKpPO3i NiALKIPHOI XXMPOBOI KNITKOBUHW, Ty6epKynboa3i,
rictTonnasmoasi, nenpi, capkoigoasi, nerkosax, niMorpaHynoMaTosi, MiefIOMHil
XBOPO6i, OCTEONITUYHMX MeTacTasax 3nosKICHUX NyXJINH Y KiICTKW, TpuBarniv immo-
Binisauii, rinepsiTamiHo3ax A (cungpomi Mapi-Ce), D, goBrotpusanomy 3acto-
CyBaHHiI Tia3anaoBuMX OiypeTuKiB i npenaparTis, Wwo mictatb niTin (M.[. MoropsiHy,
O.C. Amoawwen, 1991; J.S.Adams, 1989; A. Pont, 1989).

3.2. QU®EPEHUIAJIbHA OIATHOCTUKA NMPU CXYOHEHHI, WO
CYnPoOBOOXYETbCA PELUOUBYHOHYUM BJTOBAHHAM

[dndbepeHuianbHy giarHOCTMKY 3aXBOPOBaHb, Y KMiHIYHI KapTUHI SKUX Npo-
BigHEe MiclLe 3aiMaloTb CXyOQHEHHS | peunguBytode GrtoBaHHs, OOUIMBHO Mpo-
BOOUTU 3aMeXHO Bi CUMMNTOMATUYHOIO CYNPOBOIKEHHS OCTAHHBOTO.

KniHiYHO MOXHa BUAINUTU i3onboBaHe bntoBaHHSA; 6MtoBaHHA, noegHaHe i3
peungmByoHMMN KpOBOTEYAMM 3 BEPXHIX BiAAiNiB TpaBHOro TpakTy; posnaja-
MU OuXaHHSA i (ab0o) YacTMMKM pecnipaTopHMMK 3aXBOPIOBAHHSIMW; MyXIMHOMO-
AiOHUMM YyTBOPEHHAMM; IHTOKCMKALED; ronoBHMM Gonem; 6onem 3a rpygHu-
HO; abgoMiHanbHMM 60NMLOBMM CUHAPOMOM; XPOHIYHOK, PELMANBYIOYOIO Jia-
PeEto; XPOHIYHMM 3anopoM; FiNOKOPTULIM3MOM.

3.2.1. AUPEPEHUIANIBHA OIATHOCTUKA MPU I30JIbOBAHOMY
PELMOMBYIOHOMY BJTFOBAHHI

HasBHICTb 4OMILIOK »OBYi B O/IOBOTHMX Macax BM3HA4yae npouec gude-
peHUianbHOT AiarHOCTMKM CTaHIB, LLIO XapaKkTepu3yTbCH i3051bOBaHUM peunan-
BYIOUMM OIItOBaHHSM.
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3.2.1.1. QUPEPEHLIAJIbBHA OIATHOCTUKA T1PU I30J/IbOBAHOMY
PEUMONBYOHYOMY BITFOBAHHI, 1PN SIKOMY BJIFOBOTHI MACU HE
MICTATBb JOMILLIOK >OB4I

I3onboBaHe peunauBytoye 6rtoBaHHs abo 3puryBaHHS, Npu kX 6MIOBOTHI
Macu He MICTATb LOMILLOK >KOBYi, HaryacTile cnocTepiraloTbCa y AiTen nep-
LWKX AHiB abo MicALIB XUTTSA | MOXYTb BT 03HaKaMu NeperofoByBaHHS, aepo-
doarii, xanasii Kapaii, NpUpPoAXXeHOro KOPOTKOro CTPaBOXOAY, Nifiopocnasmy, Npu-
POAXEHOro rinepTpodivYHOro NiNoOPOCTEHO3Y, NPUPOLXKEHOI MiKporacTpil, Mem-
OGpaHO3HOI HENOBHOI HENPOXIAHOCTI LUMYHKA.

Big 3puryBaHHst HEOOXiAHO BiAPI3HATM pyMiHaLil0, sIka XapakTepusyeTbCca
HaABHICTIO ENeMEHTIB CaMOCTUMYNOBAHHS 3pUryBaHHS pyXamu S3uka, TpumMaH-
HAM nanbUiB y poTi Ta iH.

3HUKHEHHS1 BroBaHHs abo 3puryBaHHs nicns HopManisadii 06’emy pa3oBoi
003K Xi i NikBigauii TeXHIYHMX NOXMBOK NpoLeaypy BUroA0BYBaHHS, LLO CpuUs-
0Tb 3aKOBTYBaHHIO MOBITPSA, [O3BONAE NPUNyckaTw, O AaHWi cTaH 6yB 3ymMoB-
neHnn neperofoByBaHHAM abo aepodarieto.

KniHiYHMMK opieHTUpammn noganbsLUoro Npouecy AiarHOCTUKN 3aXBOPHOBaHb
OaHOT Fpynn MOXYTb CINY>XXUTW HACTYMHI O3HAKW: XxapakTtep OntoBaHHA (aTOHIu-
He, cnacTu4yHe), 06’em GrOBOTHMX Mac, 3B’A30K i3 MPUNMAHHAM | XapakTepoMm
iXi, 3yMOBneHICTb 6ntoBaHHS NONOXeHHAM Tina (cxema 29). ATOHiYHe, He3Hau-
He GnioBaHHA abo 3puUryBaHHS, siki MPOBOKYOTHCH FOPU3OHTANTIbHUM MOMOXEH-
HAM Tina, nnadem, KpUKoM, Pisud4HUM HanpyXeHHAM, WO CrpUse NigBULLEHHIO
BHYTPILUHbOYEPEBHOIO TUCKY, BBaXXKal0Tb MATOrHOMOHIYHMMK N4 Xanasii kapaii
i NPUPOOKEHOrO KOPOTKOro CcTpaBoxody. PoamexyBaTu faHi 3axBOPHOBaHHSA
MOXHa Ha niacTasi pe3ynbTaTiB PEHTTEHOKOHTPACTHOMO | TOHOMETPUYHOIO A40C-
nigpkeHb cTpaBoxody. BiAMITHUMM pEeHTreHONoriYHMMN 03HakaMu NPUpPoaXe-
HOro KOPOTKOrO CTPaBOXOAY € YKOPOYEHHS MOro OBXUHU, HASBHICTb NO340BX-
HbOI CKNag4acToCTi CM30BOi 000MOHKM B AMCTanNbHMX Bigdinax cTpaBoxoay, a
€30()arockoniYHUM KpUTepiem AiarHOCTUKM — BUCOKA IiHiS nepexoy CriM3oBol
0BOSTOHKM CTPaBOXOAY B CrM30BY OOOSOHKY LUSYHKA.

[iarHo3 xanasii kapaii moxe 6yTu niaTBepAXXeHNn TOHOMETPUYHUM O0CHi-
PKEHHAM cTpaBoxofy. PerioHarnbHe 3HUKEHHS TUCKY B KapAianbHin YacTuHI CcTpa-
BOXOAY € XapaKTEepHOK 03Hakok xanasii kapgii (B.A. AreikuH n coaTt., 1982;
H.I". 3epHoB 1 coaBT., 1988). Xanasisa kapgaii i npupogKeHuIn KOPOTKMIA CTpaBOXia,
SK NPaBUIo, CyNpOBOLXYIOTECS racTpoesodareanbHUM peddsitoKCOM.

Hes3HayHe 6rtoBaHHS MOXe CrnocTepiraTUcs TakoX Npw rpuKi CTpaBoXigHO-
ro oTBOpPY AiadparMu, BiAMITHAMN OCOBIMBOCTAMM AKOI BBaXkatoTb BOMbOBUN
CUHOPOM, BMCOKY YacCTOTy OOMILLUKM KPOBI Y GMOBOTHMX Macax, CTUMYISILio
GntoBaHHs akTom Bauxy (rn. 3.2.3). MNoegHaHHS NpUpPOaXKEeHOro KOPOTKOro CTpa-
BOXOAY 3 IpWKel CTpaBOXiAHOro oTBOpY AiadparmMu SBnse cobo CMHOPOM
Bappeta (9.9. Cakc n coasT., 1988).CnactnyHe 6noBaHHA 3 aKTUBHOK 3BO-
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POTHOO TEYIEID LUNYHKOBOro BMICTY (6rtoBaHHS “dbOHTAHOM”) XxapakTepHe Ans
NPUPOMAXKEHOI MiKporacTpii, Ninopocnasmy, NPUPOKEHOro rinepTPodiYHOro nino-
pPOCTEHO3Y, MEMBPAHO3HOT HEMOBHO| HENPOXIGHOCTI LLUSYHKA.

bntoBaHHsA, sike BUHMKAE Nig Yac rogyBaHHS, yacTile B cepeuHi, He-
YyyTnnBe OO0 aTponiHi3auii, € xapakTepHUM AN NPUPOOXKEHOT MiKporacTpil.
OcTaTo4HuMI giarHo3 BCTAHOBIMOETLCS 3@ JOMNOMOrOK CEPIHOrO PEHTreHo-
KoHTpacTHoro gocnigxeHHs (A.L. Velasco, 1990).bntoBaHHs, WO BUHUKAE
nicna NpurMaHHs i, 9K NpaBuno, CnocTepiracTbCa Npu ninopocnasmi, Npu-
POAXKEHOMY rinepTpodiYHOMY MINOPOCTEHO3i, HEMOBHI MEMOpPAHO3HI He-
NPOXigHOCTI WwnyHkKa. linopocnasm xapakTepuayeTbCs BUHUKHEHHAM Onto-
BaHHSA Bigpasy nicnsi roayBaHHs, npu skoMy 06’em 6Ml0BOTHUX Mac He nepe-
BULLLYE 06’€M CMOXMTOT 1Ki 3@ OCTaHHE rofgyBaHHs i 6M0BOTHI Macu MiCTATb
CBDKO3BYpAXXeHe MONOoKO. [1aTOrHOMOHIYHOI O3HAKO NinopocnasmMy € 4yT-
nueicTb 6MOBaAHHA 4O aTponiHoTepanii Ta HoBoKaiHOBOI 6nokagu 3a Cumo-
Howgini (G.S. Dawitaja et al., 1989).

Mpn MemMBpaHO3Hi HENPOXIAHOCTI LWNYHKa Ta NPUPOLXKEHOMY rinepTpodi-
YHOMY MiNopocTeHOo3i 6ntoBaHHA BUHUKaAE Yepesd 20-40 XBUNUH Nicnga npuiiMaH-
HA i, 06’eM BIIOBOTHMX Mac MOXe NepeBULLYBaTK KinbKiCTb NPUAHATOI DXi 3a
OCTaHHE rogyBaHHs, GrIOBOTHI Macu MICTATb SIK CBiXKO-, Tak | JaBHO 3BYpKEHE
MOJSIOKO | MalOTb KUCINI 3anax. Y AiTen i3 NpupoaXeHUMm rinepTpodivyHmMMm nino-
pOCTEHO30M GNOBAHHA HEYYTNMBE A0 Tepanii aTponiHOM.

MaHidecTauis KniHiYHUX O3HAK NPY NPUPOLKEHOMY rinepTpodivYHOMY Mino-
POCTEHO3i crocTepiraeTbcs y 2—4-TMXXHEBOMY BiLli, a Npu HenoBHin membpa-
HO3HiIl HENPOXIQHOCTI LWNYHKA PO3BUTOK KiHIYHUX MPOSIBIB 3aNEXUTh Bid po3MipiB
nepdopadii MembpaHu. KniHiyHO NpMpoaKeHWI rinepTpodiYHUI NiNOPOCTEHO3
BiOpi3HAETLCA Bi HEMNOBHOI MeMBPAHO3HOT HENPOXIAHOCTI LWIYHKA HAABHICTIO
Yy XBOPUX MyXNUHOMOAIGHOro yTBOPEHHS, sike nanbnyeTbCa B niniopoayoae-
HanbHIA 30Hi, i CErMeHTapHOI NepucTanbTUKK LUIYHKA, XBUNSA SKOT pyXaeTbcs
KOCO BHM3 Big niBoro nigpebep’ss 4o Bopotapsa (CMMATOM “NMiCKOBOro roguMHHMU-
Ka”), WO BM3HAYaETbCA BidyanbHO. [pupomkeHnin rinepTpodiduHmin ninopocTe-
HO3 MOX€e MaTW CIMENHWIA XapakTep W iHoAi cynpoBogXyBaTucs rinepbinipy6i-
Hemieto (B.A. Kptokos 1 coaBT., 1985; B.A. KawwvH n coasT., 1988; B.A. Akkuru-
TOB 1 coaBT., 1989; B.A. Akxurutos, E.E. Wannpo, 1990).

Mpy pEHTreHOKOHTPACTHOMY OOCHILXKEHHI BUABNSOTb 30iMNbLUEHHSA pO3MipiB
LUMYHKa, NPOBMUCAHHSA BEMNUKOT KPMBU3HW, MOCUIEHHS NEPUCTanbTUKK, Pi3Ke Cro-
BiflbHEHHS eBakyaLlil KOHTPACTHOI pevYoBMHM 3i LWyHKa. [pu npupogkeHoMy
rinepTpodivyHOMyY MiIOPOCTEHO3I Bi43HaYaloTbCSA 03HAKM NOLOBXEHOIO i 3BY>Xe-
HOro NifIOPUYHOro KaHany (CMMnToM “Bycuka”), YTUCHEHHS rinepTpodoBaHol
TKaHWHK “onuen” y NPOCBIT UMbYynnHM ABaHaaUATUNANOI KALKK (CUMMTOM “wa-
no4kn”) abo B MPOCBIT LWyHKa (CUMMMNTOM “nnivoK”), 36inbLUEeHHSA BigCTaHi MixX
LUMYHKOM i XpebToM, a Npu HENoOBHI MeMBPAHO3HI HEMPOXIOHOCTI LWMYHKa —
NiHINHWA fedeKT HaNOBHEHHS 3 OTBOPOM Y LIEHTI.
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Y Oesknx cknagHux AiarHoCTUYHUX BUNagKax Ansi BCTAHOBMEHHS OCTaTou-
HOro AiarHosy noTpibHe npoBefeHHs1 peHTreHoKimorpadii i pibporactpockonii
(M.A. Bavpos un coasrt., 1982; A.A. lNMoHomapes, A.A. KypbiruH, 1977; M.[. Ie-
BuH, 1988; 1990).

KapanHanbHo gibporacTpocKoniyHOK 03HAKOK MPUPOAXKEHOTO rinepTpodi-
YHOTO MINIOPOCTEHO3Y BBAXalOTb BUSIBMEHHS MONINOIgHOro abo KoHyconoaibHoro
BMOYyxaHHS BOpOTaps i3 TOYKOBUM OTBOPOM Y LIEHTPI, L0 HE 3MiHIOE CBOro AdiameT-
pa nig Yac npoueaypu; abcontoTHO idbporacTpoCcKOniYHOK 03HAKOK HEMOBHOI
MeMOpaHO3HOT HENPOXIQHOCTI LWSTyHKa € HasiBHICTb Membpanu (I.A. Banpos u co-
aBT., 1982; H.C. NMeTpoea, [.K. BornocHukos, 1983).

[MoeaHaHHS NPUPOXKEHOTO riNepTPOdIYHOIo MiNOPOCTEHO3Y 3 KUIOK CTpa-
BoXigHOro oTBopy Aiaparmu aensie coboto cuHapom PosipanTi (M. XepTn,
1990).

Y Bunagkax i3onbOBaHOro peumnguBytodoro 650BaHHSA HESICHOT eTionorii,
Lo 3’ABNSETLCS Y NEpPLUi AHI XXUTTS, BBaXal0Tb 3a HeobXigHe NPOBEAEHHS O0C-
NiXXEHHSA eneKkTPOosiTHOro ckragy KpoBi, KUCIOTHO-NYXHOrO CTaHy, ekckpeuii
17-KC i3 ceyelo i ckaHyBaHHS HaAHUPKOBMKX 3ario3.

lnepkaniemiyHnin metabonivyHmi aumMaos, rinoHaTpiemisi, 30epexxeHHst Hop-
ManbHOI NPOAYKUil FMIOKOKOPTUKOIAIB, CTaTEBMX CTEPOIAIB i KOPTUKOTPOMIHY
CrnocTepiraTbCsa NpY napuianbHOMY FiNOKOPTULM3MI, 3YMOBIEHOMY MOPYLUEH-
HSIM CUHTEe3y anbOoCTEPOHY abo 3HMXKEHHAM YyTAMBOCTI TKAHWH A0 KOro Aii.
KniHiyHO gediunt anbgoCTepoHy BiApI3HAETLCS Big NOPYLUEHHSA Moro peuendii
nepioan4YHMMN HEMOTMBOBAHNMM NiABULLEHHSAMN TemnepaTypu Tina. OcrtaTtoy-
Ha gudepeHuialis 4aHnX 3aXBOPtOBaHb BM3HAYAETLCS CTAHOM MPOAYKLii anb-
[ocTepoHy. Hu3bknin piBeHb 0CTaHHLOTO i NiaBuLeHa ekckpeuia 17-OKC nepe-
BaXKHO 3a paxyHOK 18- OKCMKOPTUKOCTEPOHY CBigYaTb MPO MOro CenekTUBHY
HefoCTaTHICTb, cnpuynHeHy gediuntom 18-rigpokcmnasmn abo 8-okcuaerigpo-
reHasun. Tun cnagkyBaHHS napuianbHOI HEAOCTATHOCTI anbAOCTEPOHY — aBTO-
COMHO-PELECUBHUN.

36epexeHa abo HaBiTb MiABMLLEHA NPOAOYKLis anbAOCTEPOHY Bidpi3HSIE
aedekT peuenuii anbAoCcTepoHy (NceBaorinoanb4oCTEPOHI3M), WO Mae ABa
KNiHIKO-reHETUYHUX TUMN.

MceBaorinoanbAoCTEPOHI3M | TUNY XapakTepusyeTbCs BUCOKUM BMICTOM
pEeHiHY B cMpoBaTLi KpOoBi, NiABULLEHOK eKCKpeLlielo HaTpito i3 MOTOM, CIMHOMO,
Karom i aBTOCOMHO-pPELIECMBHMM TUMOM cnagKkyBaHHS; |l Tuny — gy»ke HU3bKoko
KOHUEeHTpaujieto peHiHy, apTepiarnbHOI0 riNOTEeH3iE i aBTOCOMHO-A0MIHAHTHUM
TMnom cnagkyeaHHs (E.A. BeHukosa u coasT., 1993).

3HWMKeHnn piBeHb ekckpeuii 17-KC i3 cedeto CBig4MTbL NPO TOTANbHWUIA FiNo-
kopTuumam (rn. 3.1.2.2.1; 3.2.9).

lNoegHaHHs O3HaK rinoKopTMUM3My 3 rinepnnasieto Kopyn HagHUPKOBUX 3a-
103, NOpYLIEHHAMN (POPMYBaHHS 30BHILLHIX CTaTEBUX OpraHiB BKa3ye Ha agpe-
HOreHiTanbHUin cuHapom (rn. 5).
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3.2.1.2. JUPEPEHLIAJIbBHA OIATHOCTUKA T1PU I30J/IbOBAHOMY
PEUMONBYKOHYOMY BJTFOBAHHI, I1PU SIKOMY BJIFOBOTHI MACU
MICTATb JOMILLKY XOB4I

I3onboBaHe peunanBytoye 6noBaHHA, NpU KoMy GHOBOTHI Macu MIiCTATb
OOMILLIKY >KOBMi, XapaKkTepHe 4n4 AyoAeHarbHOro crasy, Lo € OCHOBHO Adiar-
HOCTMYHOI O3HAKOK HEMOBHOI MEMOPaAHO3HOI HEMPOXIAHOCTI, NeperuHy, Lmp-
KynsipHOro CTeHo3y, eMOpioHanbHUX cnarnok, NoOABOEHb, NyXnnH, 6e3oapis ABa-
HaguaTunanoi KMwku, cuHapomy Jlegaa.

XPOHiYHUI oyoaeHarnbHUM cTa3 No3a 3anexHiCcTHo BiJ HO30M0rYHOT NpuHa-
NEXHOCTi XapakTepnayeTbCa Hanagamu 61t0BaHHS, WO BUHMKAOTb Yepes Kiflbka
roguvH nicnst NpUMaHHA i, Npy AKin 6NOBOTHI MacK MICTATb AOMILLKY XOBMi i
3anuLLKM TXi, CnoXnTOoI HanepegoaHi. Hanagm 6noBaHHA MaroTb TXKHEBY, MiCsiu-
HY NepioanYHICTb, NPOBOKYIOTLCS BXUBAHHAM rpy0oi ki (0BOYiB, OPYKTIB, M'sI-
ca). britoBaHHs, ik NpaBuno, NMPUHOCUTL MOSETLLEHHS.

OcCHOBHOI0O BUpILLanbHOK NpoLeaypoto, Npu andepeHuianbHini giarHoCTuLi
XPOHIYHUX AyOoAeHanbHMX CTasiB € rinoTeH3nBHa gyoaeHorpadis. MNpu XpoHiy-
HOMY Aiyo[ieHarnbHOMY CTasi PEHTIeHOMNOrYHO BUSABNSAOTLCH PO3LLUMPEHHS LMY H-
Ka i oBaHaauATMNanol KALWKK, BiACYTHICTb AndrepeHuiaii NiniopruyHoro KaHany.
IHoAi BiA3HavalTLCA heHOMeH “noABinHOro Mixypa” — ABi MOPOXHUHU 3 PIBHEM
PiavHN, NepeMilleHHs KOHTPACTHOI PeYOoBUHM 3i LWNYHKa Yy ABaHagusaTunany
KWLLKY | Ha3ag npu 3MmiHi NONOXeHHS Tina XBoporo.

BigHOBNEHHSA NPOXiAHOCTI KULLKM B YMOBAaX LUTYYHOI MNOTOHIi CBIig4YMTb NpO
dyHKUiOHaNbHWI XapakTep ayoaeHanbHoro ctasy. [ns pisHnx popm opraHiy-
HOro AyoAeHanbHOro crasy iCHyHTb 40CUTb cneundiyHi peHTreHonorivyHi o3Ha-
kn. Tak, HagBHICTb 4OOATKOBUX Oeno XapakTepHa ANns NoABOEHHS OBaHaOLUs-
TMNAanoi KLWLKW; OKPYrnnx AedeKTiB HaNnOBHEHHA — ANs NyXNKH i 6e3oapis; Ko-
HyconofiGHOro 3BYXEHHA — ANsl HEMOBHOI MeMBpPaHO3HOI HENPOXIQHOCTI i
KinbLenoaibHoI NiALWyHKOBOI 3ano3u; MiHinHOro aedekTy HanoBHEHHSA — OIS
HENOBHOI MEMOPaHO3HOI HENPOXIAHOCTI; AedeKkT HaNOBHEHHS Y BUrNaai 6opo-
3€HKW MO 30BHILLHIA CTOPOHI HUCXiIOHOT YAaCTUHU KULLKW, O CTAE CXOXOK Ha
NiCKOBWI TOAMHHWK, — ANA KinbuenogibHol nigLwiyHKOBOI 3ano3un; NopyLUeHHSs
NONOXXEHHS, hopMM ABaHAAUATUNANOI KALWKN — AN aHOManin i MONOXEHHS.
BcTaHOBEHHSI OCTATOYHOrO AiarHo3y IPyHTYETbCS Ha AaHux dibporactpoayo-
AeHockonii, ToHomaHomeTpii, apTepiorpadii (A.N. Mup3saes, 1976; I".B. lNeTke-
BuY, 1976; KO.A. HectepeHko u coasT., 1981; U.H. lNpurosny, 1985; B.I'. LlymaH
n coast., 1987; P.D. Kiernan et al., 1980).

Cnig Big3HaunTK, LLIO XPOHIYHI 4yoaeHanbHi CTasn MOXYTb CynpoOBOOKYBa-
TMcea 60nboBMM abaomiHanbHUM cMHAPOMOM. Tak, Ans apTepioMe3eHTepianb-
HOI HEeMpPOXiAHOCTI ABaHaAUATUNANOI KALWKM GONbOBUI CMHAPOM € OfOHIeEt 3
KapAvHanbHMX 03HaK 3aXBOPIOBAHHSA | XapaKTepu3yeTbCsl PidKMM Hanagonoaio-
HUM Bonem, Lo 3MYLLUYE XBOPOro NpUAMaTK BUMYLLEHE MOMNOXEHHS Y BUrMSAi
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KONiHHO-NIKTbOBOI No3u. [NoeaHaHHa GnioBaHHA, Npu sKkomMy GMOBOTHI Macwu
MICTATb AOMILLIKY XOBUYi, 3 60NIbOBUM CUHOPOMOM 3YCTPIYaETLCS NPY 3HAYHOMY
4yncni 3axBOpIOBaHb, AndepeHUianbHy iarHOCTUKY KOTPUX PEKOMEHOYOTb Npo-
BOOWTW 3arexHo Big ocobnueocTer 601b0B0ro CUHAPOMY.

3.2.2. ANOEPEHUIATIbHA OIATHOCTUKA NPU NOEAHAHHI
PELIMOAMNBYIOYOIO BJIIOBAHHA I3 KPOBOTEYAMU 3 BEPXHIX
BIAAINIB TPABHOIO TPAKTY

XapakTep AOMILLKM KPOBi i CNiBBIAHOLWEHHS Yacy ii nosiBu B GNHOBOTHMX
Macax i kani € BaXnMBMMW KIiHIYHUMK OpPIEHTUPAMM Yy BU3HAYEHHI Nokanisauil
kposoTedi (B.l1. MeTpoB u coasT., 1987).

Mosiea ooMmilikM KpoBi B GMOBOTHMX Macax, Lo nepenye ii nosasi B Kani,
XapakTepHa ANns ypaxeHHs cTpaBoxody i wryHka. [NepBuHHaA nosiBa JOMILLKK
KpOBI B Kani cnoctepiraeTbCa npum GinbL HU3bKIM Nokanisauii kpoBoTeui. YepBo-
Ha, He3MiHEeHa KpoB Yy BMOBOTHMX Macax, sik MpaBumo, BUSBNAETLCS NP €30-
hareanbHUX KpoBOTEYaXx i (ab0) WBNAKIN Ta 3HAYHIA KPOBOTENI 3i LWNYHKa. Brito-
BaHHSA “KaBOBOH TyLLUE” HaMOINbLI TUMOBE ANs1 racTpoAyOAEeHanNbHUX KPOBO-
Ted (A.B. BuHorpagos, 1980).

BnioBaHHA, npu sskoMy OOBOTHI MacK MICTATb 3HAYHY KifbKiCTb AICKPaBO-
YepBOHOI KPOBI, NicNsa cepii HanagiB 6rBaHHS, WO HE CyNpPOBOSKYETLCS MO-
SIBOKO AOMILLKM KpOBi B Br0BOTHMX Macax (6rnoBaHHA KpoB’to nicnsa 6noBaHHS
©e3 kpoBi), € NAaTOrHOMOHIYHOK O3HaKok cuHgpomy Mannopi-Bencca. OgHak
nogibHa cumnToMaTmMka MOXe CNoCTepiraTucs TakoX NPy BUPaXKEHin KpOBOTEM
3i WnyHka. BupiwaneHumMn Kputepiamu gaHoi angepeHuiansHo-a4iarHOCTUYHO-
ro 3aBOaHHs € peaynbTatu e3odaroracTpockonil.

Cungpom Mannopi-Bericca 3ymoBneHnin po3pmBOM Crn30BOI 0OONOHKM,
NiACNN30BOro Wapy B AiNgHUi 3a4HbOI CTiIHKM Nepexony CTpaBoXo4y B LUSYHOK
abo manoi KpMBu3HW. [laHui CMHAPOM YacTO NOEOHYETLCS 3 KUIOK CTPaBOXia-
Horo oTBopy giadpparmu (U.H. MNpurosuy, 1986; M.[. Lectakosa, ®.[. Pabuyk,
1990). lMNpu iHWKNX 3aXBOPIOBAHHSAX, O XapakTepuayTbca 6noBaHHAM 3 O-
MILLIKOKO SICKpaBO-4epBOHOI KPOBI B 611H0BOTHUX Macax, pPiaKo 3yCTpivalnTbCcsa Ma-
CVBHi KPOBOTEYI 11 i3011bOBAHICTL OMtOBaHHS.

KpoBoTeua 3i cTpaBoxogy Y NoegHaHHi 3 iHWKUMK NaTonoriYyHMMM 03HaKkaMmm
BiOMIYAETBCS NPU 3aXBOPHOBAHHSAX, LLIO CYNPOBOKYOTLCHA MOPYLLUEHHSAM LiNiCHOCTI
CNn3oBoi 060M0HKM | (ab0) NigBULLLEHMM TUCKOM Y MOro BeHax. Tak, CTpaBOXigHi
KpoBOTeui, pecnipaTopHi po3naan y noeAHaHHi 3 03HakamMu 3[4aBIIlOBaHHSA CTpa-
BOXOAY € XapaKTepHUMM CUMNTOMaMM KiCTO3HUX, TPyOYaCTUX NOABOEHD | MyXINH
CTpaBoOXoay; NonepeaHi NepiognyHi pecnipaTopHi NopyLweHHs, gucdaria i 6nto-
BaHH4A, NoegHaHe 3 6onem y eniractpanbHiv AinaHui, cBig4aTb NPO rpuKy cTpa-
BOXigHOro oTBopy Aiacpparmu (rn. 3.2.3); ancdaria, 6inb Npu KOBTaHHI 3a rpya-
HWHOIO, Mevia crnocTepiratTbCa Npu BUpaskax ctpasoxoay (rn. 3.2.7).
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Mpy oudepeHUianbHili OiarHOCTUL CTaHIB, WO CYNPOBOAXYOTLCS racTpo-
AyoAeHansHUMKN KpoBoTevaMm, HeobXigHO PO3PIHATU KPOBOTEYI BUPA3KOBOIrO
i HEBMPA3KOBOrO reHeay.

Y XBOpMX i3 racTpoAyodeHanbHOK KPOBOTEYEH BMPAa3KOBOro reHesy, sk
npaBuIo, BiA3HaYalTbCA 3HAYHa KPOBOBTpATa, MOripLUEHHS 3aranbHOro cra-
Hy, NOocuUreHHa 60NbOBOro CUHAPOMY i OMCMENTUYHUX PO3nagis, Wo nepeay-
I0Tb KpoBOTeui. [acTpoayodeHarbHi KpOBOTEYI BUPA3KOBOro reHe3y HanvacTi-
LLe 3yCTpivarTbCsa Npy BUPa3KoBin XBOpObi WyHKa i ABaHaAUATUNANOI KALLIKK,
BIAMITHMMW O3HaKaMu AKOI € xBunenogibHicte nepebiry, ce3oHHMI, JoGoBUN
puTM 60NBOBOrO CMHAPOMY, foKanisauist 600 B racTpoayodeHanbHin 3oHi. MNpwu
KpoBOTEYax BUMPA3KOBOro reHesdy HeobxigHO nam’sitaTi NpoO MOXMIMBOCTI Mpo-
puBYy BUPa3KkK, AN 9KOro NnaTorHOMOHIYHO BUHUKHEHHST 60NBOBOrO LLOKY, CUM-
NTOMIB NogpasHEHHS OYEPEBMHM, NOSBM BiflbHOro rasy nig Kynonom giadpar-
MU, WO AiarHoCTYyeTbCS peHTreHononrivHo. Npopue BUpasku agsaHaguatunanoi
KMLLKM 4acTO CynpOBOMAXKYETbCA cumMnTomMoM BbeprmaHHa — ocnabneHHam abo
npunuHeHHsaM 6onto 6e3nocepenHbo nepen abo nicna kposoTeui (KO.B. berno-
ycoB, H.H. l'puaHeBa, 1984; A.B. MasypuH u coaBT., 1984; A.A. NapamoHOB,
1985; A.M. BanpyaHos, A.H. CagosHukos, 1991).

Mpn BupaskoBin xBopoOi LWNyHKa i ABaHaAUATUNANOI KULWKN peKOMEHAY-
H0Tb NPOBEAEHHSA AOCHIIKEHDb 3 METOK BUKITHOYEHHS rinepKarnbLieMiYHUX CTaHiB.

[Mo3aknLIKOBI NPOSABM Yy BUMNALI apTparnrii, By3nyBaTol epuTeMu, nepiaHarnb-
HUX ypaXKeHb, 3aXBOPIOBaHb 04en (YBEITY, ipnaoLUmMKNIiTy) 4O3BONAOTL BiAPIZHUTH
KpoBoTeuy, 3ymoBreHy xBopoboto KpoHa (S. Lenaerts et al., 1989).

TpuBane 3acTocyBaHHsS KOPTUKOCTEPOIiB, HECTEPOILHMX NPOTU3ananbHNX
3acobiB, UMTOCTAaTUYHUX NpenapaTiB cnpuyrHIoe BupaskoyTBopeHHs (K. Pavtika
et al., 1982).

BigcyTHICTb noripleHHs 3aranbHOro ctaHy XBOPOro nepej BUHUKHEHHSIM
ractTpoayofeHarnbHOI KpOBOTEYUI MOXE CIYXUTU OPIEHTOBHOK O3HAKOK KPOBO-
Teyi HeBMpPasKoBOro reHeasy. LLINyHKOBO-KMLLKOBI KpOBOTEYi HanvacTiwe crnoc-
TepirarTbCa Npu NyXAnMHaXx, NOABOEHHI LUNYHKa, ABaHAALATUNANOT KMLLKKN, XBO-
pobax MeHeTpie, PaHao-Bebepa-Ocnepa, remopariyHoMy ractpuTi.

HagBHiCTb nyxnuHonofibHMX yTBOpEeHb A03BOMA€E 3anigo3puUTn NyXnHU i
NoOBOEHHS racTpoayoneHanbHOoi 30HM (gue. M. 3.2.4.), cMMATOMYy “MilLOK i3
YyepB’sakamu” Npu Nanenadii wryHka —xsopoby MeHeTpie (rn. 3.3.1.1.), Tenean-
riektasiv Ha wWkipi — xBopoby PaHato-Bebepa-Ocnepa. OgHak octatovHa giar-
HOCTUKa [aHUX 3aXBOPKOBaHb MOXMMBA TiNbKW MiCNS PEHTreHOKOHTPACTHOMO
OOCnifXXeHHs TpaBHOro TpakTy i hibporacTpogyoaeHockonii.
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3.2.3. ANOEPEHUIATIbHA OIATHOCTUKA NPU NOEAHAHHI
PELMOAMBYIOYOIO BJIIOBAHHA 3 PO3NTAOAMU OUXAHHA | (ABO)
YACTUMU PECNIPATOPHUMU 3AXBOPIOBAHHAMU

[o HariBaxnuBiLMX AndepeHuianbHO-4iarHOCTUYHUX KPpUTEPITB XBOPOO, LU0
XapakTepusylTbCs peunanByoumMmMm 6roBaHHAM y NOEAHAHHI 3 po3nagamun an-
XaHHs1 i (ab0) YacTumm pecnipaTtopHMMK 3aXBOPIOBAHHSAMM, BIQHOCATL CMiBBIgHO-
LLIEHHS Yacy nosien BrtoBaHHS, pecnipaTtopHMX NopyLUEHb, NPUNMaHHS i (cxe-
ma 30).

OpHouvacHa nosia 6GrOBaHHS | pecnipaTopHUX po3nagis, TICHO NOB’A3aHNX
3 NpUIAMaHHAM Xi, XapakTepHa Ansg NpUupogKeHO! Tpaxeo-CTPaBOXigHOT Hopuy,
ropTaHHO-Tpaxeo-CTPaBOXiAHOT PO3KOMNHN, ANBEPTUKYNonogibHoro, Tpybyac-
TOro NOABOEHHSA CTPaBOXOAy, MPUPOLAXEHOro CTEHO3y CTpaBOXoAy, axanasil
Kapgail.

bnoBaHHs, nocuneHa canieauisi, NIHACTI BUAINEHHS1 3 HOCOIMOTKN, Kallesb
i AnxanbHa HeAOCTAaTHICTb, WO BMHUKAKOTbL NPU NepLioMy rogyBaHHi HOBOHa-
POLKEHOrO, BiAPI3HATL NPUPOLKEHY TPaxeoCTPaBOXiAHY HOPULKD, FOPTaHHO-
TpaxeoCcTpaBOXiAHY PO3KOMNWHY, AMBEPTUKYNONOAIGHE NOABOEHHA CTpaBoxoay.
30YTUIA XUBIT — XBOPUIA HIBK “Onxae B XUBIT” — i LUBNOKNIA PO3BUTOK acnipawin-
HOT MHEBMOHIT CNocTepiraeTbCsa Npy NPUPOLXKEHIN TpaxeocTpaBOXiaHIN HOPUL i
ropTaHHO-TpaxeocTpaBoOXigHIN PO3KONUHI. HasBHICTb adoHiT y XBOpOro 403BO-
NS€ BiAPI3HNTU rOPTAHHO-TPAxXeoCTPaBOXiAHY PO3KONMHY. OCTaToyHWI AiarHo3
BCTaAHOBIIIOETHCA 3a JONOMOIOK KOHTPACTHUX PEHTITEHONOMYHUX | @eHO0CKONMIY-
HUX gocnimpkeHb. ONa npupomXeHol TpaxeocTpaBoXigHOI HOPUL | ropTaHHO-
TpaxeocTpaBOXiAHOI PO3KONUHU NATOFHOMOHIYHUM € iCHYBaHHS CNOMYyYeHHS M
Tpaxeeto i CTPaBOXoOA4OM, a AN AMBEPTMKYNONOAIGHOro NOABOEHHSA CTPABOXO-
Ay — HasABHICTb Aeno KOHTpacTHoI pevoBuHn (U.H. MNpurosumy, 1985; ®©.®. Cakc
n coasT., 1988).

britoBaHHS, agnxarnbHi po3nagu n iHogi Kalwerb, Wo BUMHUKaTb Nig Yac ro-
AyBaHHs abo Bigpasy nicnsg NpuiMaHHA ixXi, € 4iarHOCTUYHO 3HAYYLMMKN O3Ha-
Kamu NpupogKeHOro CTEHO3Yy CTpaBoXxoAy M axanasii kapaii. MNpu gaHux 3axBo-
prOBaHHAX ONIOBaHHA Ta YTPYOHEHHS ANXaHHA 3'9BAsOTbCS abo NigcunoTb-
Cd Npu BBELEHHI MiarogoByBaHHS abo BXWBaHHI ryctoi, rpyboi ixi; o6’em
OMNOBOTHMX Mac 3aBXOM MeHLWWUI Big 06’eMy MpUIAHATOI TXi, GrOBOTHI Macu
CKnagarTbCs 3 Mano3MiHEHOI, MOKPUTOI CAN30M TXi, LLIO HE Mae KMUCIoro 3ana-
Xy (npu TpmuBanomy nepebiry xBopobu 610BOTHI Macy MOXyTb HabyBaTu rHUIb-
HOro 3anaxy).

Y giTen ctapLloro BiKy MOXITMBUI PO3BUTOK Ancdarii — XBOPi Mpy KOBTaHHi
3MIHIOKOTb MOMOXEHHS FONOBW, NMParHyTh 3annTu rycTy Xy, pobnatb HaB'A3MNmMBI
pyxu. Qucdaria moxe 6yTn NoB’sidaHa 3 ypaxxeHHAM bynbbapHux Biaainis LeH-
TpanbHOI HEPBOBOI CUCTEMU, ML A3MKOBOrO HEPBA, BIOMIHHUMM pUCaMU SKUX €
aHomaribHe, acCMMeTPUYHE NOMNOXEHHS M’Koro NigHebiHHA. BHYTpilLHBOYTPO6-
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HWUIA PO3BUTOK XBOPUX i3 MPUPOSKEHUM CTEHO30M CTPaBOXoAy CyNnpOBOAXKYETb-
¢4 rigpoamHioHoM. BigMiHHO prcoto axanasii kapaii € HidHa perypriTayis, oa-
Hak il Bi4CyTHICTb He BUKNtoYae gaHoi natonorii. OctaTtovyHuii giarHo3 BCTaHOB-
NOETLCS Nicnga npoBeAeHHs e30haro6anoHOTEH30METPIT, KOHTPACTHOI PeHTre-
HoCKonMil, peHTreHoKiMorpadii.

Mpy NpupogkeHOMy CTEHO3i CTpaBoxoay W axanasii kKapail cnoctepiraetb-
CSl HasABHICTb 3BYXXEHOI 30HW CTpaBoxony, i npu Tpusanomy nepebiry xsopobu
MOXITMBE PO3LUMPEHHS BULLIEPO3MILLIEHMX BiaainiB ctpasoxony. MNpupookeHnia
CTEHO03 CTPaBOXOAY BiApi3HAETLCS PiBHOMaHITHOI JIOKanisauieto 3BYXXEHHS, Lo
He PO3LUMPHETLCS Nif Yac MPOXOMAKEHHS KOHTPACTHOI PEYOBUHMU, HASIBHICTHO
OuckoopanHaLil nepucTanbTUKK TinbKKW Y BigAini cTpaBoxony, po3TalloBaHOro
HUXYe MiCUS 3BY)XXEHHS, | BiACYTHICTIO perypriTauii. Pasom 3 TuMm, sk npu axa-
nasil kapail 3By)XeHHs CTpaBoxoy po3TalloBaHe 3aBXAW Huk4e diadparmu,
Mae opMy KoHyca (A3b0bonogibHy, “muwadoro xeocra”, “xBocTa peamnckun’) i
CMNOCTepiraeTbCa AMCKOOPANHALLIA MOro NepUCTanbTUKM HA BCbOMY NPOTA3i (ne-
pucTanbTMKa CTPaBOXOAY HEY3rogkeHa 3 aKkTOM KOBTaHHS). MNaTOrHOMOHIYHM-
MU e30¢arobanoHOTEH30METPUYHNUMM O3HaKaMKn axanasii KapAil BBaXatTb
HasfBHICTb NiABULLEHOr0 TUCKY B HWXHBbOMY BiaAini cTpaBoxody, BiOCYTHICTb
pednieKTOPHOro PO3KPUTTA KapAaii Ha akT koBTaHHA (B.X. BacuneHko n coaer.,
1976; [0.1HO. KpuueHsi n coast., 1990; F. Aprigliano, 1980; M.A. Thomason,
B.B. Gay, 1987).

3BY>XEHHS CTPaBOXOAY, CNPUYNHEHE CTPUKTYpaMK, Y NOEAHaHHI 3 aiadpar-
ManbHOK TPUXKEID, NMaKTO3ypieto, PpyKTO3ypieto i 4EHHOK LIYKPO3ypie npu
BiZICYTHOCTI LlyKpY B HiuYHil nopuii cevi € cneundivHmm ansa cuHgpomy MoHkpid-
da-YinkiHcona (J1.0. BagansH u coasT., 1980).

BuHVKHeHHs 6itoBaHHS | pecnipaTopHUX po3nagis Bigpasy nicnsi npuiMaH-
HS X MOXe crocTepiraTucs Takox npu TpybyacTtomy NoLBOEHHI CTpaBoxoay,
KNiHIYHOK BiAMITHOIO O3HAKOK SIKOrO BBaXKalOTb HAsIBHICTb KMCMOrO 3anaxy i
OOMILLIKK KpOBi B 6MOBOTHMX Macax. Y XBOpuUX i3 Tpyb4yacTMM NogBOEHHAM CTpa-
BOXOAY Mpu OrnggoBoMy peHTreHorpadiyHOMy AOCHIAXKEHHI OpraHiB rpygHol
NMOPOXHMHWN BUABNAETLCA OKPYria TiHb B AiNAHLI cepefocTiHHg abo eniracTpito
(L.H. Ipurosuy, 1985).

[OuxanbHi po3naawn i peungmeytode 6ntoBaHHA, BUHUKHEHHS SIKUX MPaKTWY-
HO He NoB’sA3aHe 3 NPUINMaHHSM iXXi, XapaKkTepHi Ang fereHeBoi cekBecTpallii 3
BGpPOHXOCTPABOXIAHOK HOPULIEID, KICTO3HOrO NOABOEHHSA CTPABOXOAY, MYXIIMHM,
CTOPOHHBOrO TiNa, BHYTPILLHBONMEBPANbHOro NOABOEHHS LUIYHKA, rpuxk giad-
parmu i CTpaBOXigHOro oTBOpPY Aiadparmu.

Po3BuTOK AMxanbHUX po3nagis 3 nepumnx AHiB abo MicAUiB XUTTA AUTUHN Y
BUrNagi ctpygopa i (abo) pecTpMKTMBHOI AnXanbHOI HEAOCTATHOCTI, CTilike BOr-
HULLEBE YPaXXEHHSA NereHb, WO, SK NpaBuio, MackyeTbCs Nig AgiarHo3ammn xXpo-
HiYHOT MHEBMOHIT, aTenekTasy rnereHb, KiCTW nerexb, i nogarnblia nossa peLu-
AnBYOYOro 6noBaHHA cBigYaTh MPO BUCOKY IMOBIPHICTL HASABHOCTI rpuxi diadp-
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parmu, nereHeBoi cekBecTpauii 3 6POHXOCTPaBOXiOHOW HOPULEHD, KiICTO3HOMO
NOOBOEHHS CTPABOXOAY, BHYTPILUHbOMMEBPANbHOro NOABOEHHS LUITYHKA.

BupaxeHa gmnxanbHa HeQOCTaTHICTb, 3ananunin XXUBIT JO3BOSIAKOTL 3anigos-
puTK rpwxky giadgparmu. MNpu peHTreHoNnoriYHOMy AO0CHIAKEHHI BUABNAKOTLCS
3MiLLEHHS CEPENOCTIHHA Yy 340poBuUIA BiK, TiHb i3 MHOXUHHUMKW KOMipYacTUMM
YTBOPEHHSAMU Ha nereHeBoMy noni ypaxeHoi ctopoHu ([.A. Banpos u coasT.,
1988; A.A. l'ymepos u coast., 1989).

fABuva cTUCKaHHA CTPaBoOXOAy, WO CYNPOBOMXKYOTb aHOManii po3BuUTKY
xpebuis i pebep, 403BONAOTL KIiHIYHO 3aMigo3puTK KiCTO3HE NOABOEHHS CTpa-
BOXOAY, a HasiBHICTb OOMILLKM/ KPOBi B GNMIOBOTHUX Macax i nyxnuHonogibHoro
YTBOPEHHS B racTpoayOAeHarnbHil 30Hi — NOABOEHHSA WIyHKA. Mpu peHTreHo-
NoriYHoMy AOCHiAXKEHHI opraHiB rpyaHOI NOPOXHUHU Y XBOPUX K 3 NOOBOEH-
HAM CTPaBOXo4y, TakK i BHYTPILHbONMEBPANbHUM MOABOEHHAM LUMYHKA Big3Ha-
YaeTbCA FOMOreHHa, OKpyria 3 YiTKMMU KOHTYpaMu TiHb, po3TalloBaHa B OiNsHLi
nepeaHbLoro abo 3agHLOro cepedocCTiHHA. OgHak Npu NOABOEHHI CTpaBoXxoay
BOHa po3MillleHa y BepXxHiX Bigdinax, a npu BHYTPiLHbOMNNeBpanbHOMY Noa-
BOEHHI LUNYHKA — Yy HWXHIX Bigainax cepedoCTiHHS.

Y XBOpUX i3 NereHeBol CekBecTpaLieto, NoegHaHo 3 BPOHXOCTpaBOXia-
HOI HOPULEHD, PEHTIEHOSONYHO PEECTPYETHCA FOMOreHHa TiHb 3 YiTKUMK Kpasi-
MU, WO 30iraloTbCsa 3 MEXaMn CErMeHTIB abo YacTky nereHi. TiHb Y BGinbLUOCTI
BUNAKiB pO3TaLLIOBYETLCH B HUXHIX Bigginax ypaxeHoi nereHi. KoHTpacTHa
peHTreHorpadis 4o3BonsE BiporigHo BepudikyBaTh giarHo3 nereHeBoi cekBec-
Tpauii 3 GpOHXOCTPaBOXIAHOK HOPULED: NPU BBEAEHHI KOHTPACTHOI PEeYOBMHU
B CTPaBOXif KOHTpPaCTyeTbCA OpoHXianbHe EPEBO ypaXkeHOl YacTUHW FEreHi.
lMoaBOEHHSA CTpaBOXOAy i WIYHKa BipOrigHO BU3HaAYaeTbCA Mig Yac onepaTme-
Horo BTpydaHHs (A.A. MNMoHomapes, 1984; U.H. I'purosuy, 1985; ©.®. Cakc n
coaBT., 1988; W. Jaschke, 1982). bntoBaHHs Npu AaHWX 3aXBOPHOBAHHAX, Ha
BiOMiHy Bifl 3anarnbHMX 3aXBOPKOBaHb NereHb, He NoB’a3aHe 3 IHTOKCMKaUiEro.

Hanagu kawwnto i 6BpoHX006CTPYKLUIT, AKi BUHMKAKOTL NEPIOANYHO, NepeBax-
HO B HiYHMI nepiog 0odwu, B NnoeaHaHHi 3 gucdarieto i 6noBaHHAM, WO JIErKo
NMPOBOKYETLCA MMUOOKMM BOUXOM i CyNpOBOOXKYETbCS 60NbOBUM CUHAPOMOM,
MOXYTb OyTU NposiBaMu rpuKi CTPaABOXiAHOrO OTBOPY Aiadparmu. PeHTreHono-
rYHUMM T O3HAKaMM € HasIBHICTb ra30BOro Mixypa, po3TaLloBaHOro BULLLE KyMoO-
na piagparmun, 3rnagxeHicte kKyta lNica, ractpoesochareanbHuii pedntokc,
BiACYTHICTb abgomiHanbHOro Big4iny CTpaBoxody HWKYe piBHS Oiadparmu.
Mynbcauia B TakT i3 AUXaHHAM YTBOPEHHS, 3arnOBHEHOro NOBITPSIM (CMMMTOM
lgioHa), cBiQUNTL NPO KOB3HY FPUXKY CTPaBOXiOHOro OTBOPY Aiadparmu
(B.X. Bacunenko, A.J1. 'pebHes, 1978; [.0. MenbHuk, 1988).

MocTirHi guxaneHi po3nagu, CNPUYNHEHI YTPYAHEHHAM Tedii MOoBITPS Y
BEpXHix Bigainax anxanbHUX LUNSXiB, HaW4YacTiwe y BUrnagi ctpugopa, i gmc-
dharisa B NoegHaHHi 3 peumamByoYnM OnOBaHHAM XapakTepHi Ans NyXAUHW i
CTOPOHHBOrO TiNa cTpaBoxoay.Y XBOPUX i3 MyXIMHOK CTPaBOXOoAy MOPYLUEHHS
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ONXaHHS PO3BUBAETBLCH MOCTYMNOBO, MiACUIIOETLCSA 3 YacoM, B 6IOBOTHMX Ma-
cax MOXIvBa MnosiBa AOMILLOK KPOBi. Y TOW Yac, 9K y AiTel 3i CTOPOHHIM Tirlom
CTpaBOXoay AuxarbHi po3nagn BUHUKAOTb FOCTPO i HE NiACKIIOITLCS 3 HaCoM.
it cTapLioro Biky MOXYTb BKa3aTu HaBiTb TOYHWI Yac MOro nonagaHHs i ckap-
aTbCS Ha Big4yTTA CTOPOHHLOTO Tina B cTpaBoxodi. OctaTouHuiA giarHo3 BCTa-
HOBMIOKOTb Ha MiACTaBi AaHMX eHgockoniYHoro aocnigxerHs (U.E. Tpedunbes,
1983; H.I". 3epHoB 1 coaBT., 1988; M.H. Beg et al., 1988).

HeobxigHo Big3HauMTK, WO PO3rNAHYTI 3aXBOPIOBaHHA MOXYTb nepebiratn
0e3 OoCUTb BUPaXXEHMX HO30CMEUMMIUYHNX KITIHIYHUX 0COBNMBOCTEN. Y 3B’A3KY
3 UMM Yy BCiX BMNagKax peunanByoHoro 6rtoBaHHs, NOEAHAHOrO 3 pecnipaTop-
HAMW po3nadamu, i BCiX HEACHMX BUMNAAKax YacTUX pecnipaToOpHUX 3axBOpHo-
BaHb, PE3UCTEHTHUX 40 Tepanii BOrHULLEBUX YpaXkeHb nereHb, KoTpi nepebira-
t0Tb HaBiTb 6e3 peLnamByo4oro 6rnBaHHA, peKkoMeHAYETbCA nornmbneHe na-
OopaTopHO-iHCTpYMeHTanbHe gocnigxkeHHa cTtpaBoxony (A.B. KanycTtuH u
coaBT., 1990; A.B. ®dunumoHoB u coasT., 1990).

3.2.4. AN®EPEHUIATIbHA OIATHOCTUKA NMPU NOEAHAHHI
PELUMANBYIOYOI O BJIIOBAHHA 3 MNYXNUHONMOAIBHUMU
YTBOPEHHAMU

OundbepeHuianbHa giarHoCTMKa CTaHiB, WO XapakTepuayoTbecs peLanByto-
YnM BOBAHHSAM i HASBHICTIO MYXIIMHOMOAIGHMX YTBOPEHb, 3aNeXnTb Bid foka-
nisayii ocTaHHix.

Peungusytove 6ntoBaHHA Yy NOEQHAHHI 3 NYXSIMHONOAIGHUM YTBOPEHHAM B
OinsHUi Wni i pecnipaTopHUMK po3najamuy 403BOMSE 3anigo3puTI KICTO3He noa-
BO€EHHS cTpasoxoay (rn. 3.2.3).

Peungusytove 6ntoBaHHSA y XBOPUX i3 NYXIIMHOMOAIBHNUM YTBOPEHHSM, LU0
BUSABMISIETLCS B OiNISIHLI XXMBOTA, CMOCTEPIraeTbCa Npu NPUPOXKEHOMY rinepT-
pochivHOMY NiNOPOCTEHO3Ii, NOABOEHHI, NyXNWHi, 6e30api WnyHkKa, ABaHaaAUATH-
nanoi KWULIKK; KicTax NiglwnyHKOBOI 3ano3u, canbHuka, 6puxi, rigpoHedpoasi,
HedpobnacTomi, HernpobnacTomi, raHrnioHerpobracToMi.

BigcyTHicTb napaHeonnacTUYHUX NPOSABIB NPaKTUYHO 0O3BOJSIAE BUKINIOYN-
TV 3MOSIKICHY NYXINNHY 3ao4epeBUHHOro npoctopy.lyxnuHonoaibHe yTBOPEHHS
3HaAYHMX PO3MIpIB, LWiNbHOT KOHCUCTEHLiT 3 FOpOMCTO NOBEPXHELD | 3a0Kpyrie-
HAMKM KpasiMu, po3TalloBaHe B npaBoMy abo niBomy niapebep’i, € xapakrep-
HO 03HaKOoK HeppobnacTomu i rigpoHedpody. Hecbpobnactoma 3ycTpivaeTb-
CA y OiTel paHHbOro BiKy, a rigpoHedpo3 — YacTiwe y AiTeln CTapLloro BiKy.
lopoHedpo3 Ha BiAMiHY Big HedpobnacToMyM MOXe CynpoBOAKyBaTucA GO-
NbOBMM CUHAPOMOM: Y paHHili cTafil 3axBoproBaHHSA OONbOBUI Hanag nepe-
Girae, sk NnpaBuNo, y BUrMa4i HUPKOBOI KOMiku, Hagani 60nboBi BigvyTTa Haby-
BalOTb MOCTINHO HUIOYOTrO XapakTepy 3 NepeBaXXHOK Jiokasnisauieto B nonepe-
KOBi gingaHuyi. OCTaToYHMN KMiHIYHMIA giarHo3, ocobnuBo y BuNagkax
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andpepeHuiadii HedbpobnacTomm i NPUPOLKEHOrO riapoHedpo3y, Moxe ByTu
BCTAHOBIIEHWI Ha NiACTaBI AaHUX ekckpeTopHoi yporpadii (J1.A. dypHos,1984;
A.A. lNoHomapes,1984).

Mpwn HagBHOCTI KICTV MiALLYHKOBOI 3a5103M Big3Ha4YaeTbCsl HEPYXOME, LLSTbHO-
€nacTUYHOI KOHCUCTEHLT MyXJIMHONOAIOHEe YTBOPEHHS!, 3a3BM4Yal po3TalloBaHe
B HaguvepeBHin Ainadui. [ns niagTBepoKeHHs AiarHo3y BUKOPUCTOBYIOTb eKCKpe-
TOPHY AYyOAEHOCKOMNYHY NaHkpeorpadito i giarHocTnyHy nanapockonito (H.J1. Ky,
1983). MNyxnuHonoaibHe yTBOPEHHS B AiNSAHLI racTpoAyoAeHanbHol 30HM Cnoc-
TepiraeTbCa NPy NPUPOMAXKEHOMY rinepTpodIiYHOMY MNiNIOPOCTEHO3i, NOOBOEHHI,
NyxnuHi, 6e3oapi WnyHka i ABaHaAUSTMNANOI KMLLKN.

BuHWKHEHHSA peunamByoyoro 6n0BaHHA Ha 2—4-My TUXHI BiKy XBOPOroO,
BiACYTHICTb JOMILLUKM >KOBYi B BMOBOTHUX Macax BiAMIYaeTbCS Npy NpUpoSKe-
HOMY rinepTpodivyHoMy nifiopocTeHosi (rn. 3.2.1).

BiporigHO po3pi3HNUTN NOABOEHHS, NyXNNHY | 6e3oap racTpogyoneHarsnbHo-
ro Big4iny Ha nmigcrasi KNiHIYHMX OaHUX NPaKTUYHO HeMoxnmBo. OgHak npuny-
LLIeHHSA NPO AesKi 3 HAX He BUMarae 3Ha4yHnx obcaris nabopaTtopHO-iHCTPyMeEH-
TanbHUX SOChiMKeHb. Tak, NyxnnHonoaidHe yTBOPEHHS 3HAYHUX PO3MIpIB, LLO
BUSIBNSAETLCA 3 Nepiofgy HOBOHAPOKEHOCTI, 403BONSE 3anigo3puT TepaTtomMy
wnyHka. MNMpy HagBHOCTI PEHTTEHOKOHTPACTHUX KanbuMdikaTiB y Npoekuii nyx-
NMHOMNOAiIOHOro YTBOPEHHS AiarHO3 TepaToMmn He BMKIMKae cyMHiBiB (U.H. Npu-
rosuy, 1985).

Y piten BinbLu cTapLUoro BiKy NyXSIMHOMOAIOHI yTBOPEHHS, O MatoTh Karb-
undpikaTn, xapaktepHi ana abgomiHanbHoi doopmun Ty6epkynbo3sy (P. k. Y. Mun-
nep, 1984).

Opi€EHTOBHMMIM KNiHIYHMMW O3HaKaMKn gudepeHUianbHOI OiarHOCTUKN MyX-
NVH iHWOro reHesy, NOABOEHHA, 6e30apy LWyHKa i ABaHAUATUNANOI KULLKK
BBaXaloTb NovaTok MaHiecTauii XBopobu, HasIBHICTb LUAYHKOBO-KULLKOBUX
KpoBOTeY, aHoMariin po3BUTKY, LUKIANNBUX 3BUYOK.

MyxnunHonogibHi yTBOPEHHS, KOTPI 3B’sA3aHi 3i CTIHKOI TPaBHOIO TPaKTY i He
3MiLLYIOTLCS MPY NPOBEAEHHI AOCNIAKEHHS, Y NOEAHAHHI 3i LLUNMYHKOBO-KULLKO-
BUMM KPOBOTEYAMU € MATOFHOMOHIYHUMM O5151 NOABOEHHS i NYXIIMH racTpogyo-
OeHarnbHOT 30HU. [oABOEHHS LUAYHKA | ABaHA4USATMNANOI KMLWIKK BiOPI3HAOTb-
CSl PaHHbOK MaHibecTauieto KniHiYHMX O3HaK, BUCOKOK YaCTOTO iHLUMX aHOo-
Marsnin po3BMUTKY TPaBHOrO TPakTy, cepus, Yepena, xpebTa, rpyaHoi KIiTKu
(A.A. NoHomapee, 1984; 1990; N.M. KopHunoa u coasT., 1986).

MyxnuHu | 6e3oapu yacTiwe 3ycTpivaloTbCs Y AiTen CTapLloro BiKy (xoya
naktobesoapu BigMiveHi TakoxX y Aiten nepumx micauis xutts); (A.H. lN'ycesa,
.®. XonkuHa, 1987; J. Grosftld et al., 1980). INMyxnuHonoAaibHi yTBOPEHHSA Npu
©e3oapax, K NpaBuno, WifibHOI KOHCUCTEHL,iT. HasiBHICTb Takmx LKiOAMBKX 3BU-
YOK, SIK KyCaHHS1 BOJTOCCS, BXXMBAHHS HACIHHA 3 NYLUNUHHAM, Srig pa3oM 3 KiCTOY-
KaMu i LLKIPKOIO i T.4. Y OiTEeN CTapLloro BiKy € HaNBaXXNMBILLOW NpU4MHo 6e30-
apoytBopeHHsi (A.A. NMoHomapes, A.A. KypbirnH, 1987). OcTtaTouvHa giarHocTu-
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Ka OaHMX 3aXBOPIOBaHb MOXIIMBA TiflbKM Ha MiACTaBi 4aHUX PEHTreHOMNOrYHMX
Ta IHCTpPYMeHTanbHUX SOCNiaKeHb. [pU PEeHTreHOKOHTPACTHOMY LOCHIAKEHHI
TPaBHOro TPAKTYy ANs NyXnvH i 6e3oapiB xapakTepHUn AedeKkT HanoBHEHHS 3
YiTKUMM KOHTYpaMu, 3MiLLlyBaHICTb SIKOro CBig4YMThL Npo 6e3oap; Ans NogBOEHb
racTpogyoneHaribHOI 30HM NaTOrHOMOHIYHA HasIBHICTb 4O4ATKOBOMO AEMO KOH-
TPacTHOI peyvyoBuHU. PekomeHayeTbCsl TakoX NpoBeaeHHs dpibporactponyone-
Hockonii, koMM'toTepHOT ToMorpadii. OgHak NOABOEHHS LUNYHKa | ABaHaOUATM-
nanoi KULWKK iHOAI MOXMMBO YCTAaHOBWUTY TifNlbKW MNif Yac onepaTtuBHOIO BTPY-
yaHH4A (A.A. NMoHomapes,1984; A.A. lNoHomapes, A.A. KypbirnH, 1987).

KicTn canbHuka i GpmkiB MOXYTb MaTu pi3Hy nokanisauito. Yacto, ane He
3aBXM BOHW MatoTb KOHCUCTEHLt0 “KicTO3HOT Macu”. KicTu canbHuka, sk npa-
BMNO, po3TalloBaHi noBepxoBo. KicTn BenNuKoro caneHuka gobpe pyxnusi Bro-
py Ta ybik, a manoro — Hepyxomi. Kictn 6pwmxi po3miweHi 6inbL rmmudoko. [Ans
andbepeHuiauii KicT canbHuKa i OprxkiB Big HOBOYTBOPEHb YEPEBHOT MOPOXHNHN
peKOMeHOYI0Tb NPOBEAEHHST EKCKPETOPHOI yporpaduil Ta peTponHEBMONEPUTO-
HeyMy. 3aKroYHWUIA AiarHo3 KiCTu canbHUKa i BpukiB HanvacTille BCTaHOBIOETb-
cs nig vac nposegeHHs nanapockonii (H.J1. Kyw, 1983).

3.2.5. ANOEPEHLUIAJIbHA OIATHOCTUKA NPU NMOEAHAHHI
PELMOMBYOYOIO BIIIOBAHHSA TA IHTOKCUKALIT HEACHOI
ETIONOrI

Y HOBOHAPOMXKEHUX i OiTEN NEPLUNX MICALIB XUTTA peuuansytove 6nroBaH-
HA, sIKe CYNpPOBOAKYETLCS IHTOKCUKALIIED HEACHOI eTionorii, MoXe crnocTepira-
TUCS MPU BHYTPILWHBOYTPOOHMX iHPEKLIAX, CENTUYHMX CTaHax, MOCTriMNOKCUY-
HUX, TpaBMaTUYHMX abo 3ananbHUX ypPaKeHHAX LeHTpanbHOI HepBOBOI CUCTe-
MU, NOPYLLUEHHSIX OOMiHY PEYOBUH.

BHYTpIWHbOYTPOOGHI iHGEKLUIT i CENTUYHI CTAaHN HOBOHAPOMKEHUX BiApi3Hs-
I0TbCSl HAsIBHICTIO O3HaK, L0 CBigYaTb NPO iHIKOBaHICTb y BHYTPILUHBOYTPOO-
HWU abo nocTHaTanbHWi nepioa. OgHUM i3 KapguHanNbHUX NPOSIBIB AHUX 3aX-
BOPIOBaHb BBaXKalOTb iHTOKCMKALitO, WO nepebirae 3 NIMXOMaHKOK i HENTPO-
diNbHUM NernkounTo3oM. [diarHOCTUYHMMU KPUTEPISMU € PICT NaTOreHHol
OAHOTUMHOI pilopu B cepii reMoKynbTyp, nociBax cedi i (abo) BUCOKMA TUTP
aHTUTIN 0O BU3HAYeHoro iHOEKUiHOro areHTa.

YnbTpa3BykoBe CKaHyBaHHSA FOfIOBHOrO MO3KY i AOCHILXEHHS CMIMHHOMO3-
KOBOI pianHM 0O3BOSISAKOTb BU3HAYUTU XapakTep YpaKeHHs LieHTpanbHOI HEPBO-
Boi cuctemu (B.A TabonuHn, H.IN. La6anos, 1984).

IHTOKCMKAUisl, CIpUYMHEHA MOPYLUEHHSAMW OOMiHY PEYOBWH, HE CYMnpOBO-
OKYETLCSA NUXOMAHKOI0 | XapakTepHUMU 5 3anasnbHOro npowecy aMiHamu ne-
prcbepuyHOI KpoBi. ANropntm andepeHuianbHoi 4iarHOCTUKM NOPYLUEHb OOMiHY
pPEeYOBMH, LLO CYyNPOBOSKYIOTLCA peunamByoumMmMm 6rtoBaHHAM Ta iHTOKCUKaLLil-
HUM CMHAPOMOM, NpeactaBneHnii y cxemax 31, 32, 33, npu cknagaHHi SKnx
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BMKOPUCTaHI faHi, ki HABOASATbCA B cneuianbHiv nitepatypi (FO.b. bapaluHes,
HO.E. Benbtuwes, 1978; HO.N. bapawHeBa n coasT., 1984; J1.3. KasaHueBa n
coaBT., 1992; benoycosa E.[l. 2000; U. Wendel, 1985; P.M. KoHn, K.C. Por,
1986; J. Campistol, A. Ribes, 1986; T. Ullrich et al., 1988; A. Cantani, et al.,1989).

3.2.6. ANOEPEHUIATIbHA OIATHOCTUKA NPU NOEAHAHHI
PELIMOMBYIOYOIO BJIIOBAHHA | TOJIOBHOIO BOJIIO

Cepeq uncneHHUX 3axBOpPOBaHb, NPU AKUX BiOMIYAETbCA peuuanBytoye
OnoBaHHSA, NoegHaHe 3 ronoBHUM Gonem (rigpouedanisi, 06’eMHi ypakeHHs
rOfIOBHOIO MO3KY, MirpeHb, Kpu3u apTepianbHOl rinepTeHsii 0yab-aKoro reHesy,
HeBpanrii, rmaykomMa Ta iH.), pO3BUTOK CXYAHEHHS HaNbinbLl XapakTepHui a4ns
00’€EMHMX MPOLIECIB rOTOBHOIO MO3KY.

O6’eMHI ypaxeHHs1 roNOBHOrO MO3KY (NyxnuHu, abcuecn, Tybepkynboma
TOLLO) BiOPI3HAOTECHA NOEAHAHHAM 3aranibHOMO3KOBUX CUMMTOMIB, 3yMOBle-
HUX BHYTPILUHbOYEPENHOO rinepTeHsieto (ronosHoro 6onto, 6noBaHHA Ha BU-
coTi 6onboBOro Hanagy, 36inbLeHHA po3MipiB ronoswu), NEPBUHHOBOTHULLEBUX,
Lo 3anexarthb Bif flokanisauii BorHuwa (CMMNTOMIB ypaXXeHHSI YePEMHO-MO3KO-
BMX HepBiB, OMOBaHHS SK i305IbOBAHOIO0 CUMMATOMY, MNOPYLUEHHST PyHKLUIT nipa-
MiQHWX LUASXiB, CTATUYHOI, TIOKOMOTOPHOI aTakcii Ta iH.) i HecneungivHnx ncu-
XiYHUX, cCOMaTMYHUX po3nagiB (LepebpacTeHii, CXygHEeHHs, aHopekcil, anaTu-
Ko-abynivyHoro cuHgpomy); (U.B. CnupungoHos, 1978; M.B. Llykep, 1978). OgHak
HaBITb MNPU NOMIPHO BMPaXXeHUX 3arasibHOMO3KOBWX | BOTHULLEBUX CUMMTOMaXx
PEKOMEHAYETLCA NPOBEAEHHA OOCTEXEHHA 3 METOK BUKIIOYEHHA 06’€MHOro
ypaxeHHs ronosHoro Mo3ky (3.U. Amnonbckas u coasT., 1988).

CyTTeBe 3HaYEHHSA B NonepeaHin KniHivHin giarHocTuyi 06’eMHUX ypaKeHb
rofI0OBHOr0 MO3Ky MatoTb 0COBNMBOCTI FONOBHOMO 6010 (NPOrpecyroynii xapak-
Tep IHTEHCUBHOCTI, TPUBANOCTI Hanagy 6onto, noro nokanisauis B No6Hin, no-
TUNWYHIN ginaHkax), 6nioBaHHA (paHkoBe Bt0BaHHSA, 3B’930K MOrO 3 rONIOBHUM
6onem i BigCYTHICTb 3B’A3KYy 3 NPUIAMaHHSM i, BiACYTHICTb NONEreHHs nicns
©ntoBaHHS) | HAsBHICTb 3aCTiMHUX COCKIB 30pOBUX HEpPBIB. OCTaTOYHMI giarHo3
BCTAHOBIOETLCA Ha MigcTasi Bidyanisauii nyxnmHm (R.P. Kadota et al., 1989;
R.H. Squires, 1989).

PeunauBytode 6noBaHHs, NoeaHaHe 3 Hanagamm ronoBHOro Gonto, i cxya-
HEHHs1 MOXYTb BiA3Ha4aTMUCA TakoX NPV HE4OCTATHOCTI OPHITUHTPaHckapbamina-
31 (y AiB4aTOK) i KiHypeHiHa3un. MonoBHWI Binb y XBOpKX 3 AediunToM AaHUX dep-
MEHTIB Ma€e MirpeHenogibHui xapakTep — Hanaam rofioBHOro 60510 YacTo NOEAHY-
t0TbCs 3 abgoMiHanbHUM GONBbOBUM CMHOPOMOM i GrIFOBAHHSAM, NMATOrHOMOHIYHI
reMikpaHisi, MynbCylo4niA XxapakTep ronoBHOro 6onto, BiACYTHICTb Ckapr MiXk Hana-
damu. OgHak Ha BIigMIHY Bifg MirpeHi y AiB4aToOK 3 HEAOCTaTHICTIO OPHITUHTPaHCKap-
Oaminasm Hanaam 60no NoB’A3aHi 3 BXXMBaHHAM OinKoBOI XXi | BUSABNSIETLCS NiaBU-
LLieHa eKCKpeLisi OpOTOBOI KMCINOTK i3 CEYEID; a Y XBOPUX 3 HELOCTATHICTIO KiHYpPEHi-
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Hasu Bi3Ha4atoTbCs NOMipHa pO3yMOoBa BiACTaniCTb i rinepekckpeList KiHypeHiHy i3
ceveto (P.M. Koh, K.C. Por, 1986; M. Castro-Gago et al., 1989).

3.2.7. ANOEPEHLUIAJIbHA OIATHOCTUKA NPU NMOEAHAHHI
PELMOUBYIOYOIO BJIOBAHHA | BOJIHO 3A TPYOHUHOIO

Binb 3a rpyaHWHO, WO BMHUKAE Nif Yac akTy KOBTaHHSA Xi, Avcdarisa Ta
peungunBytoye 6noBaHHA — NATOrHOMOHIYHUIA CUMMATOMOKOMMSIEKC NOPYLUEHb
MOTOPUKK CTpaBoxoay i esodoarity.

OndepeHuianbHa giarHOCTUKa 3axBOPKOBaHb AAHOT rpynu 3anexuTb Bid
CMiBBIOHOLIEHHS IHTEHCMBHOCTI 60SILOBOr0 CUHAPOMY i Aucdarii, a TakoXx Ha-
SIBHOCTI nevil. lMNepeBara 601b0BOro CMHAPOMY Hag nposiBaMmu gucdoarii BigpisHse
rinepToHIYHY AUCKIHE3il0 cTpaBoxody (kapaiocnasm) Bif iHWWX HO30JIOTMYHUX
dopM ui€ei rpynn. Y XBopux i3 KapaiocnasMoMm BigMiYaeTbCa panToBe BUHUKHEH-
HA nig Yac ign neky4oro abo HuoYoro 6omMo 3a rpyAHMHON, Hanag sKoro, sk
npaBuno, 3akiHiyeTbca 6rtoBaHHAM. Hanagm 60510 NPOBOKYHTLCA KBAMNBUM
NPUAMaHHAM Xi, KOBTaHHSM NOraHo nepexosaHol abo rpy6ol, ryctol ixi. PeH-
TreHONOrYHUMM 03HaKaMu Kapiocnaamy € BiiCYTHICTb ra3oBoOro Mixypa B LUyH-
Ky, 3BY>XEHHSI NPOKCUMAnbHOro Biadiny CTpaBOXOoAy; MaHOMETPUYHUMU — Ha-
SIBHICTb CMOHTaHHOI PyXOBOI aKTUBHOCTI, MOBTOPHMX | BUCOKOAMMNITYOHUX ne-
pUcTanbTUYHUX XBWUITb CTPABOXoaY.

Ha BigMmiHy Big axanasii kapgaii, rinepTOHIYHNA OUCKIHETUYHWIA Cna3Mm CTpa-
BOXOAY YyTnmBuiA o aii atponiny (H.I'. 3epHoB n coaBT., 1988; D.E. Milov et al.,
1989).

MepeBara gucdariyHmx po3naais Hag 60N1bOBUM CUHAPOMOM CMOCTEPIraeTb-
CS NpW TINOTOHIYHIA opMi AUCKIHESIT CTpaBoxoay i racTtpoesodareansHOMy
pedritokci. KniHivHMMun BigMiHHOCTAMUY ractpoesodpareansHoro pedrokey Big
riNOTOHIYHOI hopMK ANCKIHESII CTPaBOXOAY MOXYTb CIY>XUTU HaSIBHICTb nevil i
(abo) yacTnx pecnipaTtopHmx 3axBoptoBaHb. OCTaTOYHWI AiarHO3 BCTAHOBIOETh-
Cs1 Ha niacTaBi 4aHUX NabopaTOPHO-IHCTPYMEHTaNbHUX METOAIB AOCNIAKEHHS.

lnokiHesis xapakTepu3yeTbCs CMOBINIbHEHHSM PYyXY KOHTPaACTHOI peyoBu-
HW NO CTPaBOX0AY, 3HWKEHHAM aKTUBHOCTI NepUCTanbTUYHUX XBUSb.

KapanHanbHUM giarHoCTUYHUM KpUTEpPIEM racTpoesodareasnbHOro pedositok-
Cy € Bi3yarnbHe BU3Ha4YeHHS OCTaHHbOro NPy eHAO0CKOMiYHOMY abo peHTreHono-
riYHOMY OOCRIIKEHHAX CTpaBoxody. Henpamumun o3Hakamu BBaXaktTb 3MEH-
LWEHHS TUCKY B OiNAHLI HWKHBOrO CTPaBOXiAHOro CiHKTEpPa, NepiognyHe 3Hu-
XeHHs pH y cTpaBoxogi. Ak npaBuno, nopyLeHHs MOTOPUKU CTPaBOXOAY HOCATb
BTOPWMHHWIA XapakTep, y 3B’A3Ky 3 YMM Y AiTel 3 Lieto naTonoriero HeobxigHo
BUKIMIOYUTN aHOManiT PO3BUTKY | XPOHIYHi 3aXBOPHOBAHHA TPABHOrO TPaKTY.

E3odarit BCTaHOBNIOETHCA Ha NiACTaBi HABHOCTI NPOSIBIB 3ananeHHd cnu-
30B0I 06onoHkn ctpasoxoay (H.I'. 3epHoB u coasT., 1988; O.C. Muwapes u
coaBT., 1989; R.D. Henderson, 1983; E. Corraziari et al., 1984).
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Binb 3a rpyaHuHOWO i peunanByoyde OroBaHHA BiAMIYAOTLCA TaKOX Npwu
rpwxi CTpaBOXiAHOro OTBOPY Aiadbparmu, ane Ha BigMiHY Bif OWUCKIHE3I cTpa-
BOXo4y, 6MOBOTHI Macu Npu OCTaHHIA YacTo MarTb JOMILLKY KPOBI (rm. 3.2.3).

3.2.8. ANOEPEHUIAJTIbHA OIATHOCTUKA NPU NOEAHAHHI
PELMAMNBYIOYOIO BJIIOBAHHA TA ABAOMIHAJIBHOIO BOJIbOBOIO
CUHOPOMY

Anroput™m audoepeHuianbHOl AiarHOCTUKN CTaHiB, WO CYNPOBOAXKYHOTLCS
peunaunBytoumm 6noBaHHAM | Gonem B AinNsHUi XMBOTA, BU3HAYEHUI XapaKTe-
poM 60MbOBOr0 CUHAPOMY | NPAKTUYHO HE 3aneXuTb Bid HAasiBHOCTI Y XBOPOro
CXYOHEHHS, y 3B’A3KY 3 Y4M BMXOAUTb 3a KONO po3rnaHyToi npobnemu. Odude-
peHuianbHa giarHocTMka AaHuX 3aXBOPHOBaHb AOKNagHO NpeacTaBrieHa B cre-
yianbHin nitepatypi (M.A. CtyaeHukuH, A.W. NleHowknH, 1981; A.C. Benoycos,
1984; H.I'. 3epHoB, O.®. Tapacos, 1984; .M. TebeHuyk n coasT., 1988;
A.®. [IpoHoB n coasT., 1989; J1.I'. CadmnHa u coasT., 1989; N.B. Kosnosckui,
1989; I'. OBepbek, 1980, 1984; M. XepTtn, 1990 Ta iH.).

3.2.9. ANOEPEHLUIANBHA AIATrHOCTUKA NPU PELLMANBYIHOYOMY
BJIOBAHHI, 3YMOBJIEHOMY TMOKOPTULU3MOM

PeunanBytode 6ntoBaHHSA, MOCTYMOBUIM PO3BUTOK coneaediynuTHOro ekcu-
KO3y, SIKi CNOCTepiratoTbCsl Yy HOBOHAPOKEHUX OiTEN, MOXYTb OyTN CNPUYNHEHI
ypakeHHSM HaHUPKOBMX 3a5103, LLLO CYNPOBOLKYETHCA CUHOPOMOM BTpaTH COfli,
30KpemMa, KpoBoBMNnBamu B ognH abo obmasi HagHUPKOBI 3aN03u, rinonsasieto
KOpY HagHMPKOBUX 3ari03, ConeBTpadaynmm popmamm agpeHoreHiTanbHoro
CUHOPOMY, CENeKTUBHUM OediuuTOM anbaocTepoHy abo MOpyLUEHHAM MOro
peuenuii.

KpoBoBunuBeu B HagHMPKOBI 3211031, CUHOPOMU, NOB’A3aHi 3 NPUPOLKEHOIO
rinonnasieto KopyM HaAHNPKOBUX 3an03, agpeHoreHitanbHnin cuHapom | i ll Tunis
BUSIBNAOTBHCS 3 NepLUNX rogmH abo AHIB XUTTH OUTUHU TSHXXKMMU O3HaKaMM rino-
KoOpTUUM3My. Y HOBOHapOXKEHOrO BiA3Ha4aTbCs OnigicTb, TaxikapAisa, XonoHi
KiHUiBKM, B6ntoBaHHSA, rmmboka rinornikemisi i3 CyaoMHUMM NapoKcuamamu, rino-
HaTpiemiq, rinepkaniemis, Moxnuea giapes. Ana gaHux opm ypaxkeHHs Hag-
HUPKOBUX 3aro3 XapakTepHa Hu3bka ekckpeuiss 17-ketoctepoigi (17-KC) i3
ceveto. BuHATOK cknagae agpeHoreHitansHui cuHgpom |l Tuny, ans giarHocTu-
KM SIKOro piBeHb ekckpeuii 17-KC i3 ceyeto He Mae CyTTEBOro 3HAYEHHS.

ConeBTpadanbHa hopma agpeHoreHitansHoro cuHgpomy Il Tuny manicpe-
CTye Ni3Hiwe —yepe3d 1 — 8 TUXKHIB Nicnst HAPOAXKEHHS | CYyNPOBOLXKYETLCS NiaBU-
weHoto ekckpeuieto 17-KC i3 ceueto. CTaHu, 3yMOBIEHI rinoanb40CTEPOHI3MOM,
He CYNpPOBOMAXYOTLCS MNOrfikeMieto i, ik npaBmno, nepebiraloTb 3 MeHL BMpa-
XEHO TSXKKICTHO.
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3 orngaagy Ha Te, Wo npu gediyunTi anbOOCTEPOHY i NMOPYLUEHHI Moro pe-
Lenuii cnoctepiraeTbCsl HEMOBHA KIiHIYHA KapTUHa rinokopTuunamy 6es cyTTe-
BMUX 3MiH ekckpeuii 17-KC i3 ceveto, gudepeHuianbHa giarHoCTuka LmMx nopy-
LWeHb po3rngaHyTa B rn. 3.2.1.1.

OcHoBHUMKU gudepeHUianbHUMK KPUTEPISIMU OaHUX CTaHIB € pe3ynbTatu
Bidyanisauii HagHUPKOBKX 3an03 3a JONOMOrOK YNbTPa3BYKOBOIO CKaHyBaHHS,
KoMM’toTepHOi ToMorpadil. HasiBHICTb BOrHULY, AeCTPYKLiT HAOHUPKOBUX 3aMn03
CBiAYMTb NPO KPOBOBMUIMB; OAHOBIYHE 06’EMHE YyTBOPEHHA — NPO MyXJIMHOMO-
AibHy dhopmy KpoBOBUIMBY (i KITiIHIYHUMW BiAMIHHOCTSIMU MOXYTb CITY>KUTU CUM-
NTOMW NOAPA3HEHHA O4YEPEBUHM).

3MEeHLLEeHHA po3MipiB HAQHMPKOBMX 3an03 abo BiACYTHICTb Ha 3BUYaANHOMY
MiCL{i aHaTOMIYHOIO PO3MILLEHHS CNOCTEPIraeTbCs NpU CUHOPOMAaXx, NOB’A3aHNX
3 rinonnasieto Kopu HagHUPKOBUX 3aro3. 36inblEeHHA PO3MipiB HAOHUPKOBUX
3aro3 € OCHOBHOK [AiarHOCTUYHOK O3HAKOK aApeHOreHiTanbHoOro CUHAPOMY
(rn. 5); (H.B. Kobosea, KO.A. IN'ypkuH, 1986).linonnasia HagHMPKOBUX 3ano3
crnocTepiraeTbCda Npu CMHAPOMaXxX MPUPOOKEHOI rinonnasii Kopn HagHUPKOBUX
3ano3 i NpMpoaXKeHoi rinonnasii Kopy HaOHMPKOBMX 3a03 3 HeQOCTAaTHICTHO rhile-
ponkiHasu. BiagMiHHUMK pucamn oCTaHHBOrO € rinepriiyeponemis i rniyepony-
pisi. Tun cnagkyBaHHS NPUPOMAXKEHOI rinonsiasii Kopyu HagHUPKOBKX 3an03 — pe-
LLeCUBHUI, 34ensieHnin 3 X-XpOMOCOMOLD, i aBTOCOMHO-PELECUBHUI; NPUPOA-
XeHoT rinonnasii Kopyu HagHUPKOBUX 3aMn03 3 HEJOCTATHICTIO MMiLeponkiHasn —
peuecuBHUi, 34enneHun 3 X-xpomocomoto (E.A. beHukoBa u coasT., 1993).

OndepeHuianbHa giarHocTuka cTaHiB, SKi CynpoBOAXKYOTHCS FMOKOPTULINS-
MOM, Y AiTen 6inbll cTapLlloro Biky po3rnsHyTa B ri. 3.1.2.2.1.

IOundepeHuianbHa giarHoCTUKa 3axBOPKOBaHb, WO XapaKTepuayTbCs pe-
LUManBYHOYMM BNOBaHHAM Yy NOEQHAHHI 3 peLMANBYOYO0, XPOHIYHOLO AiapeEto,
XPOHIYHUM 3anopom abo TpuBarnoto noniypieto, npeacrasneHa B rnasax 3.3;
3.4; 3.5 BignosigHo.
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3.3. AU®EPEHUIAJTIbHA OIATHOCTUKA MNMPU CXYOHEHHI, AKE
CYNPOBOOAXYETbCA XPOHIYHOIO, PELMONBYIKOYOHKO
OIAPEEIO

Mpouec audepeHuianbHOT AiarHOCTUKM CTaHIB, LLIO XapaKTepusyTbCA XPOHi-
YHOO, PELMONBYIOYHOIO Aiapecto, 3HAa4YHOK MIPOK 3anexuTb Big, HAABHOCTI O3HAK
MOPYLUEHHS LifiCHOCTI i 3ananeHHs Cnmn3oBoi 060SOHKK LYHKA i (200) KMLLIOK.

3.3.1. ANOEPEHUIATIbHA OIATHOCTUKA NPU NOEAHAHHI
XPOHIYHOI, PELMAUBYIOYOI OIAPET 3 O3HAKAMM 3AMANEHHA |
(ABO) MOPYLUEHHSA LIINICHOCTI CNIU30BOI OBOJNIOHKU LUITYHKA |
KULIOK

[Mpwn XpOHIYHIK, peLumanByovin giapei, ska CynpoBOLXKYETbCSA O3HaKamMu 3a-
naneHHs i NOpyLeHHs LiniCHOCTI cnn3oBoi 0BOMOHKN KULWIOK (cxema 34), Ha
nepLmx AiarHOCTUYHMX eTanax pekoMeHAylTb npoBedeHHs GaraTopasoBux
MIKPOCKOMIYHUX | BaKTepionoriyHNX AOCTiAKEHDb Kany, 3 METO BUSBNEHHSA 30ya-
HWKIB AN3EHTEpIi, CanbMOHENbO3y, EPCUHIO3Y, ellepuxiody, Tybepkynbo3sy, ame-
biasy, 6banaHTugiasy, TpuxomMmoHiasdy Ta iH. (A.B. MasypuH u coasTt., 1984;
I".A. TumodheeBa, A.B. LinHzeprninr, 1984; H. Wiedersberg et al., 1985; J. Hotz, 1989).

HeraTuBHi pe3ynbTaT gaHuUX OOCMIMKEHb i BIOCYTHICTb edbekTy Big Tepanii
aHTMbaKTepianbHUMK, aHTUNapa3nTapHUMK 3acobamm BKa3yrTb Ha HeiHdeKLin-
HWUIA reHe3 3axBOPOBaHHS. Y XBOPUX 3 Aiapeeto HeiHdEeKLIMHOro reHesy, nosa 3a-
NEXHICTIO Bif PiBHA YpaXKeHHS1 TPABHOIO TPaKTy, HEOOXIOHO BMKMOUUTI Xap4oBy
aneprito. XapakTepHUMM KMiHIYHUMWN O3HAKaMW OCTaHHbOI BBaXalOTb OOTSKEHUI
anepronoriYH1i aHaMHe3, 3B’130K ANCNENTUYHNX PO3agiB i3 BXXUBAHHSM MEBHUX
NPOAYKTIB XapyyBaHHS, anepriyHi nposBn Ha Lwkipi. OCTaTouHWIA giarHo3 Xap4oBoi
aneprii BCTAHOBIKETLCS Ha NiACTaBi ePeKTUBHOCTI eniMiHaUiNHOI 4ieTn, NO3NTMB-
HUX pe3ynbTaTiB LUKIPHMX, NPOBOKaLiiHNX Npob, BUCOKOro piBHs IgE y cnpoBaTui
KPOBI, MiABULLIEHHS NOKa3HMKa YLUKOMDKEHHS HEUTPOMINBHUX rpaHynoynTiB Ta iH.
(cxema 34); (T.C. Cokonoea u coasrt., 1977; .M. BopoHuos, O.A. MaTtankiriHa,
1986; M.I. LWewbak, J1.6. EBeu, 1991; C.J1. baxHa, [.K. XewHep, 1985).

3.3.1.1. QUPEPEHL|IAJIbHA [IArHOCTUKA 1PU INOEHAHHI
XPOHI4YHOI, PEUNANBYHKOYOI QIAPEI | LLUJTYHKOBO-KULLKOBUX
KPOBOTEY

[OndepeHuianbHa giarHoCTMKa 3axBOPHOBaHb, L0 XapakTepusyoTbes fia-
peeto i ABHUMM abo NPUXOBAHUMK O3HAKaAMM LUTYHKOBO-KULLIKOBUX KPOBOTEY
(aHemi3auieto, HasBHICTIO B O6MOBOTHUX Macax i Kani AOMILIKM KpOBi, BU3HaYe-
HMX BidyanbHO abo 3a gonomorot nNpob Bebepa, NperepceHa, pagionoriyHoro
METOAY), 3aneXunTb Bif PiBHSA YpaXKeHHHA TPaBHOrO TPaKTy.
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lMoeaHaHHS XPOHIYHOI, peunamByYOi iapel Ta 03HaK KpOBOTEYI 3 BUCOKMX
Bi4AiNiB TpaBHOro TPakTy 3YCTPIiYAETLCS NPU BUPA3KOBI XBOPOOi, MHOXUHHIMN
€HOOKPUHHIW Heonnagii | Tuny (cuHgpomi 3onniHrepa-Ennicona), xsopobax
MeHeTpie, KpoHa, nyxnnHax, MOABOEHHAX racTpogyodeHarnbHOI 30HU.

MonepenHin KNiHiYHIA opieHTaujii AonomMaratoTb Aesiki 0cobnmMBoCTI nepebiry
AaHMX 3axBOploBaHb. Tak, 3MOSKiCHICTb nepebiry xapakrepHa Ans CUHOPOMY
3onniHrepa-EnnicoHa; puTMiyHICTE 60NBOBOro CMHAPOMY (Ce30HHa, JoboBa, “Moin-
HiraHIBCbKMIN” pUTM) — O11S1 BUPA3KOBOI XBOPOOW; EKCTPAKULLIKOBI O3HAKU Y BUr-
nsaai apTpanrini, ByanyBaToi eputemu, Niogepmin, ypakeHb aHOpPEKTanbHOI 30HMU,
nepiaHanbHoOro ceepbexy, LWo nepeayoTb KULWKOBUM NposBam — Ans XBOpoou
KpoHa; cBoepifHi nanbnaTopHi AaHi Npy 06CTEXEHHI LWITyHKa — “MiLLIOK, HanoBHe-
HWA OOLLIOBUMM YepB skamun” — Ang XxBopobu MeHeTpie, HasBHICTb MyXSIMHOMO-
AiBHNX YTBOPEHb Y racTpoayofeHarnbHin 30Hi — A58 NyXvH Ta NOABOEHD LLUITYHKa
i oBaHagusaTvMnanoi kuwku. OCTaToYHUI AiarHO3 BCTAHOBIHETLCA Ha MiOCTaBi
OaHnx nabopaTopHO-IHCTPYMEHTANbHOIO AOCITIOYKEHHS.

lNnepaumaHWin cTaH € NAaTOrHOMOHIYHUM AN cuHgpomy 3onniHrepa-Enni-
COHa i 4YacTo crnocTepiraeTbCa Npu BMPasKoBi XBOpoOi. [laHi 3axBOpOBaHHS
KapAvHanbHO Bifpi3HAITLCH HAsIBHICTIO Y XBOPUX OAHIEl abo AeKinbkox Bupa-
30K, L0 BM3HA4YalTbCA PEHTIEHONorYHO abo racTpoayoAeHOCKOMIYHO.

Ha BigmiHy Big BMpa3koBOi XBopobu Ans cuHapomy 3onniHrepa-EnnicoHa
XapaKkTepHi MHOXWHHI BUPa3Kku, pO3MiLLieHi aCMMEeTPUYHO NepeBaXHO B ANCTarb-
HOMY BigAini ABaHagUSATMNANOT KULWKK i NPOKCMMAanbHOMY Biagini TOHKOI KMLL-
Kn. Y xBopux i3 cuHapoMmom 3onniHrepa-EnnicoHa 3aBxan BUABNSIOTLCH BUCO-
ka 6asanbHa cekpeuist HCI, Bucokuii piseHb ractpuHy (120 — 140 nr/mn) y cmpo-
BaTLi KPOBI. Y CKITagHMX iarHOCTUYHNX BUNagKax BUPa3KkoBy XBOPOOY i CUHOPOM
3onniHrepa-EnnicoHa MoXHa poO3pi3HMTX 3a 4ONOMOrol nNpobwu i3 xnopuaom
KanbLito: nicns BBeAEHHSA OCTaHHLOrO B A03i 15 mr/kr npu cuHapomi 3onniHre-
pa-EnnicoHa BMICT racTpuHy 36inbLuyeTbes y 4-5 pasis, a Npn BMPa3KoBil XBO-
po6i He 3MIHIOETLCS.

MaToMOpPdOMOriYyHOK OCHOBOK MHOXMHHOT €HOOKPUHHOT Heonnagail | Tuny
(cHpopomy 3onniHrepa-Ennicona) € rinepnnasia abo ageHoMaTo3 AeKinbKox
€HAOOKPUHHMX 3a03 3 NiABULEHHAM (OYHKLIOHANbHOT akTUBHOCTI. HanvacTiwe
ypakarTbCsa napawmnTonogibHi i nigwnyHkosa 3anoau, gewo pigwe — rinodia i
HaQHMPKOBI 3an03u, iHogi — WwuTonogidHa 3anosa. MoxXyTb BUABAATUCS TaKOX
TUMOMMU, eniTenianbHi NyXNMHU BPOHXIB, NOJINW LWMAYHKA, PaKoBi NyXMUHN Kn-
LLIOK, LUKipHi ninoMu. Tun cnagkyBaHHA MHOXWHHOI €HO0KPUHHOI Heonnaasii | Tuny
— aBTOCOMHO-goMiHaHTHuI (A.W. Bornkos 1 coasr., 1983; A.A. NoHomapes, 1983;
O.B. PeweTtHukoB u coasT., 1991; R.M. Zollinger et al., 1980; B. Tuch et al.,
1982; R. Vietro et al., 1982; M. Pipeleers-Marichal et al., 1990).

Cepepq, gaHoi rpynun 3axBOprOBaHb axsioprigpist € NnaToOrHOMOHIYHOK O3Ha-
Koto xBopob MeHeTpie i KpoHa, ane moxe 3ycTpivyaTucs i npu BUPa3KoBil XBO-
po6i. BucokocneumdiyHum cMMATOMOM XBOpo6u MeHeTpie BBaXatoTb axsiop-
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rigpito, pe3ncTeHTHY A0 Ail neHTaracTpyHy, y NOEHaHHI 3 rinepracTpuHEMIED
(o 1800 nr/mn). OiarHOCTUYHUM KpuTepieMm XBopobu MeHeTpie BBaXatoTb piske
30inbLUEeHHs CKagok Crm3oBoi 060NOHKM LUNYyHKa, NepeBaxHOo B AiNSHLi Benu-
KOI KPMBU3HMU, LLIO BU3HAYAETLCS PEHTTEHOMNOMYHO. 3MiHEHI CKNagku Crin3oBol
O0OOMOHKM WNyHKa HanbinbLl MOMITHI NpU A030BaHOMY pO34YyBaHHI LUMYHKA i
XapakTepuaytoTbCst 30INbLUEHHSAM K BUCOTM, Tak i TOBLWMHWU. BoHn HecumeT-
PUYHI, pUrigHi, MaloTb NoNepeYHe NoNoXeHHS 3 BIOXUNEHHAM yOiK BESIMKOT Kpu-
Bu3HM wnyHka (C. Florent et al., 1982; B. Ztnke, M.M. Zieger, 1988).

Mpwn xBopobi KpoHa axnoprigpis He CynpoOBOAXYETLCA rinepracTpUHEMIELD.
Hanbinbl TUMNOBMMW PEHTTEHONOMNYHUMM O3HAKaMUN ypaXKeHHS LUMyHKa npwu
xBopobi KpoHa € 3ByxeHHs, Aedopmauisi, purigHiCTb aHTpanbHOro Biaainy,
NOCTYMNOBUIA PO3BUTOK CTOBLLEHHS CKMNagoK Crn3oBOi 060MOHKK, WO HabyBae
BUrNaay “OpykiBkW”; ANS ypaXKeHHs OBaHaAUSATMNANO! KULLKU XapakTepHi npo-
SIBWU @TOHil, B’AN0I NnepucTanbTUKX | BUHUKHEHHST 3BY)XKEHHS T MPOCBITY. Y fiTen
i3 xBopoboto KpoHa npu dibporactpooyoneHockonii BUSBISAOTL rinepemito,
Habpsik cNn3oBOi 0O0MOHKKN, NEPEMiXHI BUPa3Kn, OTOYEHI YACTIEHHUMW BY3Mu-
kamu giameTtpom 1-3 mm. Mixk BUpaskamu cnnsoBa 000MOHKa 30aETbCA BUCKOO-
neHoto. binacTi By3nukn cxoxi Ha TyOepKynbo3Hi ropbku, ane He MaloTb Kase-
03Horo po3nagy. [lictonoriyHe gocnimpkeHHa 6ionTaTy 4O3BOMSIE 3HAWTU B NiACNN-
30BOMY LLApi rpaHyNbOMAaTO3Hi YTBOPEHHS, KOTPi Ha BiAMiHY Bif rpaHyrbom,
LLIO cnocTepiratoTbCs Npu capkoifgosi beka, He matoTb ronyactux Tin (A.A. Mo-
Homapes, A.A. KypbiruH, 1987; A.A. lNMoHomapes, 1992; C. Lenaerts et al., 1989).

[edekTn HaNOBHEHHS | 4OAATKOBI Aeno, BU3HAYEHi PEHTreHOMOoriYHo, 403-
BONAOTb BiAPI3HUTM NYXIMHMW | NOOBOEHHSA racTpoayOAeHanbHoi 30HM (. 3.2.4).

XpOHiyHa giapes i HasdABHICTb NyXMHOMNOAIOHNX YTBOPEHb Y YEpPEBHIN MNo-
POXHWHI TaKOX MOXYTb OyTn 03HaKamu abgomiHanbHOro Ty6epkynbo3y. Acunt
i PEHTreHOKOHTPACTHI KanbLUMdikaTh B QingHUi NyXnInMHONo4ibHNX yTBOPEHb Mo-
nerwyroTb noro giarHocTuky (®.0x. Y. Munnep, 1984).

Peungueytodi KpoBoTeui 3 Big4inis, AKi po3MiLLytoTbCS HMXKYe ABaHaAAUATU-
nanol KULWKN, XapakTepu3yrTbCA HAsiBHICTHO JOMILLKX KPOBI B Kani npu BiacyT-
HOCTI i B ONnt0OBOTHMX Macax. OgHak HeobXigHO BiA3HAYNUTU, WO HE3HAYHI Kpo-
BOTeui 3 racTpoAyofeHarnbHOl 30HU MOXYTb nepebiratu i 6e3 6nioBaHHS.

[bortenogibHuin abo BMLIHEBOro KONbOPY Kar, a TakoX NpuxoBaHi KpOBO-
Teui Hanbinbl XapakTepHi ANs ypakeHHss TOHKOro KULIEeYHMKa, Y TOM 4ac, §K
OOMiLLKa SicCKpaBO-4epBOHOI abo Mano3mMiHeHOI KpOoBi B Karli BUSIBNSIETLCS NpU
ypaKeHHi TOBCTOro KuLLEYHMKA.

XpOHiyHa, peunameytoyda giapes B NOEAHAHHI 3 XPOHIYHOK KPOBOTEYEID 3
TOHKOI Ta KNy©boBOI KULKM criocTepiraeTbesa npu xBopobi KpoHa, iHogi 3ycTpi-
YaeTbCa NpPU AnBepTUKyNi Mekkens, NyXnuHi TOHKOro KULIeYHuKa, aHriomaToasi,
xBopobi PeHaw-Bebepa-Ocnepa.

MacwuBHi KpOBOTEMI, SIKi CyNnPOBOAXYIOTHCS MOABOIO bekanin y BUrnsfi BULLI-
HeBOro xene abo gborrenoibHoro kany, HanyacTile 3yCcTpivalTbCcsa npu au-



201

BepPTUKyIi Mekkerns i reMaHriomi TOHKOro KuiieyHuka. HasBHICTb y XBOpUX re-
MaHrioOM LLKIpW 003BOMSE KIiHIMHO BU3HauMTMUCA B giarHosi. OgHak i He3HauHi,
NPUXOBaHI KPOBOTEYI He BUKMNIOYAOTh HAsABHOCTI anBepTukyny Mekkens i re-
MaHriOM1 TOHKOTO KuLIEeYHMKa.

BusHavanbHMMK KMiHIYHUMW OiarHOCTUHYHUMW KPUTEPIAMU PN XPOHIYHIN
Aiapei i He3Ha4yHin abo NpMXoBaHiI peunamnByHOYiIN KPOBOTEYI 3 TOHKOMO KULLIEY-
HUKa € MO3aKMLLKOBI O3HaKN 3aXBOPIOBaHb.

BigcyTHiCTb NO3akULLKOBUX NPOSIBIB XapakTepHa Ansa ansepTukyny Mekke-
nsa, NyxXnnH, MHOXWHHOIO OBEHINbHOro Nosinoa3y.

MyxnrMHonoaibHe yTBOPEHHS B YEPEBHIN NOPOXXHMHI, L0 BU3HAYaETbCA Narb-
naTopHO, A03BONSAE 3aNiA03PUTU NYXINHY KALLEYHMKA, O4HaK e AOCUTb Ni3HA
KniHiYHa o3Haka.

[omiwka KpoBi B kani Hanbinbl xapakTepHa Ans JOBPOSAKICHUX NyXMAvH
TOHKOrO KULIEYHMKA, reMaHrioMmn, ageHomMu, fnenkomiomu, didbpomu, ninomu,
€03MHOQINbHOI rpaHynsomMu Ta iH. (U.H. purosny, 1985).

OcTaTto4yHuii giarHo3 BCTAHOBMOETLCS Ha NiAcTaBi AaHux gibporactpony-
OLEHOEHHOCKOMIT, KONOHOCKONIT i FiCTONOrYHOro gocnigkeHHs 6ionTaTty, a iHOAi
TiNbKW Nif Yac onepaTMBHOIO BTPYYaHHS.

EkcTpaiHTeCcTMHanbHi NposBM BUAINATL cepen AaHoro psagy 3axsoptoBaHb
xBopobu KpoHa, Penato-Bebepa-Ocnepa, cungpomu Mentua-Erepca-TypeHa,
MapoHepa, KpoHkanga-Kanaga.

ApTpanrii, Byanysata eputema, niogepmisi i 3MiH1 3ananbHOro xapakrepy
CN30BOI OBOMOHKN KULLIOK NAaTOrHOMOHIYHI Ans xsopobu KpoHa. Mpu peHTre-
HOMNOrYHOMY AOCRISKEHHI OaHUX XBOPUX BU3HAYaAOTbLCHA YiTKO BigMEXOBaHiI
OINAHKNA ypaXKeHHs1 TOHKOTO KMLWEYHMKa, Hanbinblw cneyndivyHuMuM nposisamm
SIKOrO BBaXXalOTb CNasMm, PUriaHICTb, PO3BUTOK LUMPOKUX, FPyOUX, NO300BXKHIX
CKNagok cnun3oBol 060NOHKK, CUMNTOM “OpyKiBKN.

Mpun ypaxeHHi TepMiHanbHOro BiaAiny KnyboBOI KULLKW BUSBIIAKOTLCS FiNo-
TOHIYHICTb il NPOKCUMAarbHOT iNAHKN, aCUMETPUYHICTb, PUTiAHICTb, BUPA3KOBICTb
Ha boui Opmxi Ta eCTOHYACTICTb Ha NPOTUIEXHIN CTOPOHI CEpeaHbOro Biaainy,
3BY)XEHHA AUCTanbHOro Biaainy, skui mae ncesgononinm i pictynu (A.A. NoHo-
mapes, 1982).

BigcyTHICTb 3ananeHHsi CnmsoBoi OOOMOHKM KULLIOK € XapaKTepHUM 4nsi MHO-
YXMHHOrO Nonino3y KuwevHuka. OCTaHHIn y NoegHaHHI 3 NyXSIMHAMM M’ SIKUX TKAHWH
(dbibpomamu, ageHomamm MpuHIMA) i KICTOK (OCTeOMaMM KICTOK Yepena) siBnse
coboto cHapom MapaHepa; i3 NNAMUCTORO rinepnirMeHTaLiero LUKIpY y BUrNSAj NeH-
TUro — cuHgpom lMentua-Erepca-TypeHa; i3 3aranbHOL0 rineprirMeHTaLieto LKipw,
eKkTogepmanbHol gucnnasieto — cuHgpom KpoHkanga-Kanaga (M.L. XKykoB u co-
aBT.,1989; MN.H. OpyxuHuH n coasT., 1991; S. Srsen et al., 1986; A.P. Burke,
L.H. Sobin, 1989; M.S. Halata, J. Miller, 1989; J.F. Mougenot et al., 1989).

[na xBopobu PeHato-Bebepa-Ocnepa xapakTepHi MHOXMWHHI TeneaHriek-
Tasil.
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lMoeoHaHHS XPOHIYHOT Aiapel i peumanByro4oi KpOBOTEYI 3 TOBCTOIO KULLIEY-
HUKa € XapakTepHMM CUMMTOMOKOMMIIEKCOM FeMOKOSITY i MOXe 3ycTpidaTucs
npwv NyXnuHi, NoniNo3i TOBCTOMO KULLEYHMKA.

HasiBHICTb y XBOPOro 03Hak 3anasibHOro ypakeHHs Crim3oBoi 060MOHKM KK-
LeYyHuMKa 1 acouialii nopyLleHHs oopMyBaHHSA KanoBux Mac Ta iHTEHCUBHOCTI
KpOBOTEYi JO3BOSSIE KMiHIYHO AiarHOCTyBaTh remokonit. Tpueanui nepebir re-
MOKORNITY XapakTepHuin gns HecneymdiyHOro BMpa3KoBOro KOMiTy, XBOpoobwu
KpoHa, amebiasy.

Y XBOpUX 3 HecneundivHMM BUPa3KoBMM KOJITOM i XBopo6oto KpoHa 4acto
Bif3Ha4aloTbCA apTparnrii, ByanyBarta eputema, niogepmii, nepiaHanbHi ypaxeH-
HA (TpilwmHK, dicTynn, abeuecu, ceepbixk). [ani o3Haku npm xBopobi KpoHa, sik
npasunno, NepeayTb KULWKOBUM NposiBaM, Y TOW Yac Sk Nnpu HecrneundivyHomy
BMPA3KOBOMY KOIMiTi BOHW BUHUKAIOTb HA T1i reMOKOMITUYHOrO CUHAPOMY. XBO-
po6a KpoHa 4acTo CynpoBOLXKYETbCS 3aTPUMKOIO Pi3MYHOrO i CTaTEBOrO PO3-
Butky (O.A. KaHwwuHa, H.H. KaHwuH,1975; B. Le Luyer et al., 1985).

OcHoBHUMU andepeHUianbHO-AiarHOCTUYHUMKN KPUTEPISIMK, SIKi [03BONSI-
I0Tb po3MexyBaTn xBopoby KpoHa i HecneundivyHnin BUpa3koBuiA KONIT, € AaHi
PEKTOPOMAaHOCKOMIYHOro, KOFIOHOCKOMIYHOrO, PEHTIEHONOrNYHOro JOCHIAXEHD |
rictonoriyHa xapaktepucTuka diontaTy crnm3oBOi OOOMOHKM KULLOK. Tak, npu
HecneymdivyHOMY BMPa3KOBOMY KOSiTi BiA3HAYaETbCA MOLUMPEHHS NaTOMOriy-
HOro npoLecy 3niBa Hanpaso 3 PIOKUM 3anyyYeHHAM TOHKOro KULIeYHUKa i Yac-
TUM — NPSIMOT KULLKM B TOTalbHE YpaXKeHHS Cnn3oBol 060M0OHKKM, a A4ng XBopobu
KpoHa xapakTepHe noLnpeHHs NaTosoriYyHoro npoLecy cnpasa HarniBo 3 Yac-
TUM 3any4YeHHSIM TOHKOrO KULLIEYHMKA, PIOKMM — MPAMOI KULIKK | cermeHTapHe
ypakeHHs1 CnM30BOi 06ONTOHKM KMLLIOK.

Y XBOpMX Ha HecneundiuHnn BUPa3KOBUA KOMIT BUSIBASOTLCS enacTuyHa
KMLLIKOBa CTiHKa, rinepeMoBaHa, Habpskna, 3epHUcTa (CMMNTOM “3pinoi manu-
HK”) 3 MiOBULLLEHO KOHTAKTHOK KPOBOTOYMBICTIO CIM30Ba OBONIOHKA KULLOK,
noBepxHeBi (40 NiACNUM30BOro LWapy) BUpasku, Wo MatTb, 9K NpaBumo, rpyno-
BE PO3MiLLEHHS.

Y nauieHTiB i3 xBopoboto KpoHa Big3HayatoTbCA PUrigHICTb CTIHOK KULLOK,
CerMeHTapHe 3anareHHsi CIM30BOI 0DOMOHKN 3 YiTKO OOKPECNEHMMN MEXaMMU,
rMMBOKi, CXOXi Ha TPILUHN, XaOTUYHO PO3MILLLEHI BUPA3KM 3 HABUCTTUMU KpasiMu.

PeHTreHonoriyHo npu HecneuudiyHOMY BMPa3KOBOMY KOMiTi BUSBMAAOTb
BiCYTHICTb raycTp abo ix arnamKkeHicTb i Agedpopmallito, BU3yGneHICTb KOHTYpIB
TOBCTOI KWLLIKM, YaCTO O3HaKKW NceBaononinosy, a npu xsopobi KpoHa — nigsu-
LLIeHy raycTpaLljito TOBCTOro KuweYvHuka, ApidHi Bupasku, ctpuktypm (O.A. KaH-
wuHa, H.H. KaHwwH, 1975; O.A. KaHwuHa, 1980; 1992; A.A. lNoHomapes, 1982;
H.E. BoraaHoBuy, J1./. Jlo3osckada, 1985; M.®. [eHicoBa i cnieaBT., 1989;
M. Teufel et al., 1988). [laHi rictonoriyHOro AocnigKeHHst Npy HecneundiyHomMy
BMPa3KoBOMY KOMiTi CBigYaTh Npo HecneundiyHi 3ananbHi 3MiHM cnM3oBoi 060-
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noHku. MNpun xBopob6i KpoHa B MiacnvM3oBOMY LWapi ypaxXeHuX OiNsHOK KULLIOK
BUABNAOTBCA rPaHynbOMU, O MICTATb eniTenioigHi Ta 6aratoggepHi riraHTCbKi
KnitTnHn Jlanrxadca. OgHak BUSBMAEHHS PaHyNbOM B YpaXKeHOMY Migcrnmn3oBo-
My LUApPi KALLKOBOI CTiHKM HE MOXHa po3rnggaTu sk cneundivHy 03HaKky XBOpO-
ou KpoHna (J. F. Rienann, 1989).

Amebia3Hnn reMOoKOIIT BiOpPi3HSAETbCA HAsABHICTIO B Kani JOMILLUKM CKMomno-
OiGHOro ¢cnnay, Npy 3Ha4YHUX KiNlbKOCTSIX AKOr0 BUNOPOXKHEHHS HabyBaloThb cne-
uudivyHoro BMrmagy “manuHoBoro xene”. BUaBneHHa TKaHMHHMX BereTaTUBHUX
dopm amebu 3 haroynToBaHNMM EPUTPOLUTAMM OCTATOYHO NiOTBEPOKYE Oiar-
HO3 amebiady. HasBHICTb Tinbkn ynucT ameb He € JOCTOBIPHUM 4OKA30M CrpaB-
XXHbOrO KuwkoBoro amebiasy (E.M. Wysanosa, 1976; H.E. BoraaHoswny, 11.W. Jlo-
3oBckas, 1985).

IHoAi AoMiLLKa KPOBI B Kani MOXe BUSBASTUCS Y XBOPUX i3 XPOHIYHUM Hecne-
UMAIYHUM BTOPUHHMM (XPOHIYHMM HEBMPA3KOBKM) KOSTITOM, arne BOHa, siK NpaBu-
N0, 3yMOBfeHa aHOPEKTanbHUMK YCKNaaHEeHHaMM (TpiluHamuy, noninamm).

BigcyTHiCTb 03HaK 3ananeHHsi crim3oBoi 06OMOHKM TOBCTOrO KuLIEYHMKa,
Oucouiauia nopylleHb (oopMyBaHHS KanoBuX Mac Ta iIHTEHCMBHOCTI KpOBOTEMI
(pO3pimKeHHs Kany CynpoBOSKYETLCS 3MEHLLEHHAM ab0 3HUKHEHHSIM JOMILLIKK
KPOBI) XapaKTepHi Anst NyXNUHU i MHOXWHHOIO MOfiNO3y TOBCTOrO KULLEYHMKA
(oue. Buwe). OcTaToOYHUIA AiarHo3 BCTAHOBIKETLCA Ha niacTaei ibpokorno-
Hockonii i rictonoriyHoro gocnigpxkeHHa 6iontaty (U.H. Mpurosuy, 1985; A.W. Je-
HIOLIKKNH, 1990).

MosiBa gOMILLKM KPOBI B Kani MOXe CnoCcTepiratuca Takox npu gesikux gop-
Max ManbabcopObuii, 3okpema, nNpu rMTeHoBI xBopobi (rn. 3.3.2.).

3.3.1.2. AUOEPEHLIANIbHA IATHOCTHUKA MPU NOEQHAHHI
XPOHIYHOI, PEUUANBYIOYOI QIAPET HEIHOEKLIKHOIO MEHE3Y TA
O3HAK 3AMAJIEHHS] BE3 MOPYLIEHHS LITICHOCTI C/IN30BOI
OBOJIOHKU KWLLIOK

XpOHiyHa, peungmBytoda giapesa HeiHgeKUiMHOro reHesy, ska cynpoBo-
OXKYETBCA O3HaKaMu 3anareHHs i BUSBNseTbCa 6e3 NopyLUeHHS LiniCHOCTI cnn-
30BOi 06OSTOHKM KULLIOK, XapakTepHa AN XPOHIYHOTO EHTEPUTY, XPOHIYHOIO He-
cneungiyHOro BTOPUHHOMO KONiTy, XBopobu Yinnna.

OaHMM 3 BaXNUBUX KIiHIYHUX AndepeHuianbHNX KpUTepiiB JaHNX 3axBoO-
ptoBaHb € CTYMiHb BUPaXXeHHS 3arasibHMUX NPOosiBiB iHTOKCUKaLT.

NS XpOHIYHOro EHTEPUTY | XPOHIYHOro HecneyndiYHOro BTOPUHHOMO KOosi-
Ty XapakTepHa BiACYTHICTb BUpPaXXeHUX NPOABIB iHTOKCUKaLLT.

Mpn XpOHIYHOMY €eHTEepuTi CNOCTepPIralTbCs BUNOPOXKHEHHS Y BENUKIN
KiNTbKOCTIi 3 Pi3KMM HENPUEMHUM 3anaxom, JOMILLKOK Cru3y i 4acTo niHn. PeHT-
reHOSOrNYHO BM3HAYAETLCA CTEPTUM MiP’ACTUA MaroHOK penbedy Cn3oBOil
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0BONOHKM KMLWOK, abo MOro BiACYTHICTb, CNIOLWEHHS KEPKPUHIOBUX CKMagok,
NPUCKOPEHHS eBakyaLil 6apito N0 3MiHeHUX cermeHTax TOHKOT kuwwikn (K.U. Krnito-
eBa u coasT., 1986).

XPOHIYHNIN HECNELNMIYHNN BTOPUHHWIA KOMIT XapaKkTepnayeTbca 601b0BUM
CUHOPOMOM i Aiapeeto pigkUM Karom Y HE3HAYHIN KiflbKOCTI 3i 3HAa4YHO OOMiLl-
Koto cnuay. [liapest npu XpoHiYHOMY HecneLmdiYyHOMY BTOPUHHOMY KOMiTi 4acTo
3aMiHOeTbCA 3anopom (rn. 3.4). Ha BigmiHy Big nerkmux popm HecneumiyHoro
BMPa3KoBOro Komity i xeopobu KpoHa, npu XpoHiYHOMY HecrneumdiyHOMY BTO-
PUHHOMY KOMITi BigMiYalOTbCsl HOpMarnbHa abo MOMIpHO YMOBiINbHEHA €Bakya-
uis Gapito, gucTpodivyHe ypaKeHHs1 CriM30BOI OOOJTOHKM KULLIOK, BiACYTHi He-
CNpaBXHi NO3UBKU, KOHTAKTHa KPOBOTOYMBICTb CMM30BOI OBOMOHKM KULLOK,
PUrigHICTb KMLLKOBOT CTiIHKM Ta ekcTpakuwkosi nposisu (H.I". 3epHos, H.I". Lec-
TakoBa, 1983; M.®. [JeHucosa, 1991).

XpOHiyHa peuungmeytova giapes, Wwo nepebirae 63 cMHapomy iHTOKCUKaLji
i 3ananeHHs1 cnnM3oBoi 060JTOHKN TOBCTOMO KULLIEYHKMKA, CMOCTEPIraeTbCsl TaKOX
npv CUHAPOMI NoAapa3HeHoi TOBCTOI kuwwikn. Ha gymky M.[. JlesiHa (1989), xpo-
HIYHUIM HecneumdivYHMIA BTOPUHHWUIA KOMIT | CMHAPOM NoApasHEHO! TOBCTOI KULL-
Kn 1BRsitloTb cOBOL0 pisHi cTagil ogHoro npouecy. OgHak cMHAPOM NogpasHEeHol
TOBCTOI KULLUKW BiPI3HAETLCS Bif XPOHIYHOro HecneundivyHoro BTOPUHHOMO KO-
NiTYy BUCOKOI 4YaCTOTOK PaHKOBOI Adiapei — “npoHocy 0yaunbHMKa”, BiACYTHICTIO
3HWXKEHHA Macu Tina i naTonoriYyHnx 3miH y 6iontaTi crM3oBOi 0OBOMOHKM KMLLIOK
(A.M. Horannep, 1989; A.B. ®ponbkuc, 1991; N. Ansaldi et al., 1987).

XPOHiYHi EHTEPOKONITU MOXYTb BYTW 3yMOBIIEHI HAaNPiI3HOMAHITHILLMMUW NpK-
YMHaMW: HepauioHanbHUM XapyyBaHHSM, NepeHeceHNMN KNLKOBUMM iHGOEKLLi-
MK, aucbakTepio3om, refibMiHTO30M, NAmM6nio3omM kuweyvHmka (B.H. KpacHo-
ronosel, 1989), nopyweHHAMM imyHHOT cuctemu (A.C. JTornHos u coasT., 1986;
B.H. NBaHoB 1 coaBT., 1990), aHOManiasM1 PO3BUTKY KULLEYHMKA, XPOHIYHUMN
BOTrHULLAMM iHdEKLUiT Ta iH.

XpoHivHa giapes, BMpaXKeHi No3akuLLKOBI CUMNTOMW 3anasibHOro npoLecy
(iHTepMiTytoua nuxomaHka, HEUTPOMiNbHUIA NnenkounTos, npuckopeHa LLOE) i
BiJCYTHICTb O3HAK 3ananeHHs Cnn3oBoi 060MOHKN KULLIOK O3BONSAOTL 3anifos-
puTu xBopoby Yinnna. NaTtorHoOMOHIYHUMU KNiHIYHUMKW CUMATOMaMU OCTaHHBOT
€ YpaxkeHHsa cyrnobiB y Burnagi aptpanrin abo noniaptputy i 3HayHe 36inbLleH-
HA nepudepnyHmX nimdaTUdHNX BYy3niB Ta NiMmdaTnyHmux ByaniB Gpwki. [Hoai
30inbLUeHi nimdaTudHi By3nu Opwxki MoXyTb ByTM HaBiTb OOCTYNHI nanbnadji.
HiarHoCcTU4YHMMM O03HaKkammn XxBOpobu Yinnna BBaxaroTb iH(INbTpaLito BNacHoi
NAACTUHKKM i NiQCNU30BOro wapy cTiHkM kuwok LWIK nosntneHmMMmn makpodara-
MU 3 BigKIMaAEeHHSIM Y CrM30Bii 060SOHLi XXKMPOBUX PEYOBMH i NocTynoBe op-
MyBaHHs nimdpaHriekTasii (M.A. KopHuukni, .11, Mo3aHsk, 1990; I. Kraus et al.,
1989).
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3.3.2. AU®EPEHUIANBHA OIATHOCTUKA MPU XPOHIYHIN,
PELIMANBYIOYIN OIAPEI, WO NEPEBIFTAE€ BE3 O3HAK 3AMNAJIEHHA |
MOPYLUEHHSA LINICHOCTI CNIM30BOI OBOJIOHKU KULLIOK

XpoHiyHa, peunanBytoya giapes, wo nepebirae 6e3 03Hak 3ananeHHs i no-
PYLUEHHS LiniCHOCTi CNM30BOi OBOOMOHKN KULLOK, XapaKkTepHa A4S CUHOPOMY
ManbabcopObuii, ane BiACYTHICTb giapei He BUKIIOYAE MOpyLUEHb TPABNEHHS i
BCMOKTyBaHHA (M. Lancaster-Smith, C. Chapman, 1985). NaTodisionoriyHe
BUAOINEHHS CMHAPOMIB ManbaurecTii (MopyLeHHS BHYTPILLHbOMOPOXHUHHOMO
TpaBneHHs1), ManbabcopObuii (NopyLUEHHS BCMOKTYBaHHSI MPOAYKTIB TpaBfieH-
HS), ManbacuMinsauii (NopyLLeHHS TpaBNeHHSA | BCMOKTYBaHHS) 3 MPaKTUYHOI
TOYKM 30py, Ha aymky J1.M. CnobogsH (1989), He Mae CyTTEBOro 3HaYeHHS.
Anropnt™M po3sni3HaBaHHS Pi3HMX 3axBOPHOBaHb, AKi CYMPOBOXKYHTbLCA CUHA-
poMoM ManbabcopObuii, nonsrae y nocnigoBHOMY BUKITHOUYEHHI psgy MOpyLUEHb
BCMOKTYBaHHS | Tp@BJEHHS, LLO MatoTb raCTPOreHHW, renaTtoreHHUn, NaHkpe-
OFEHHUI, eHTePOreHHNn, HenpoeHOoKPUHHUIN reHes (A.T1. Menewyk, J1.M. My-
cuneHko, 1990).

Tak, rinonpoTpoMOGiHeMis, BigCYTHICTb rinoKapoTHUHEMI|, TOMIpHE NiABULLEHHS
BMICTY HENTPAribHOrO XMpPY | BUCOKUIA PiBEHb XUPHUX KUCIOT Y Kani, WO 4YacTo
BUABNAOTBCA Ha Thi XKOBTAHWLI, XapaKTepHi Ans renaToreHHol popmMu Manb-
abcopOuii; BUpaxeHa rinepkapoTUHEMIsl, pPi3Ko NiABULLLEHWIA BMICT HEATPanbHO-
ro XWpy, 3HWXEHHSA piBHA O-enactasu (MeHw Hixx 200 MKr/r) B kani naTtorHo-
MOHIYHI 4115 NaHKpeoreHHoi hopMn ManbabcopOuii; rinokapoTUHeMis, rinonpo-
TeIHeMis, BUCOKUI pPiBEHb BMICTY XUPHUX KUCNOT Y Kani — An9 eHTEPOreHHol
dopmun Mmanbabecopbuii (cxema 35).

3.3.2.1. AN®EPEHLIAJIbHA [IATHOCTUKA CTAHIB, LLJO MAKOTb
O3HAKWN rEMNATOIMEHHOI ®OPMUN MAJIbABCOPBLIT

enaTtoreHHa dopma Manbabcopbuii cnocTepiraeTbCa Npu ranakTo3emil,
HegocTaTHOCTI OPYKTO30-1-MOHOdoCchaTanbaonasn, TMPO3MHEMIT N iHOAI MoXe
3yCTpivaTUCS MPU yparKeHHAX NeYiHKK | XonecTasax pi3HoT eTionoril.

OgfHieto 3 BaXXNnBMX gndepeHuianbHO-4iarHOCTUYHUX O3HaK 3aXBOPIOBaHb,
AKi CyNnpOBOOXKYKOTBCA renatoreHHow dopmoto Manbabcopbuii, BBaxatoTb
CTYNiHb BUP@XXEHHS iHTOKCKKaLii (cxema 36).

["anakTo3emisa, HegocTaTHICTb PPYKTO30-1-MOoHOMocdhaTanLgonasu, TMpo-
3MHEMIS BiOPI3HAITLCA MepeBaroln iHTOKCKKaLil Hag NposBaMu XXOBTSHUL 1
aBTOCOMHO-PELIECUBHUM TUMOM CMagKyBaHHS.

PaHHe, 3 neplumnx gHiB XUTTS, BAHUKHEHHS )KOBTSHWL B MOEAHAHHI 3 BiAMO-
BOIO Bif rogyBaHHs, diapecto, 6MntoBaHHSAM, iIHTOKCUKALIEID MOXe CBIgYUTU NpPOo
ranaktosemito. Ha BigmiHy Big remMoniTM4yHoi XxBOpoOyn HOBOHAPOKEHOIO NpU
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ranaktosemii cnocrepiraeTbCa NpPUpoKeHa Katapakta, abo OCTaHHS po3Bu-
BAETbCS Ha 4 -7-MYy TWXHI XXUTTS. BigsHavyaroTbCcs neYiHkoBa HEAOCTATHICTb, LWO
HapocTae, CynpoBOAXYETLCA 30iMnbLUEHHAM NeYiHKKN | cenesiHku, i nporpecyto-
Ye BifiCTaBaHHsS PO3YyMOBOIro po3BUTKY. [1aTOrHOMOHIYHUMK O3HaKamMu ranakTo-
3eMil € BUCOKMI piBEHb ranakTo3n B CMpOBaTLi KPOBi, ranakTosypis.

OcTaTo4yHMI AiarHo3 ranakto3emii BCTaHOBMOETLCS Ha MigCcTaBi BU3HAYEH-
HS 3HWXXEHOT akTUBHOCTI ranakto3o-1- pocdat-ypuaintpaHcgpepasm (KO.U. ba-
pawHes, FO.E. Benbtuwes, 1978).

Po3BUTOK 3axXBOPIOBaHHSA Micnsa BBEAEHHS B AIETY NPOAYKTIB XapyyBaHHS,
O MiCTATb ppyKTO3y (DPYKTOBMX COKIiB, MOPE), XapakKTEPHUA ANs HegocTaT-
HOCTi pyKTO30-1-MOHOOoCGhaTanbgonasun. Ha BigMiHy Big ranaktosemil, npu
HeZdoCcTaTHOCTI (ppykTO30-1-MOHOGOCthaTanbAonasn BiAMIYaeTbCA NMOMipHe
BifCTaBaHHsS1 pO3yMOBOro PO3BUTKY i He 3ycTpivatoTbea katapaktu (M. Odievre
et al., 1978; P. Livolsi, 1988).

KniHika TMpo3uHemii nogibHa Ao NposiBiB ranakTto3eMii i He4OCTaTHOCTI
dpykTO30-1-MOHOOChaTanbaonasn. 3axBOpOBaHHS NOYUHAETLCS B 1-My
NiBPIYYi XUTTSA i3 CUMNTOMIB ipuTaL,il, iIHTOKCUKaLii, 6ritoBaHHA, aiapei. Hagani
PO3BMBAETLCA renatoMerarnisi i )XOBTAHWLUS, YacTO — remMopariyHuin CUHAPOM.
XBOpi MMHYTb Bif MNEYiHKOBOI HELOCTaTHOCTI. TUPO3MHEMIS Ha BigMIHY Big ra-
NnakTo3eMii NOYNHAETBLCA Ni3Hille | HEe NPU3BOANTL A0 BUHUKHEHHS KaTapakT, a
Ha BigMiHy Big ppykT030-1-MOHOGOChaTanbaonasn He NoB’A3aHa i3 BXMBaH-
HAM NPOAYKTIB, WO MICTATb PPYKTO3Y. Y XBOPUX HA TUPO3MHEMIIO BiA3HAYaAETb-
ca cneundivyHUin 3anax cedi — KanycTaHWin abo nporipknuin. Bucokuii piBeHb
TUPO3MHY B CMPOBATLi KPOBI, eKcKpeLia naparigpoKkcudeHinnipoBUHorpagHoi
KMUCNOTMU i3 ceYelo, HU3bKa akTMBHICTb OKCMaasu naparigpokcmneHrinnipoBmHoOr-
pagHoi KucnoTy B BionTaTi TKAHWUHWM NEYiHKWN BiPOrigHO NIATBEPOXKYOTb AiarHo3
(B. Wilcken et al., 1981).

Y AiTen cTapLuoro BiKy iIHTOKCUKaLis, XXOBTAHULUS | XpOHiYHa peungmnByroda
Jiapest MOXyTb IHOAI cnocTepiraTncs Npu XPOHIYHOMY renaTuTi, LMpO3i NeYiHky,
OfHaK Jiapes nNpy AaHWX 3aXBOPIOBAHHSX, K NPaBWIo, He € NPOBIOHUM CUMI-
TOMOM.

IHLWWIi 3aXBOPIOBAHHA JAHOT rpyny XapakTepuayoTbCs NepeBarold CUMNTOMIB
XOBTAHWLI Hag CMMMTOMaMu iIHTOKCUKaLi.

HasBHICTb y XBOpUX NiANEYIHKOBOI XXOBTSHULi, KOTpa XapakTepusyeTbCs
XKOBTO-3eneHyBaTuM 3abapBrieHHAM LUKipKW, renatomeranieto, 3HebapBrneHum
Kanom, WwKipHum ceepbexeM (y aiten ctapwe 4-5 mic.), rinep6inipybiHemieto,
3YMOBMEHOI NepeBaHUM 36inblUeHHAM KOHUeHTpauii npsamoro 6inipy6iHy,
[03BONIA€ BUAINMNTU CTaHU, NOB’A3aHi 3 XONecTa3oM.

PaHHi nposiBn xonectasy MOXYTb ClOCTepiratucs npu atpesiax >XOBYOBU-
BiAHMX LLNAXIB, NPUPOMAXKEHOMY renaTuTi, KICTi 3aranbHOI )KOBYHOT MPOTOKM, YKOB-
YHUX i CNM30BUX NPOBKaX XXOBYOBUBIOHUX LUNAXIB, CTUCKAHHI OCTaHHIX, CUHA-
pOMi “3ryLLeHHsI oBui”, aediymnTi a-1-aHTUTPUNCUHY, xBopobi bannepa (cimen-
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HOMY peunanBYyHOMY LIMPO3HOMY XonecTasi), cuHapomax Cammepckina (cimen-
HOMY peumanByrodoMy 0OBposikicHoMy xonectasi), AaxkeHeca (cimenHomy pe-
UnanByro4YOMy xonecTasi 3 nimdenemoro).

PO3BUTOK XOBTAHULi B NepLUi OHi XXUTTA OUTUHU | BIiACYTHICTb e(peKTy Big
Tepanii XonepeTMYHNMN NpenapaTtamu XxapakTepHi Ans BHYTPilWHbO-, no3ane-
YiHKOBUX aTpesiil )KOBYOBMBIOHUX LUMSAXIB, NPUPOLXKEHOro renatuTy, KicTn 3a-
ranbHOI )XOBYHOI MPOTOKN.

Mpn aTpesii BHYTPILLHLOMNEYIHKOBMX XO4iB CMNOCTEpPIraeTbCsl NOCTynoBe, 3
YacoM, 3MEHLLUEHHS XXOBTSAHUL,i, @ Npu aTpesii No3ane4viHKOBMX )XOBYOBMBIOHNX
LUNSAXiB XapaKTepHe NOCUINEHHSI XKOBTSIHULI, CTiliKe 3HeGapBNeHHSs Kany, LWifbHa
KOHCUCTEHLiS1 30iNbLLIEHOT NEYiHKN.

KniHiYHO KicTa 3aranbHOI )KOBYHOI MPOTOKM MPAKTUYHO HE BiAPI3HAETLCA Bi
aTpesii No3aneyviHKoBMX XXOBYOBMBIAHWX LUNAXIB, ane Moxe 6yTu 3anigospeHa
npu ynbTpassykoBoMy ckaHyBaHHi (C.I1. MupoHoB 1 coaBT., 1985).

3HayHy cknagHicTb siBnsie coboto amdepeHuianbHa giarHocTuka atpesii
YKOBYOBUBIAHUX LINAXIB | NPUPOSKEHOro renaTtuTy. BigmMiTHUMKM 03Hakamu npu-
POLKEHOro renaTuTy BBaXatoTb OifibLL BUCOKNI piBEHb O-heTonpoTeiHy (BuLle
3a 0,04 r/n) y cupoBaTLi KpOBi, BUABMEHHS XOBYi B Ayo4eHaNbHOMY BMICTi Npw
30HAYBaHHI, NiABULLEHHSA eKcKpeLil 6eHranbCbKOro poXeBoro npu CTuMmynauii
deHobapbiTanom. OgHak gyoaeHarnbHe 30HAYBaHHA BUSBMAETLCA HE 3aBXau
yCniLlUHMM, a HEraTUBHUI pe3ynbTaT AaHWUX TECTIB HE BUKIIOYAE NPUPOLKEHNN
renatuT. ToMy B CKNagHUX giarHOCTUYHUX BUNagKax peKOMeHAY0Tb NPOBEAEHHS
YyepesLuKipHoi Bioncii neviHku i giarHocTnyHoi nanapockonii (B.A. TabonuH, 1981;
B.I'. AkongH, 1982; G.D. Ferry et al., 1985).

Y HesiCHMX BMMagKax xonecTtasy i Ipyn Moro NoeaHaHHi 3 eMi3emoto fereHi
peKOMeHAYETbCA AOCNIIKEHHS BMICTY O-1-aHTUTPUNCUHY OIS BUKITHOYEHHS NOro
nediunty (B.1O. bacuc, 1988; T.®. [leesa, T.H. Onapuna, 1990).

MosiBa XOBTAHWLI NicNA Nepiogy HOBOHAPOXKEHOCTI, CIMEMHUI XapakTep i
peumanByovmii nepebir xonecTtasy BigpisHATbL cuHgpomn bannepa, Cammep-
ckina, AaxeHeca.

CuHpgpom Cammepckina xapakTepusyeTbCa PO3BUTKOM XKOBTSHWULI HA 2-My
Micaui xutta abo nisHiwe, nomipHoto rinepbinipybiHeMieto y noegHaHHi 3 rinep-
XOnecTepuHEMIED | CNPUATANBMM NPOrHO30M; CMHAPOM Banrnepa — po3BUTKOM
XOBTSAHULI Ha 3—4-My MiCALLi >KUTTS, BUCOKOIO rinepbinipybiHemieto, 3Ha4HO nigBu-
LLIEHOK KOHLEHTpaLi€to )XOBYHUX KUCMOT, HOPMasibHUM PiBHEM XONECTEPUHY B
cupoBaTLi KpOBI i PO3BUTKOM LMPO3Y NEeYiHKW; cCMHapoM AaxeHeca — BUHUKHEH-
HAM y npe-, NnybepTaTHui nepiog nimbenemu (0. Anaxune, M. Ogbep, 1982).

Y niTen cTtaplioro BiKy 3HWXKEHHS Macu Tina He € NPOBIOHUM CUHOPOMOM
npy 3axXBOPHOBAHHSIX, LLO XapaKkTepmn3yTbCs XONnecTa3oMm.

P03BMTOK X0niectasy Moxe CNpu4MHIOBaTH 3aCTOCyBaHHSA Aiasenamy, eput-
pOMIUUHY, HITpODypaHiB, ecTpadiony, TECTOCTEPOHY.
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3.3.2.2. JU®EPEHLIAJTIbBHA OIATHOCTUKA CTAHIB, LLJO MAKOTb
O3HAKW NMAHKPEOIEHHOI ®OPMUWN MAJTbAECOPBLIT

Mpy naHkpeoreHHin bopmi ManbabcopOuii Yepes NigBULLEHNI BMICT HENT-
panbHOro XMpy Karn Mae 3amaskonofibHy KOHCUCTEHLt, BrIMCKYYy NOBEPXHIO,
nigBuLLeHy nunydicte. CTeaTtopeeto BBaXalTb CTaH, NpU SKOMY BUAINSAETLCA
Ginbw Hixx 10-15% cnoxwuToro xupy. BiporigHo Bigpi3HUTK cTeaTopeto NaHKpe-
OFEHHOrO | EHTEPOreHHOro reHesy A03BOMATb pe3ynbTaTtv Npobu 3 MiYeHMK
pagioakTUBHUM NOLOM XUpaMmu.

Y XBOpWX i3 NaHKpeoreHHo opmMoo Manbabcopbuii nopyLyeTbCsa yTuni-
3auist TiNbKM TPUONEIHY, a 3 EHTEPOreHHOK POPMOIo — SIK TPUOSETHY, TakK | onel-
HoBoI kncnotu (A.M. Menewyk, J1.MN. MycneHko, 1990). XapakTepHO 03HaKo
30BHILUHBO-CEKPETOPHOI HEAOCTATHOCTI NiALLMYHKOBOT 3a5103U € 3HWKEHHS PiBHS
KOHUeHTpau,ii a-enactasun (MeHw Hixx 200 MKr/r) B Kani.

MaHkpeoreHHa chopma Manbabcopbuii xapakTepHa ans aHomanii po3BuUT-
Ky MigLIyHKOBOI 3ano3n, AediumTiB naHKpeaTnyHMx OEPMEHTIB, XPOHIYHOMO
naHkpeaTuTy, NyXNWUHW, KICTWU, CKNepo3y NigLIyHKOBOI 3aro3un, CTaHiB nicns
pes3ekKuii niawnyHKoBOI 3ano3un, MyKoBicUnao3y, ManbabcopbuiiHoro eHTepo-
okcanypudHoro cuHapomy (cuHgpom Jlenepa), cuHgpomis NipcoHa-Ctooaap-
Ta, LIBaxmaHa, MoxaHcoHa-Bnis3apa.

Ha nepwwux etanax gndepeHuianbHOT 4iarHOCTUKN NaHKPeoreHHMx opm
ManbabcopObuii BBaXkatoTb 3a HEOOXiAHE BU3HAYEHHS PIBHS LIyKpY B CMpOBaTLi
KpOBI i MpOBEeOEHHS TTHOKO30TONIEPaHTHOrO TECTY.

P0o3BUTOK y HEOHaTanbHNUIN NEPIOA TSHKKOro LYKPOBOro AiabeTy i cmHapomy
Manbabcopbuii € xapakTepHMM CMMMNTOMOKOMMIIEKCOM TOTarnbHOI rinonnasii
nigwnyHkosoi 3anoan (C.P. Howards et al., 1980).

BUHUKHEHHSA LykpoBoro aiabeTty i manbabcopbuiiHoro cnHapomy B 6inbLu
Ni3HIN nepiog XUTTa MoXe OyTn HacnigKoOM ypaKeHHs MifLyHKOBOI 3ano3un
OyOb-sIKOro reHesy.

Moganbla gudepeHuianbHa giarHocTMka naHkpeoreHHUX oopm Manbab-
copbuii 3anexuTb Big NEBHOro NoegHaHHs cumMmnTomie (cxema 37).

3.3.2.2.1. AUGEPEHUIANBHA OIATHOCTUKA MPU I130J1IbOBAHIN
XPOHIYHIA, PELUONBYIOYIN OIAPEI 3 O3HAKAMU NAHKPEOIEHHOI
®OPMU MANBbABCOPBLIT
I30nNbOBaHMI NPOSIB MAaHKPEOreHHOoT hopmm ManbabcopbLii cnocTepiraeTb-
cq nNpu noegHaHoMy AediunTi NnaHkpeaTuyHUxX oepMeHTIB, i3051bOBaHiin fnino-
MaTO3Hii rinonnasii NiaLwnyHKOBOI 3an03un, NOCTPe3eKLinHNX CTaHaXx.
MoegHaHMn gediunT NpoTeoniTMYHMX depMEHTIB, Nninasun, aminasu i nino-
MaTO3HY rinonsiasito NigLwnyHKOBOT 32031 MOXHa BiAPi3HWUTU TiNbKM Ha NiACTaBi
OaHuX rictonoriyHoro gocnigkeHHs Giontaty nigwnyHkoBoi 3anoaun (E.M. Bu-
Tebckunin n coaBT., 1986). CenekTMBHA HeOQOCTATHICTbL Minasun, K NpaBumo, He
BMMMBAaE Ha PO3BUTOK Macwu Tina.
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Y XBOpMX 3 i301bOBaHNM NPOSABOM MaHKpeoreHHoi hopMu manbabcopbuii
pekoMeHaYyTb NPOBEAEHHS JOCIAXEHHS Kany Ha BMICT KpUcTaniB LLaBneBo-
KMCNoro kanbLito. BusiBneHHA B kani nilWmH 3 roctpumun kpasimu 6nigo-3onora-
BOro konbopy poamipom 0,3 — 0,5 MM, WO ABMASATE COO0H LAaBNEBO-KUCUNA
KanbLii, € paHHbOK 03HAKOK ManbabcopOUiINHOrO EHTEPOOKCANYPUYHOrO CUH-
APOMYy, 3B’A3aHOr0 3 aBTOCOMHO-peLecuBHUM reHoM (A.U. MenbHuk, 1988).

Mpwn i3onbLoBaHOMY NPOsIBi NAHKpeoreHHoi dopMn Manbabcopbuii BBaxa-
0Tb 3a HeobXxigHe NpoBeAEeHHS YNbTPa3ByKOBOro CKaHyBaHHA NiALLTyHKOBOT
3ano3u 45 BUKIMOYEHHS i1 KiICTW; CTepHarbHOT MNYHKLiT — 4151 BUKITHOYEHHSA CUH-
apomy lNipcoHa-CTtogaapTa; BU3HAYEHHS KOHLEHTpaUjii xropuaie noty — ans
BUKMIOYEHHS KULLKOBOI (hopMU MyKOBICLIMO03Y.

CTteaTopes i BigCyTHICTb ab0 HaATO HU3bKMIA BMICT KOBYHUX KMCHOT Y Kani €
NaTOrHOMOHIYHUM MNOEAHAHHAM AN napuianbHOro gedilnTy cekpeLii XKOBYHMX
KMcnoT (renatoreHHoi goopmu Mmanbabcopbuii); (E. Lebenthal, 1984).

3.3.2.2.2. AU®EPEHLIANBHA OIATHOCTUKA NMPU XPOHIYHIA, PELWOUBYOYIN
DIAPET 3 O3HAKAMWU NAHKPEOIEHHOI ®OPMU MANbABCOPELIIT TA
EKCTPAIHTECTUHAJNIbHAMWX CUMINTTOMAMU

OndepeHuianbHa giarHoCTMKa 3aXBOPIOBaHb, LLIO XapakTepusyrTbCa NaH-
KpeoreHHoto doopmMoto ManbabcopOuii i BUpaXKeHMN eKCTpaiHTECTUHANBbHUMMN
CUMNTOMaMMu, 3anexuTb Bif HAABHOCTI MEBHOI MATONOrii — NyXNUHONOAiGHNX
yTBOpPEHb, abaomiHanbHOro 60nNbLOBOro CMHAPOMY, XBOPOO GpOHXONereHeBol
CUCTEMU, CEYOBOr0 CUHAPOMY, reMaTosorYyHMX NOpYyLUEHb, YPaXKEHHS KiCTKO-
BOI CUCTEMU, MHOXXMHHUX aHOMarlii (Bag) pO3BUTKY.

XpOHiyHa, peungmeyoya NaHKpeoreHHa giapest y XBopux i3 nyxnnHonogio-
HMM YTBOPEHHSM LLiNIbHOENaCTUYHOI KOHCUCTEHLI, po3TalloBaHUM Yy Hagde-
PEBHIV AINSAHLI, MOXe CBIgYMTW NPO KICTY NigLWyHKOBOI 3ano3n. OctaTouHuin
JiarHo3 BCTaHOBMOETLCS Npy 6e3nocepeaHin Bidyanisadii OCTaHHbOI 3a JoMNOo-
MOrOH YNbTPa3BYKOBOIrO CKaHyBaHHs, KOMM IOTEPHOT TOMorpadii, 4yo4eHOCKO-
niyHoi naHkpeorpadii (H.J1. Ky, 1983).

lMaHkpeoreHHa giapes B NoeaHaHHi 3 abgomiHanbHMM 6G0NbOBUM CUHOPOM
XapakTepHa Ansa XpPOHIYHOro NaHkpeaTuTy i KiCTK NiawnyHkoBoi 3ano3un. Ocob-
nMBOCTAMM 60NBLOBOrO CUHAPOMY MPU YPaKEHHI NiALLAYHKOBOI 3ano3n BBaxa-
I0Tb HanagonofibHui xapaktep ©0nto, WO fOKaniayeTbCA B HWKHIA YaCTUHI
Hag4epeBHOI OINAHKN NepeBaXKHO NpaBopyy i (abo) y nonepeky (onepidyrouuni
Oinb), ippagitoe y nise nigpedep’s, nig nisy nonartky, NOB’si3aHa 3 Y>KUBaHHAM
XXUPHOT, X0roAHoI ixi. MNanbnaTopHO Big3Ha4aTbCa NO3UTUBHI cuMmiTomu Kep-
Te, Kaua, Woddapa, dexapaeHa, Meno-PobcoHa. lNnepaminasemis, -ypis,
CniBBiAHOLUEHHS KOHLUEeHTpaLil aminasu i KpeaTuHiHy B cevi 6rM3bKo 4 O3BONS-
t0Tb BigpisHnTM naHkpeatut (XK.I. IN'yaseHko, 1980).

lMoenHaHHS NaHKpeoreHHoi dopmu Manbabcopbuii i GpoHxonarTii € xapak-
TEePHWUM AN MyKoBicLnAo3y. OCTaHHIl y BinbLUOCTi BUNaaKiB KNiHIYHO BUSIBNAETLCS
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y NepLi ABa POKM XUTTSA XBOPOro. PaHHIMKN 03Hakammn MyKoBiCLMA03Y € NaHKpeo-
reHHa giapes i (abo) HanagonodibHWMiA kawwenb 3 BUAINEHHSM YCTOro FUMKOro
xapkoTuHHA. Ha gymky W. Warwick (uut. 3a B.O. TaboniHum i cnisasT., 1986),
MYKOBICLIA03 HEOOXiAHO BMKITHOYATHM Y AiTEN NEPLUMX MICALIB XXUTTS 3 MOBTOPHU-
MU aTtenekTasamm, nobapHO NMHEBMOHIE, BpoHXiTaMu, WO nepebiratoTb i3 cy-
XMW Ta BOMOTMMW Xpynamu i TpuBatoTb BinblLue 2-X TWKHIB, 3aTSXKHUM GPOHXio-
NiTOM; KaLunem, LWo YTPUMYETLCA NoHa, 2 TUXKHI, HaBITb NPW BIACYTHOCTI XpuniB y
nereHsix. 3 Yacom xBopi HabyBarTb AOCUTb CNeLUdIYHOro BUrMNSAY — NAnbKoBe
00nmyuYs, 30inbLUEHNA y po3Mipax, 34YTUI XUBIT | XyA4i KiHLIBKK.

MykoBicungo3 Mae BUPaAXKEHUN KNiHiYHMIA noniMopdiaM. XapakTepHUMmn
nposiBamun ypakeHHS1 OpraHiB TpaBNEHHs1 € MeKOHIanbHUI ineyc, ctepkopanb-
Ha HEMPOXIOHICTb KNLLEeYHMKa, XeUniT, racTpoesodareansHuii pedortoke, BUpasKku
CTpaBoOXxoay, racTpuT, OYOAEHIT, )KOBYHOKaM’sitHa XBopoba, 30iNbLUEHHS CrnH-
HWX 3aro3, renatoMmeranis, UMpo3 NeyviHkn, BUNagaHHA NpsiMOi KULLKK; OpraHis
OWXaHHSA — YacTi pecnipaTopHi 3aTsSXKHi 3aXBOPIOBaHHS, NiHilHa, NCeBOOKICTO3-
Ha GpOHX0EKTa3isl, KPOBOXapKaHHS, aTenekrasu, emdisema nereHb, NTHEBMOTO-
pakc, acneprinbos; cepueBo-CyaANHHOT CUCTEMWN — MIOKapAuT, NereHese cepue.
BuaBnaoTbCa Takox CMHOPOM BTpaTu coni, aBiTaMmiHO3 A, € abo K, noninos
CNn30oBOi 0OOMOHKM HOCOBOI MOPOXXHMHKU, 3aTPUMKa CTaTEBOro PO3BUTKY, He-
piako uykpoBui giabeT. TpuBana guxanbHa HEQOCTATHICTb MOXe NPU3BOAUTU
0o dopMyBaHHA aedopMadii HirTis y BUrnagi “roouHHUKOBOro ckra’, nanbLis
— “GapabaHHux nann4yok”. OcTaToyHa giarHoCTUKa 3aXBOPKOBAHHS FIPYHTYETLCA
Ha BU3HaYeHHI BMICTY XNopuAiB Y NOTOBIM PigUHI i HIrTax xBopux. KoHueHTpauis
xnopugie 6inbwe 40 mmonb/n y giten 1-ro poky xuTtTs i Buwe 60 mmonb/n y
[iTen OinbLU CTapLLOro Biky B NMOTOBIN piAuHi, OTpUMaHIin nicns enekrpodopesy
3 NinokapmniHoM, CBigYNTb NPO MYKOBICUMA03. Y CYMHIBHUX BUNaLKaX PEKOMEH-
AYI0Tb BUKOPUCTOBYBATU HaBaHTaxyBarnbHy npoby 3 JOKCA.

Y piTen, Wo He XBOPIiloTb Ha MYKOBICLMA03, NiCrs riNOXAOpuUOHOI AieTn i
BBegeHHA [JOKCA BigfyBaeTbCs 3HMKEHHS KOHLEHTpaLil xnopugis noTy GinbLu
Hi>XX Ha 25%, a y XBOpMX Ha MyKOBICUMA03 — He BinbLue, Hix Ha 12 % abo niasu-
LLIeHHS KOHLeHTpauii ocTtaHHix (3anopoxaH B.H. n coast., 2001; C.B. PauyunHc-
Kun n coaBT., 1974; I'. Owopana, 1986; B.A. TabonuH n coasT., 1986; H.. Kan-
paHoB, 1987; B.A. Pesnuk, N.J1. Babwuin, 1988; C.B. PaunHckuin n coasT., 1989;
K. demxenbcoH, 1992).

XpoHiYyHa NaHKpeoreHHa giapes B NOEAHaHHI i3 ce4OBMM CUHOPOMOM, LLO
XapakTepusyeTbCA remaTypielo Ta oKcanaTKpuCTanypieto, y XBOpux 3 Hedpo-
KanbUWHO30M, iHTepcTuUianbHUM HepUToM, nienoHedpmUTOM NAaTOrHOMOHIY-
Ha Ana manbabcopbuinHOro eHTepooKcanypuyHoro cuHapomy. BiporigHum
NigTBEPAXXEHHSIM OCTaHHBLOIO € HU3bKa aKTUBHICTb O-KeTornyTapaTriiokcunar-
kapbokcunasu (A.N. MenbHuk, 1988).

MaHkpeoreHHa hopma manbabcopbuii y noegHaHHI 3 BUpaeHMMU remaTo-
NOriYHMMU MOPYLUEHHSAMN BigMIYaeTbCA Npy cuHapomax LlBaxmaHa (cuHgpomi
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MMN) i MipcoHa-CtopaapTa, 38’93aHNX 3 aBTOCOMHO-PELIECUBHUM rEHOM. Y XBO-
pux i3 cuHopoMoM LLiBaxmaHa BUSIBRISIETLCS CTilika HEWTPONEHIA | ypaXKeHHst Me-
TaisiB AOBrUX TPyOHACTUX KICTOK, OCOBNMBO BUPaXeHe B MpOKCMMarisHOMY Biaaini
CTErHOBOI KICTKM 3 BAPYCHUM CKPUBIIEHHAM i1 LUNMIKK (MeTaddisapHa XOHAPOANCH-
nasiq); (A.M. ManbueHko, J1.C. OapbuHa, 1990; H. Shwachman, D. Holsclaw,
1972). CugepobnactnyHa aHeMis | Bakyonisauisi KniTMH-NonepegHUKIB eputpo- i
MienoigHUX pocTkiB ceBig4aTth Npo cuHapoMm lNipcoHa-CtogaapTa. MNMaHkpeaTnyHa
Aiapes npu gaHoMy CUHAPOMI 3yMOBIieHa aumHapHow atpodieto, pibpo3om i
remocuaepo3om niawwnyHkosoi 3anosu (E.M. Butebekmii n coast., 1986).

lMoenHaHHs MHOXMHHUX aHoManii pO3BUTKY | NAHKPEOreHHOI Aiapel xapak-
TepHe ansa cuHapomy MoxaHcoHa-Bnissapa. Y xsopux i3 cuHapomom MoxaHco-
Ha-bni33apa BigmiyalTbCs po3yMoOBa BiACTanicTb, BOrHULWEeBa annasis ckanb-
na, Lo 3BUYarHO NoKanisyeTbCA B AiNsHLi Manoro TiM'a4ka, annasig Kpun Hoca,
BiICYTHICTb 3a4aTKiB NOCTiNHUX 3y6iB, rmyxoTa, rinoTMpeos, rineptpodisa knito-
pa y giB4aTtok, rinonnasiss CTaTeBoro YsieHa y Xfon4yukie, BUCOKa 4acTtoTa aT-
pesii 3agHbOro npoxony.

CvHOpOM ycnafKoBYETLCA 3@ aBTOCOMHO-peuecuBHUM Tunom (J.B. Moe-
schler, M.S. Lubinsky, 1985; J. Hurst, M. Baraitser, 1989).

3.3.2.3. ANPEPEHLIAJIbHA [IAFHOCTHKA CTAHIB, 1O MAIOTb
O3HAKN EHTEPOIEHHOI ®OPMU MAJTbAECOPBL|II

OudbepeHuianbHa giarHOCTUKa CTaHIB, WO XapakTepusyTbCs eHTeporeH-
Hoto hopMOoro ManbabcopOLiil, 3anenTb Big HASABHOCTI NEBHUX CUMMTOMIB 3aX-
BOPIOBaHb, SKi CYyNpOBOMKYIOTb XPOHIYHY, peunamnsytody giapeto (cxema 38).

3.3.2.3.1. AN®EPEHUIAIIBHA AIATHOCTUKA MNMPU I130NIbOBAHIN )
XPOHIYHIW, PELUMOUBYIOYIN OIAPEI 3 O3HAKAMW EHTEPOIEHHOI
®OPMU MANbABCOPBLIT

Mpwn i3onboOBaHUX nNposiBax Manbabcopbuii eHTeporeHHOro reHesy cepeg
OCHOBHUX audepeHLianbHO-4iarHOCTUYHNX KPUTEPITB MOXKHA BUAINUTY 3aNEXHICTb
MaHidpecTauil KNiHIYHMX NPOSIBIB Bif BUAY NPOLYKTIB XapyyBaHHS, L0 BBOASTLCS,
KMCMNOTHOCTI KMLLKOBOIO BMICTY, piBHS BinkoBuX BTpaT 3 Kanom, BMIiCTy xonecre-
pVHY, TpUrMiLepuais y cupoBaTLi KPOBi, AaHUX PEHTreHOKOHTPACTHOro Aocnia-
XXEHHS TPaBHOrO TPakTy i ricTonoriyHoro — 6iontaTy CrM3oBOi 0B6OMOHKM KULLIOK.

OcmoTnyHa fiapes, sika CynpoBOOKYETbCS HU3bKMM piBHEM pH (HWX4e 3a
5,5) kany, € 4ocuTb cneymdivyHOK 03HAKOK PO3naay TPaBMeHHS, CNPUYNHEHO-
ro NopyLleHHsAM BCMOKTYBaHHA MOHO- i ancaxapugis (K. Beyreiss, 1985). Oc-
MOTUYHa Jiaped Ha BigMiHY Bi CEKPETOPHOI | MOTOPHOI (hOpPM XapaKTepU3yeTbCs
edeKTUBHICTIO ronoaHol naysu i (abo) enimiHauii 3 AieTV NneBHUX BUAIB Npo-
aykTie (J. Hotz, 1989; R. Modigliani, 1989).
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BuainsaoTb cenektuBHy i TOTanbHy MOHO- Ta AncaxapuaasHy He4OCTaTHICTb.

CenekTnBHi popmn MOHO- abo ancaxapmaasHoi HeAOCTATHOCTI € 0O3HaKa-
MU, SKi yCNagKoBYHOTbCS.

BWHMKHEHHS AMcnenTUYHMX po3nafiB — KULIKOBUX KOMbOK, 3OyTTS XUBOTA,
rypYaHHsi, piaKoro, BOAAHUCTOrO Kany 3 KUCIMM, OLTOBMM 3araxoMm MiCns CroXu-
BaHHSA MoJioka abo Moro npoaykTiB cneundiyHo Ana nakTasHoi HeAOCTaTHOCTI.
KrniHika oCTaHHbOI pi3HOMaHITHA | 3anNeXunTb Bif KOHLEHTpayii epMeHTy B TOH-
KOMY KMLLEYHUKY, KifTbKOCTi CMOXMBAHOI NTakTo3uM, hopMu, y SKil npeacTaBneHa
nakTo3a, 0CObNMBOCTEN eBaKyaTOPHOI AiIANbHOCTI LWYHKA | MOTOPUKUN KALLEYHU-
Ka, BiAMNOBIAHOI KMLLIKOBOI CEKpeLjii Ha OCMOTMYHWUIA BMMB, XapakTtepy 6akrepi-
anbHOI driopu K1weyHuka. [iarHo3 naktasHoi He4OCTaTHOCTI YCTaHOBIHETLCS
Ha nigcTaBi HAABHOCTI peayKytounx cybCcTaHuin i NakTo3n B Kari, HU3LKOro npu-
pocTy rnikemil (MeHL HiX Ha 0,46 MMorb/n) NicNs HaBaHTaXXEHHS NakTO30t0, HOp-
MarbHOro NPUPOCTY FIiKEMIT NICIS HABAHTAXXEHHS ranakTo30t0, Caxapo30to, Marb-
TO3010, IMOKO30t0 (KoedilieHT CMiBBIAHOLWEHHST MPUPOCTY rlikeMii nicnsi HaBaH-
TaXX€HHHA NaKTO3010 Ta iHW1MM Lykpamu MmeHL 3a 0,4) i HU3bKOT akTUBHOCTI NakTasu
B KNiTMHax GionTaTy crim3oBoi 0OB0NOHKM TOHKUX KMLLIOK.

JlakTtasHa HegocTaTHICTb MOXe ByTH SIK NPUPOAXKEHOI, Tak i HabyToto, BHaAC-
nigok 6yab-aKMX NaToSONYHMX NPOLECIB, L0 YLIKOMKYIOTh LLITKOBY 00MSMIBKY
enitenianbHUX KMiTUH CIM30BOI 06OSTOHKM TOHKOIO KueYvHuKa. [epBnHHA nak-
Tas3Ha HedOCTaTHICTb BiAPI3HAETLCS CNaAKOBOK OOTSKEHICTHO, i301TbOBAHICTIO
JediunTy naktasu i Mmae paHHio (opmy, LLO BUSIBNSIETLCS BiJ HAPOLKEHHS, |
Ni3HI0, KOTPa BMHMKAE Nicnga 4—5-NiTHbOrO BIKY.

3anexHo Big HasiBHOCTI NaKTO3ypii pO3pPi3HATb ABa TUMM paHHbLOI NakTas-
HOI HegoCTaTHOCTI. PaHHSA nakTa3Ha HeQOCTaTHICTb, sika HE CYNPOBOAXKYETLCS
nakTosypieto (Tvn Xonuen), nepebirae 6inbl nerko, HiX opma, Lo CyrnpoBoO-
DXKYyeTbCA Takow (Tun JiopaHg).

Tun cnagkyBaHHA NakTasHOI He4OCTaTHOCTI — aBTOCOMHO-peLEeCUBHUN.
KniHivyHi nposiBK, WO BignoBigalTb NakTasHin HeQOCTaTHOCTI, Y MOEAHAHHI 3
NakTo3ypieto Npu HopMarsbHiIA akTUBHOCTI NakTasu ceigyaTb NPO CUHOPOM He-
NepeHOCHMMOCTI NnakTo3n 6e3 nakTa3Hoi HeA4OCTaTHOCTI.

Y HeJOHOLLEHUX OiTen MOXe CnocTepiraTtuca TpaH3UTOpHa NakTa3Ha HeJo-
CTaTHICTb, TaK 3BaHa paHHA OHTOreHeTUYHa nakTa3Ha HegocTtaTHicTb (B.A. Ta-
©onuH n coaeTt.,1982; J1.H. BapHayueBa,1984; 3. llebeHTtanb, T.M. Poccu, 1984;
N.C. CmugaH, 1986; J1.H. BaneHkeBund, 1989; B.K. TaTo4yeHko un coaBT., 1989;
A.B. ®ponbkuc, 1989).

[iapes, Wwo BUHMKaE nicngd BBEAEHHS KOPOB'AYOro Mosioka, Moxe 0yTu cnpu-
YMHEHa aneprieln 4o KOpoB'a4yoro momnoka. OgHak Ha BigMIHY Big CUHOPOMY
ManbabcopOuii Npu xap4oBin aneprii B Kani XxBOpux BUSIBMSAKTLCS NaTOMNONYHI
OOMILLKKW, XapaKTepHi Ans anepro-3anasnbHOro nNpouecy, a B CMpoBaTLi KPOBi
nigeuwennn Bmict IgE, IgE-LIK (M.M. BopoHuyos, O.A. MaTtanbirnHa, 1986;
M.M. Wenbak, 11.B. EBey, 1989; E.C. Huwesa n coasT., 1992).
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MosiBa gMcnenTUYHUX PO3nagiB Micnd NepLloro BXMBaHHS MOSIOKa Xapak-
TepHa i Ans manbabcopbuii rMKo3mn i ranakTosn, Wo MalTb EANHUIA MEXaHI3M
TpaHCNOpPTHOI cucTemu. [liarHOCTUYHMMK KpUTEPiISMU ManbabcopOuii rnoKo3u i
ranakTosu € NiaBULLIEHUI BMICT [SIOKO3M i ranakTo3u B Kari, HU3bKUi npupict
rnikemii Nicna HaBaHTaXXEHHS TMOKO3010 abo ranakTo30 i BUCOKMI — nicns
HaBaHTaxeHHs1 opykTo3oro (P.M. KoH, K.C. Pot, 1986).

BVHUKHEHHSA AncnenTUYHMX po3nagiB Npu BBeAEHHI B Ai€Ty NPOAYKTIB, WO
MICTATb caxapo3y, AeKCTpaHu, KpoXmarb, Y NOEAHAHHI 3 HU3bKMM pPiBHEM MNpU-
pocTy rnikemii (MeHLW Hix Ha 0,89 Mmonb/n) nicna HaBaHTaXXEHHHA Caxapo30k0 |
HU3bKOK aKTUBHICTIO caxapasu Ta isomarnbTasn B KniTuHax biontaty criM3oBoil
ODOMNOHKM TOHKOMO KMLUEYHMKa CBigYMTb NMPO HEAOCTATHICTb caxapasun M i3o-
ManbTaswu.

PoaButok gucnencii npu BBegeHHi B Ky (OpYKTOBKX COKIB, OBOYEBOIO Mope,
He3Ha4YHU NPUPICT rikemil (MeHWw HiX Ha 0,44 MMONb/N NiCNa HaBaHTAXEHHS
ManbTO30t0) A03BONSATh AiarHOCTYBaTK NPUPOKEHN AediunT ManbTasn. [aHi
dEePMEHTHI AediunTh 3B’A3aHi 3 aBTOCOMHO-peLecBHUM reHoM (A.A. AHOpY-
WyK n coasT., 1984; P.K. MoHTromepu n coasT., 1984; N.C. CmuaH, 1986;
A.B. ®ponbkuc, 1989).

HabyTta caxapvagasHa HeJoCTaTHICTb MPOSABISETLCHA NOEAHAHUM NOPYLLUEH-
HAM bepMeHTHUX cucTeM ytunisauii pisHux Lykpis (U.C. CmusH, 1989; B.A. Ashoka
et al., 1988).

MaHidecTaLis 3axBOpOBaHHS, LLO NOB’A3aHa i3 BBEAEHHAM Y AieTy 3rako-
BUX MPOAOYKTIB XapuyBaHHS, XxapakTepHa ANns rMioTeHOBOI XBOpobu (ueniakil,
xBopobu Ti-Feptepa-FenbHepa). i kniHiuHi NposBM 4OCUTL NONIMOPMHI — BiA
KNacuyHuX hopm, LLIO XapaKkTepuayoTbCsl BUPAXKEHOI aHOPEKCIEHD, 3HVKEHHAM
Macu Tina, 36inbleHHAM 006’eMy XMBOTA, M’SI30BOIO TiNOTPOMIEd NepeBaXHO
NPOKCUManbHMUX M’S30BUX TPyN KiHLIBOK, rinepnirmeHTauieto Wwkipn, “cpygHnm”
rinepkepaTo30M, XENMITOM, FFTOCUTOM, XXUPHUM, 3HEOAPBIEHNM, 3 HENMPUEMHNM
pi3kUM 3anaxoM abo BOASHUCTMM Karom (3anexHo Big CTYMNeHsi BUPaXEHHS
HabyToI gMcaxapuaasHoi HeJOCTaTHOCTI), 40 Takmx oopMm, Lo NPOSBISIOTLCS
nuwe BigCcTaBaHHSM 3pPOCTaHHSA AOBXWHM abo macu Tina.

[iarHoCTUYHMMK KpUTEPISIMU TMIOTEHOBOI XBOPOOK BBaXxatTb cyb- abo To-
TanbHy aTpodito CrM3oBoi 060OHKM TOHKOIO KULLEYHWKA 3 MOOBXEHHSAM KPUMT,
KNiHIYHMIA | MOpdbonoriYHmiA ecpekT 6e3rntoTeHOBOI AIETH, peUnamMByBaHHS 3ax-
BOPHOBaHHS Micrisi Npn3HaveHHs npenaparis, WO MiCTATb MOTEHW, BACOKUIA TUTP
aHTurniagnHoBux aHtutin tnny IgA (PesHoBa M.O., 1998; A.B. ®ponbkuc,
C.B. lNopaHckas, 1982; XK.W. Kntoesa u coasT., 1986; H0.A. M3auuk, H.A. V3a-
umk, 1987; O.X. Korep n coast., 1991; P. Kumar, 1985; B. Trimper et al., 1988;
S. Guandilini et al., 1989).

mioTeHoBa xBopoba nepebirae NpakTUYHO 3 MOBHOK IHTONEPAHTHICTIO A0
nakto3un (npupicT rnikemii 3Hwkenuni y 100 pasis) (J1.M. Cno6ogsH, 1990).
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MpunyckaoTb, WO rnioTeHoBa XBopoba ycnagkoBYETbCS 3a aBTOCOMHO-
OOMIH@HTHUM TUMOM 3 HEMOBHOK NEHETPAHTHICTIO.

mioTeHoBa xBopoba moxe Byt i HAbyTOro xapakrepy.

MigBuweHa BTparta binka 3 Kanom, Lo Npu3BognTb 40 BUPAXKEHOI rinonpo-
TeiHeMil, xapaKTepHa Onsl eKCyaaTMBHOI eHTeponarTil (igionaTM4HoOI KMLWKOBOI
nimdaHriekTaasii), 4edilynTiB TPUNCUHOrEHY Ta EHTEPOKIHA3W.

BusaBneHHs 3HayHOi BTpaTh anbbyMiHiB 3 Karnom, SKky MOXHa BiporigHo BCTa-
HOBMWTMK 3a AOMOMOIOK PaAioi30TONHOIO MEeTody 3 BUKOPUCTAHHAM anbOyMiHy-
131J, anbbymiHy-51Cr abo anbOymMiHy 3 iHWMMK pafioakTUBHUMWU MiTKaMMU,
CBiO4YNTb NPO eKCyaaTMBHY eHTeponarTito. AGCOMTHUM OiarHOCTUYHUM KPUTEPIEM
[aHOro 3axBOPKOBaHHA € BUABMEHHS AunAatauii niMpaTniHMX CyauH BOPCUH i
BNacHOI NNacTuHKK B BGionTaTi cnn3oBoi 060MOHKM TOHKOrO KULLEYHUKA.

EkcynatuBHa eHTeponaTia Moxe OyTu AK NepBUHHOI, TakK i BTOPUHHOLO,
3YMOBJIEHOIO Pi3HVMU 3aXBOPOBAHHAMM KULLEYHWKA (EHTEpUTaMu, roTEHOBOK
XBOPOOOI, BUPA3KOBUM HecneuudiyHMM konitom, xBopoboto KpoHa, Yinna,
aminoigo3oM, CyANHHUMM 3aXBOPIOBAHHAMM KULLEYHMKA), LITYHKa (aTPOdiYHUM
ractputom, xBopoboto MeHeTpi€), naHKpeaTUToM, MyKOBICLMO030M, LIMPO30M
neviHkn, TyGepKynb030M, CapKoigo3oM, niMdorpaHynemMmaTo3om, nyxnmHamm
KMLWeYHMKa, WyHKa, TPMBaNuM 3acTOCYBaHHAM iMyHo4enpecaHTiB, NpoMeHe-
BUM OMNPOMIHEHHSIM Ta iH.

lMepBunHHa ekcyaaTMBHaA eHTeponarTia 3B’a3aHa 3 aBTOCOMHO-AOMIHAHTHUM
reHom (B.P. Kywenb n coasT., 1989; A.B ®ponbkuc., 1989).

HasBHICTb 3HAYHOT KiINbKOCTIi HEPO3YMHHOTO Birlka B KanoBux Macax Bifpi3HAE
nediymTn TPUNCUHOreHy 1 eHTepOoKiHa3W.

Y XBopux 3 gediuntaMmm TPUNCUHOIEHY Ta EHTEPOKIHA3M YacTo BUSIBMAOTb-
Cs NigBULLIEEHA KPOBOTOYMBICTb, 3yMOBIIEHA FinonpoTpom6iH- i rinocpibpuHore-
HeMielo, nenarpoigHe NyLeHHS LWKipW, NaMKICTb HIrTiB, BUNagaHHA BOJOCCS.
MosiBa TpuncuHy B Npobi AyoAeHanbHOro CoKy nicnsa 4o4aBaHHSA B HET eHTepo-
KiHa31 BUKITHOYAE CENEKTUBHNIA SediLnT TPUNCUMHOrEHY (MaHKkpeaTudHy oopmMmy
Manbabcop6buii). BiacyTHiCTb eHTepokiHasn B oyoaeHansHOMy BMICTi NiaTBep-
DKye 11 gediyuT.

Twun cnagkyBaHHS AaHUX CUHAPOMIB — aBTOCOMHO-peLiecnsHui (A.B. dpornb-
knc, C.B. NopaHckasa, 1982; E.M. Butebckuii n coasT., 1986).

EHTeporeHHa manbabcopbuisi, koTpa CynpoOBOAXKYETbCSA MOPYLUEHHSAM 06-
MiHy ninonpoTeigiB, cnocrepiraeTbcs Npyu xBopobax BonbmaHa, AHOEPCOHa,
abeTtaninonporteigemii (xBopobi bacceHa-KopHugelrira).

XBopoba BonbmaHa Bigpi3HAETBCA Bif iHLWMX 3aXBOPKOBaHb AAHOI rpynu
TOTanbHWUM rinoKOpPTULM3MOM i rinepninonpoTeigemieto | Tuny. MNpu npoBegeHHi
yNbTPa3BYKOBOrO CKaHyBaHHS BUSABMAKOTb 30iNblUEHi B pO3Mipax HagHUPKOBI
3ano3n 3 BOTHMLWaMW 3BanHeHHs. MMaTOrHOMOHIYHUMM € BUpaXKeHa renarto-
cnneHomeranis, NigBULLLEHNIA piBEHb BMICTY TpUrniLepuaiB i XorecTepuHy B cu-
poBaTui KpoBi, Bakyonisauia nimgouuntis. OCTaTouYHWUA AiarHO3 BCTAHOBMIOETb-
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Cs1 Ha NiacTaBi 3HWKEHOI aKTUBHOCTI KMCIOT ecTepasn B nenkoumtax i gidbpob-
nactax (H.A. 3y6os n coaBT., 1989; W. Storm et al., 1990).

3HWXEeHHS 3aranbHOI KinbKOCTi XOnecTepuHy i 3-ninonpoTeigis y cupoBatui
KpOBi XxapakTepHe ans abetoninonpoTeigemii i xeopobu AHOepcoHa.

AbeTaninonpoTteigemMia xapakTepuayeTbCs NPOSBOM aKaHTOLMTO3Y epuT-
pouuTiB i BUHMKHEHHSAM 3 10-nNiTHBOro BiKy XBOPOro aTtakcil, rinopednekcir,
NirMeHTHOT aereHepauil CITKIBKM.

Mpun xBOopO6i AHAEepcoHa Ha BiAMiHY Big abeTaninonpoTeigeMii BiaMiYaeTb-
€S NOPYLUEHHS TpaHCNOopPTY anoninonpoTeiHy B i He cnocTepiraeTbCcsa ypaxeHHs
LeHTpanbHOI HEPBOBOI cnucTteMun i akaHTody eputpouuTis (M. . Yasno, 1990;
F. Lacaille et al., 1989).

Po3rnsaHyTi cuHapomun, siki CynpoBOLKYOTLCA MOPYLUEHHSAM 0BMiHY fino-
npoTeigiB, ycnagkoByOTbCA 3@ aBTOCOMHO-PELLECUBHUM TUMOM.

Bu1COKMIA BMICT XXMPHMX KUCNOT Y Kani Ta eheKTUBHICTb Tepanii xonecTtupa-
MIHOM — XapaKkTepHUIA CUMMTOMOKOMIJIEKC MarnbabcopOuii >kOBYHMX K1CNOT. [ns
BCTAHOBIIEHHA OCTATOYHOrO AiarHo3y HeobxiaHe NpoBeAEHHS XOMiHMMILUHOBO-
ro AMxanbHOro TecTy, WO A03BOMSA€E 3 BUCOKMM CTYNEHEM BipOrigHOCTI OLiHUTK
CTaH BCMOKTYBAHHS XOBYHUX KMCNOT. [1aTOrHOMOHIYHOK O3HaKo Manbab-
copbujii XKOBYHMX KACIOT € NiABULLEHWI piBEHb BMBEAEHHS 3 opraHiamy 14C-
XOMiHAiUMHY 3 BUAMXYBAHUM MOBITPSIM i KarioMm.

Mpn NnepBMHHOMY NOPYLUEHHI BCMOKTYBaHHS! )XOBYHMX KUCMOT Ha BigMiHY
Bi BTOPWHHOI chopmMu Manbabcopbuii He cnocTepiraeTbCs CTPYKTYPHUX 3MiH
cnn3oBOi 060NOHKKN KIy6oBOiI KULWKKN i Manbabcopbuii yiaHokobanamiHy
(A.B. ®ponbkuc, 1989; E.H. Thaysen, 1985).

XpoHivyHa BoaHa diapesi eHTePOreHHOro reHesy, He MoB’dA3aHa 3 YXXuBaH-
HAM BU3HAYEeHUX MPOAYKTIB Xap4yBaHHS, CMOCTEPIracTbCs Npy NPUPOMAXKEHIN
XJIIOpUAHIN giapel, neTanbHin ciMerHin 3aTsxHil giapel, Binomi, Pp-omi.

MpupomxeHa xnopugHa diapes i netanbHa ciMeriHa 3aTshkHa Jiapes BUSB-
NATLCA 3 NEPLUMX OHIB XUTTS.

MpupookeHa xnopuaHa giapes acoujiioBaHa 3 6araToBOgHOK BariTHICTIO.
Y nepLui OHi XUTTS AUTUHKU diapes i BiACYTHICTb MEKOHIt0 He pO3ni3HalTbes Y
3B’A3KY 3 TUM, O BUNOPOXHEHHS CIPUAMAIOTLCS 3a cedy. Y XBOpuUX i3 Npupo-
[PKEHOH XIOPUOHOI0 fiapecto CrnocTepiraeTbcs MmeTabonivyHmi ankanos, LWo Ko-
pPUryeTbCs BBEAEHHSIM PO3UMHIB XIIOpMAY HaTpito (conedyTnuemi ankano3s). fiar-
HOCTUYHOK O3HAKOK NPUPOIKEHOT XINOPUAHOT Aiapel € BUCOKA KOHLUEHTpauis
xnopy (6inbwe 150 MMOrb/N) y BUNOPOXHEHHSIX, LLO NepeBuLLyE CyMapHy KOH-
LeHTpaLito ioHiB HaTpiIto i Kanito.

JleTanbHa cimeiiHa 3aTskHa Aiapes BiApi3HAETbCS XoneponodibHNUM xapak-
TEPOM BUMNOPOXHEHb, TOTANBHOK BTPATO €NEKTPONITIB i YHacTo NOEAHYETHCS
3 NPUPOIKEHMMI aHOMaISIMN PO3BUTKY (KMIOK CTPaBOXiAHOro OTBOPY Aiad-
parMu, NnaxBUHHOK, NMYNKOBOI rpuKamu, BiOCYTHICTIO KOPTiiBa opraHa, peHarnb-
HUMK gucnnasiamu). fleTanbHa ciMeriHa 3aTsbkHa Adiapes yyTnmBa Ao Tepanil
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KopTukocTepoigamn. [JaHi 3axXxBOptoBaHHA YCNaAKOBYHOTbCA 3@ aBTOCOMHO-pe-
yecuBHumMm TuUnom (E.H. Kybeprep u coast., 1986; A.B. ®ponbkuc, 1990;
E.H. Thaysen, 1985; D. Vermeylen et al., 1988).

PosBuTok TprBanoi BOgHOI giapel B NoeAHaHHI 3 rinokaniemiyHuMm aumgo-
30M Yy AiTeln CTapLloro Biky A0O3BOMSE 3anigo3puTu Binomy abo Pp-omy. MNaTo-
FHOMOHIYHOIO 03HaKo Binomu i Pp-oMu € nyxnuHa niglwnyHkosoi 3anosu. Oa-
Hak Bidyanisauia BinoMmu i Pp-omun yacto € AoCuUTb CKnagHUM OiarHOCTUYHUM
3aBAaHHSM Yepes3 HeBEeNUKi po3Mipn MyXIIMHONOAIOHUX YTBOPEHb MNigLUYHKO-
BOI 3ar03u.

Bucokuii piBeHb KoHUeHTpauii VIP (cyaMHHO-aKTMBHOrO nentuay) y cupo-
BaTLi KPOBI CBIAYUTL NPO BiNOMYy.

HeobxigHo BpaxoByBaTu, Wwo VIP — 3ymoBreHa BogHa giapest TakoxX MOXe
criocTepiraTucsa Npu raHrnioHeBpoMi, raHrnioHenpobnacTomi.

I3onboBaHe migBuULEHHS KOHuUeHTpauii PP (naHkpeatnyHoro nentugy) y
CUpoBaTLi KPOBi, aTponiHHe3anexXxHicTb piBHA BMicTYy PP € giarHOCTUYHUMMK 03-
Hakamu Pp-omu.

Mpw BiACYTHOCTI NyXnMHKW NiLWNYHKOBOI 3ano3u i Bucokoro smicTy VIP abo
PP y cnpoBartui KpoBi CTaH XBOPOro BU3Ha4YaeTbCA K NceBgocMHapoM BepHe-
pa-MoppicoHa (O.C. Pagbunb n coasT., 1986; B.K. TatoueHko, 1992; R. Long
et al., 1981).

PeHTreHoKOHTpacTHe AOCNILXXEHHS TPABHOIO TPAKTy A03BOSE AiarHOCTY-
BaTU NPUPOIKEHY KOPOTKY KULLIKY (HEMpaBUibHUIA MOBOPOT TOBCTOI 1 YKOPO-
YEeHHS TOHKOI KULLIKK), NPUPOOXKEHI (DICTYNN KULLIOK, O MOXYTb ByTn ogHieto 3
NPUYMH eHTeporeHHoi dopmu mManbabcopbuii (E.A. Beton n coasT., 1980;
M. Lentze, 1989).

Y BCiX HEACHUX BUNagkax manbabcopbuii eHTepanbHOro reHedy pekoMeH-
OYyETbCA NpoBeAeHHSA Bioncii CnM3oBoi 000MOHKM TOHKOIO KULIEYHUKA.

Tak, noegHaHHA NepeHOCUMOCTI rriagnHy i MOPONOriYHNX O3HAK YpaXKeH-
HS CrIM30BOT 06OSTOHKMN KNLLOK NOA4iIOHMX OO0 3MiH, L0 COCTEpPIraeTbCs Npu ro-
TEHOBI XBOPOOIi, XapakTepHi ANt CUHOPOMY CTINKOrO ypaXkeHHsI BOPCUHOK, a
ToTanbHa aTpodhia cnn3oBoi 060M0HKM 6e3 NOAOBXKEHHSI KPUNT — AN CiIMENHOT
eHTeponartii (0.P. FamunbToH, 1988).

IHpinbTpayia cnu3oBoi 060NOHKM TOHKOrO KULIEYHMKa nnasMaTtuyHUMmn
KNiTHaMM CBigYMNTb NPO XBOPOOY 6-naHutorie, NigTBEPAXKEHHSIM SKOT € HAsIBHICTb
HEMNOBHMX O-JTAHLIOTIB Y CMPOBAaTLi KPOBI, CrnHi, cevi xBopux (M.D. Bowie, 1988);
iHinbTpauis rictioumtamm — npo rictioyntos (K. Pittschieler et al., 1989).

[30NbOBaHi ypaXKeHHs KMLeYHKa Npu capkoigosi, 4epMaToMio3nTi 1 iHLLKX
CUCTEMHUX 3aXBOPHOBAHHSAX MOXXHa BCTAHOBUTY TifbKM Ha NigcTasi 4aHnx 6ioncii
YyPaXKeHOoI AiNsHKN Cnn3oBoi 06ONTOHKN KULLIOK.
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3.3.2.3.2. AU®EPEHLIANBHA OIATHOCTUKA MPU XPOHIYHIA, PELIUOMBYOYIN
DIAPEI 3 O3HAKAMW EHTEPOIEHHOI ®OPMU MAINbABCOPELIIT TA
EKCTPAIHTECTUHAIIbHAMWX CUMINTOMAMU

AndepeHuianbHa giarHOCTUKa 3axBOPHOBaHb OAHOI rpyny 3anexuTb Big
HaABHOCTI MEBHMX eKCTpaiHTECTUHANbLHUX CUMNTOMIB.

Tak, y XBOpUX 3 peunanByoyo0 Aiapeeto, sika CynpoBOAXKYETbCA BUpaxe-
HOI aHOPEKCIE, M’I30BO0 CITAbKICTIO Ta apTepianbHOLO rinoTeH3ien, HeobXxia-
HO BUKITHOYNTY 3aXBOPHOBAHHS, 3yMOBIEHI rinokopTuynamom (rn. 3.1.2.2); rinep-
MeTaboniamMom i 36iNbLEeHHsaM WUToNoAiIGHOT 3ano3un — rinepTMpoign3MOomMm
(rn. 3.1.1).

Hiapes B noegHaHHi 3 6e36inkoBnmn Habpsikammn HanbinbLL xapakTepHa aAns
eKcyaaTMBHOT eHTeponarTii, HeJOCTaTHOCTI TPUMCUHOreHy, eHTepokKiHasu
(rm. 3.3.2.3.1); y noefHaHHi 3i CTINKMM €KCMKO30M — ANSA NPUPOLIKEHOT Xriopua-
HOI giapel, neTanbHOI CiMerHOI 3aTsKHOI giapel, Binomu, Pp-omu, nceBaocuHa-
pomy BepHepa-MoppicoHa (rn. 3.3.2.3.1).

Hiapes, ska BUHUKaE NepiognyHoO i CynpoBOSKYETLCS HaNMBamu, Lo npo-
ABNSATLCA panToBuUM ANY3HUM abo NASMUCTUM NOYEPBOHIHHAM LUKipU 06-
nnyYs, nepeaHbol NOBEPXHI rPYAHOI KMiTKK, NAiY i BigUyTTaM Xapy, iHoAi B No-
€4HaHHi 3 BPOHX00B6CTPYKLIED — MATOrHOMOHIYHI KMiHIYHI O3HaKWN KapuuHoiay.
MigBueHa ekckpeLlis 5-0KCUiHAONOLTOBOT KUCMOTH i3 ceyeto | HasiBHICTb Myx-
NMHOMNOAIOHOro YTBOPEHHS TPaBHOIO TpakTy, abo BpoHXiB, MigLWNYHKOBOI 3a50-
31, NeYiHKN, sievka, Ae4HnKa, Opuxi Ta iH. nigTBepaxye giarHos (H.H. ManuHos-
ckuin, O.[1. degoposa, 1976; M.N. BanabonkuH, 1989).

EHTeporeHHa cbopma Mmanbabcopbuii no3a 3anexHicTHo Big eTionorii yacTo
CYNPOBOLKYETHCA YPaKEHHAM LIKipU. Hanbinbl BUpaXeHi ypaXKeHHs LKipw
BUSABMNAOTHCA NPU FMIOTEHOBIN XBOPObi, HEOOCTAaTHOCTI TPUMCUHOTEHY N eHTEe-
pokiHa3u, nenarpi, xeopobax BonbMaHa, XapTHyna, cuHgpomMax Tagi, eHTepo-
naTuyHoro akpogepmatuty (cuHapomi JanbonTta-Knocca).

lNnepnirmeHTayis, “OpygHuid” rinepkepaTos LWKipK i 3B’930K MaHidecTauii
KIiHIYHMX NPOSBIB i3 BBEAEHHSAM Y AIETY NPOAYKTIB, WO MICTATb M0TEH, 403-
BONSIIOTb BULINMUTU TMIOTEHOBY XBOPOOY; LUKIPHMIA KCAHTOMATO3, rinepsinonpo-
Teigemito 2a abo 26 Tuny Ta 3BanHEeHHS HAa4HMPKOBMX 3ano3, XapakTepHi Ans
XxBOpo6u BonbmaHa; anctpodivHe ypaxkeHHs LWKipwn i 6e36inkosi Habpsaku — ons
HeJOCTaTHOCTI TPUMNCUHOreHyY i eHTepokiHaan (rn. 3.3.2.3.1).

CumeTpunyHa, hoTo3anexHa, TEMHO-4YEPBOHOMO KOMbOPY eputema LuKipu,
po3MilLleHa NepeBaXXHO B OiNSAHLI 06nmMyys, Wni, TUITbHUX CTOPIH KAUCTEN i cTon,
sIKa iHOAI CYyNpOBOAKYETLCA CBEPOEXKEM | YTBOPEHHSIM NYXMPIB Ta 3aBEPLUYETb-
CS1 BUCIBKOMOAIOHUM NYLLEHHAM, IHTEHCMBHOI TEMHO-6YpPOLO rineprirmMeHTauiero
abo rinonirmeHTaujieto, rinepkepaTto3oM, XxapakTepHa Afsa nenarpu, XBopobwu
XapTHyna, cuHgpomy Tagi.

HasiBHiCTb acTeHi4HoOro, a iHoAi aMeHTUBHOro, Aenipio3HOro CMHAPOMIB,
BiICYTHICTb rinepekckpewii iHAoNbHUX CNOMyYeHb i3 ceyeto, HM3bKa KOHLEHTpa-
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uisa N1-meTunHikoTMHamigy (MeHwwe, Hixx 4 Mmr y gfobosomy ob’emi cedi) i edpek-
TMBHICTb Tepanii HIKOTUHOBOK KUCIOTOM BiAPI3HAKOTL nenarpy Big nopyLleHb
TpUNTO(aHOBOro O6MiHy.

lnepekckpeuist iHAONbHMX cnonyyveHb (iHOuKaHy, iHAONOLUTOBOI, IHOOMMO-
NIOYHOI, iIHAONNIPOBMHOrPaAAHOI KUCHOT Ta iH.) i3 ceyetlo xapakTepHa aJisi XBOpo-
6u XapTHyna i cuHgpomy Tagi.

XBopoba XapTHyna BigpisHAETbCA rinoTpunTodaHeMieto, rinepamiHoaun-
Aypieto i 0BOB’A3KOBUM ypaXKeHHAM LieHTparibHOi HEPBOBOI CUCTEMW Y BUTNASI
XOopeomOopMHUX rinepKiHesiB.

Mpu cnHgpomi Tagi cnocTepiraloTbes rinepTpunTodaHeMis, BUpaxkeHa po-
3yMOBa BiACTanicTb i HaHI3M.

XBopoba XapTHyna ycnagkoBYETbCS 332 aBTOCOMHO-PELLECUBHUM TUMOM; TUM
cnagkyBaHHs cvHgpomy Tagi He yTouHeHui (FKO.W. BapawHes, FO.E. Benbtuwes,
1978; 11.0. bagansH u coasT., 1980; N.A. YucTtakosa, M.H. LLeknakosa, 1985).

Y XBOpPMX 3 EHTEPOreHHOK XPOHIYHOI Aiapeeto YparKeHHS LUKIipY y BUrnsagi
BE3MKynoOynbO3HUX BUCMNAHb HABKOSIO NPUPOAHMX OTBOPIB, B AiNsHLi NiKTbO-
BUX 3rUHIB, MiAKONIHHNX AMOK, PO3BUTOK CTOMAaTUTIB, KOH'IOHKTUBITIB, Bneda-
puTiB i anoneLwii 403BONSATb 3anMigo3pUTH EHTEPONATUYHUI aKpOAEPMATUT (CUH-
apom [Janbonta-Knocca). KniHiyHi NposiBu 3aXBOptOBaHHS, SK NpaBuiio, BUHK-
KaloTb Micns nepeBefeHHA AUTUHWM Ha BUTOOO0BYBaHHA KOPOB’SAYMM MOJSTOKOM.
OCHOBHO0 AiarHOCTUYHOK O3HAKOK EHTEPONATUYHOIO akpoAEPMATUTY € HU3b-
KMin piBEHb LUUHKY B cupoBaTLi KpoBi. MNepenbayaetbes, WO eHTeponaTuyHUm
akpogepmaTtuT yCnaaKoBYETLCSA 3@ aBTOCOMHO-peLecuBHUM TunoM (M.®. [e-
LeknHa n coasTt., 1981; P.A. Komuccaposa n coaeT., 1985; Y.M. Mupaxvenos
n coasT., 1990; A.lN. ABubIH 1 coasT., 1991; J.P. Van Wouwe, 1989).

EHTeporeHHa hopma manbabcopbuii YacTo CynpoBOLKYETbCA aHEMIYHUM
cuHapomom. [NinoxpomHa 3anisogediunTHa aHeMist BUABASETbCS MPaKTUYHO Mpu
BCiX 3aXBOPKOBAHHSIX, WO XapaKTepu3ylTbCA eHTEPOreHHo opMo Marb-
abcopbuii, i, Ak npaBuno, BTopmHHa. Pasom 3 Tum, B12- i donieBogediunTHi
CTaHM MOXYTb BYTM OCHOBHOK NMPUYMHOK XPOHIYHOT peunamByoyoi aiapei. de-
diynT yiaHokobanamiHy BiApI3HAETHCA NIABULLLEHOK EKCKpeLien MeTunmMano-
HOBOI KMCMOTU i3 ceyveto, a gediunt osieBoi KUCNOTN — HU3bKOK KOHLEHTpa-
uieto ponatis B eputpoumtax. Hiapes i B12 gediyntHUI CTaH, pe3nNCTEHTHUN
00 eHTeparnbHoi Tepanii uiaHokobanamMiHOM, L0 BUHUKAE Y NepLUi 2 MiC XUTTS
OUTUHK, CBIOYNTb MPO HEAOCTATHICTb TpaHckobanamiHy 2. Y giTel ctapLuoro
BiKy flaHe noeaHaHHA Moxe ByTn 3yMOBneHe NpupoaXeHUM OediyuTomM BHYT-
PiLLHBOrO (hakTopa, OBEHINBHOK NEPHILIO3HO aHeMieo, HabyTM gedilunTom
BHYTPILLIHLOrO hakTopa (pesekuieto WwiyHKa, racTputoMm, BUPa3KoBOK XBOPO-
©010), HabyTMM NOPYLLUEHHSIM BCMOKTYBaHHS LiiaHOKoGanamiHy (pe3ekuieto TOH-
KOI KULLKW, CMHOAPOMOM “Crinoi Kuwkn”, xeopoboto KpoHa, Ty6epkynbo3om, nyx-
FIVHOKO KMLIEYHMKA), CNOXMBAHHAM LiaHOKOOanamiHy KMLIKOBUMMW renbMiHTa-
MU, 30KpeMa, LUIMPOKUM FEHTELIEM.
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Hiapesa B noegHaHHi 3 ponieBogediyUTHUM CTAHOM, PE3UCTEHTHUM [0
eHTepanbHoi Tepanii onieBoo KMCNOTOW, MoXe B6yTu 3yMOBrieHa Npupo-
OKEHUMN, HaByTMMM NOPYLUEHHSAMM BCMOKTYBaHHS (pe3eKuielo, 3axBopto-
BaHHAMW TOHKOI KULLIKK, 3aCTOCYBaHHAM NPOTUCYAOMHMX 3acobiB), nigBu-
LEeHo noTpeboto y onieBii KUCTOTi (rinepTUpeo3oM, 3MoSKICHUMU MyX-
NMHaMWN, TEMONITUYHOK aHeMi€el), NpPUPoOaXeHUMU i HabyTummu
nopywweHHammn metaboniamy dgoniesoi kucnotu (B.W. KanuHuyesa, 1983;
M. Yunnoy6bu, 1981).

3anax ceui, WO Haragye 3anax naneHoro xmeno, iMGupHoro nuea, y giten
i3 3aTPMMKOIO PO3YyMOBOI0 PO3BUTKY, CYOOMHUM CUHOPOMOM, XPOHIYHOM fia-
peeto cnocTepiraeTbca nNpu manbabcopbuii MeTioHiHy. [iaTBEpoKEHHAM Aiar-
HO3y € MigBULLIEHA eKCKpeLia a-okcuMacrnsHol kucnotu i3 ceveto (. Moppoy,
B.I". Ayapbax, 1987).

3.4. AUOEPEHUIANTBHA OIATHOCTUKA NMPU CXYOHEHHI, LWWO
CYNPOBOOXYETbLCA XPOHIYHUM 3AMNMOPOM

OCHOBHMMM 03HaKaMK XPOHIYHOIO 3anopy BBaXatoTb pigKi akTn gedekadir,
MNOro yTpyaHEHICTb, Mana KifibKicTb Kany, Lo BUAOINSETbCS, BiACYTHICTb BigyyT-
TS nonerweHHa nicns BunopoxHeHHst (A.lN. T'ykacsH, 1964). XpoHivyHun 3anop
Nno3a 3anexHiCTHo Bif reHe3y NpuM3BOANTb A0 CXYAHEHHS, HApPOCTaKYol iHTOKCK-
Kaujii i, y 6inbLIOCTi BUNaakiB, nporpecyroyoro 36inbLweHHa 06’emy xmBoTa. [ns
006’E€KTMBHOI OLjiHKM OCTaHHbOIr0 BUKOPUCTOBYHOTb iHAEKC AHOPOHECKY — BiAHO-
LLEHHS 00cAry )XunsoTta 40 SOBXMHU Tina. Y 300poBuUX AiTen 1-ro poky XUTTS BiH
cknagae 53 %, go 3-niTHbOro Biky — 42 %, Ginbw ctapworo Biky — 42-41 %
(M.H. Ipurosuy u coasT., 1990).

XpOHiYHUI 3anop moxe 6yt Sk PyHKLIOHaNbHOro, Tak i OpraHiyHoro reHe-
3y (cxema 39).

XPOHiYHi 3anopu OyHKLiOHaNbHOro reHeay, Ha BigMiHy Big 3anopis opraHi-
YHOTO reHesy, CynpOBOAXKYTECS BUHUKHEHHAM TiflbKU JTIBOCTOPOHHBOrO Mera-
KOJIOHa, NOEAHAHOro 3 axanasielo aHasribHOro KaHany i YyTnuBiCTiO 4o Tepanii
JaieToto, 30iAHEeHOo KMNiTKOBUHOM; CNasMoniTMYHUMK, ceaaTUBHMMM 3acobamu,
ceHage i (abo ) BazeniHOBMM Macnom. Ak npaBuno, Npu yHKLioHaNbHMX 3ano-
pax He cnocTtepiraeTbcs 3HWXKEeHHa macu Tina (H.J1. Kyw, 1976; M.[. JleBuH,
O.C. Muwapes, 1983; M.[l. JleeuH, 1989; A.B. ®ponbkuc, 1991).

Mpun gudbepeHuianbHin AiarHOCTULI CTaHIB, LLO CYyNpOBOOKYHTLCHA XPOHiY-
HUMW 3anopammn OpPraHivHOro reHesy, NeBHe 3Ha4YEeHHA Ma€e HasiBHICTb NMyXMHO-
noaibHNX YTBOPEHb Y HWXKHIX Biadinax xunsoTta. OCTaHHi y NOegHaHHI 3 XPOHiy-
HUMM 3anopamMn MOXYTb CMOCTEPIraTMCa Npy NOABOEHHI TOBCTOMO KULLIEYHMKA,
NyXfAnHax TOBCTOrO KULLEYHMKa i Ta3oBMX opraHis. Npn NogBOEHHI TOBCTOro
KMLLIEYHMKA 3amnopy BUSIBIIAIOTLCSA 3 MEPLUMX MICALIB XUTTS i NyxnuMHonogibHe
YTBOPEHHSA Ma€e enacTUYHy KOHCUCTEHLLit0.
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Mpyn NyxnuHax NOpyLUEHHSA BUNOPOXHEHHSA BUHUKAE B BiNnbLU Ni3HilA BIKOBUIA
nepioA, a nyxnuHonoibHe yTBOPEHHS BiOPI3HAETHCA BiNbLU LWiNbHOK KOHCUC-
TEHLUi€.

[MyxfiMHM Ta3oBMX OpraHiB XapakTepuayTbCs YacTUM MOEAHAHHAM XPOHi-
YHKMX 3aropiB i NOPYyLIEHb CEYOBUMYCKAHHS, aCUMETPUYHICTIO MPOMEXNHN, KPpU-
YKOBO-KYMPUKOBOI AINAHKM, HAOPSAKOM i rinoTpoduietd OQHIET 3 HMDKHIX KiHL|iBOK.
PeHTreHOKOHTpacTHe JOCNiAXEHHS TOBCTOrO KMLeYHmKa, ibpokonoHocKonid,
eKcKkpeTopHa yporpadis, nHeBMonenbBiorpadis, Komn'totepHa Tomorpadis
[03BOSIAKOTL BUPILLMTK aHe giarHocTudHe 3aBgaHHs (A.H. Mpuroeuu, 1985;
H.I". KoHoHeHko, 1988; P. Daniel et al., 1988).

3anopwu, WO cnocTepiralTbCa 3 AHA HAPOMAXKEHHS (3aTpUMKa BiOXOMKEHHS
MEKOHIt0 BinbLU HXX Ha 24 rof), SK NpaBuIio, 3yMOBIEeHi aHoManisMu po3BUTKY
TOBCTOrO KMLIEeYHMKa N aHoreHiTanbHol 30HW. [liarHocTuka aHomanin po3BuUTKY
aHoreHiTanbHOI 30HM | pyOUiB AINSAHKA 3aQHLOrO NPOXOAY He cknagHa. Bugi-
NEHHSA Kany y BUIMMsAi By3bKOi CTPiukn abo BYy3bKOro UMniHapa, LWo crnocrepi-
raeTbCs 3 NepLmx AHIB XUTTH, CBiAYMTb NPO 3BYXKEHHS 3aQHbOro MpPoXoAay i
(ab0) npaAmMoi kuwku. MNpu nanbUeBOMY pekTaribHOMY OBCTEXEHHI BUSBMSAIOTb
3BY)XEHHS y BUrNsagi enactuyHoro kinous (A.W. JleHowknH, 1990).

3aTprmKa BigXOOKEHHS MEKOHII0 MOXe OYyT! OOHUM 3 NepLUNX NPOSiBiB My-
KoBiCLMA03Y.

ManbueBe pekTanbHe OBCTEXEHHS | PEKTOPOMaHOCKONIS A03BOSAOTL MO-
nepegHbO BU3HAYUTUCSA B AiarHOCTULi OEesKMX aHOMarin po3BUTKY TOBCTOMO
KweYvHuKa. Tak, 3MeHLIeHi po3Mipy aMmnynn NpsMOoi KULWKKM i BIACYTHICTb Y Hiin
KanoBMX Mac XapakTepHi Ans NpupoaXeHoro araHrniosy (xsopobu dasani-
lpwnpyHra); HopmarnbHa abo NOMIPHO pPo3LUMPEHA amnyra NPsIMOi KALLIKK, 3a-
NMOBHEHa LMaTovkamm Kany abo TicTonogibHMMKn kanoBMMM macamu, crnocre-
piraeTbCsa Npu OOMNIXOMErakonoHi; pisko po3LimMpeHa aMmnyra npsamol KALLKK, ne-
penoBHEHa KanoBMMW MacaMi, Big3HAYAETLCA NP NMEPBUHHOMY MErapekTyMi
(H.J1. Kywy, 1976).

OpHieto 3 HACTYNHUX | BU3HAYaIbHUX OiarHOCTUYHMX NMPOLEeAyp BBaXakTb
ipurorpacito. Npu gonixomerakonoHi (Npaeo-, NiBOCTOPOHHLOMY abo ToTanb-
HOMY) BUSABNSAOTLCHA PO3LLUMPEHHS | NOOOBXEHHS TOBCTOMO KULLEYHUKA, Lo Mae
A04aTKOBI NeTni, BUTMHW, NEPEKPYYEHHS; @ NPU NPUPOLSXKEHOMY araHrniosi cno-
CTEpPIraeTbCsl BUPaXXEHE 3BYXXEHHSI PEKTOCMIMOIgarnbHOro Bigdinly TOBCTOI KMLL-
K/ pa3oMm i3 NPOKCUMarbHO pPo3MilleHnM po3wnpeHHsam (HO.P. Ncakos, 1965;
0.1O. Kpue4deHs n coaBT., 1985; IN.A. PomaHos, 1987; T.B. KpacoBckas u co-
aBT., 1990; I".A. Baupos u coasT., 1991).

Bucoky 3HadyLicTb Npu AiarHOCTULI araHrniody MarTb AaHi NpodinbHOro
3HiMKa, MPOBEeAEHOro Nifg Yac PEHTTEHOKOHTPACTHOrO AOCHiAYKEHHSA TOBCTOI KMLL-
Kn. MNpupoakeHnin araHrnios Bigpi3HAETLCHA 3MEHLLEHHSIM BiAHOLLUEHHS LUMPUHA
NPSIMOI i CUrMONOAIBHOI KULLOK. 3aCTOCYBaHHS iNePTOHIYHOrO PO3YNHY KYXOH-
HOI COni, WO BUKIMKAE BiANOBIAHWI CNa3M araHriioHapHOro cermeHTa, i BBe-
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OEHHS aTponiHy, SKNin po3cnabrtoe HoOpManbHO iIHHEPBOBAHY KULLKY, 306inbLuy-
I0Tb Pi3HMLIIO B iameTpax 300POBOro M ypaXkeHoro Bia4inis TOBCTOrO KULLIEYHM-
Ka, cnpusoun BusBneHHo nepexigHoi 3onu (M.[. NesuH, 1988).

Mpwu BiACYTHOCTI OCUTb IHPOPMATUBHUX PEHTIEHOSTOTNYHNX O3HAK PEKOMEH-
OYy0Tb NPOBEAEHHS peKTarbHOI MaHOMETPIT — HasiBHICTb peKToaHanbHoro ped-
nekcy BuKnoYae npupoaxeHuin aranrnios (P. S. Low et al., 1989).

OcTaToyHnin giarHo3 BCTAHOBIOETLCA Ha NiACTaBi AaHWUX HeMporicTonoriy-
HOro i ricToximiyHOro gocnigpxeHb GionTaTy CriM3oBOi OOONOHKN TOBCTOrO Ku-
LweYHuka. BiacyTHICTb raHrnio3HUX KIiTUH | BUCOKUI piBEHb aKTUBHOCTI aueTun-
XoniHecTepasn € NaTOrHOMOHIYHUM AN NPUPOKEHOrO araHrniosy, HU3bKWUIA
BMICT raHrmio3HUX KniTUH CBiAYUTb NPO rinoraHrnios, HopmMarnbHUIW — NPO Aoni-
XOMETraKoIOH, NiABULLEHWI — NPo NpupokeHui rinepranrnios (O.1H0. KpueyeHs
n coasT., 1989; T.L. Taxman et al., 1986; P. Campobasso, G. Belloli, 1988).

HepgocTtaTHIiCTb raHrnio3HMX KniTuH 3B’A3aHa 3 aBTOCOMHO-PELLECUBHUM Tre-
HoMm (M. Schiller et al., 1990).

[Mi3Hi pO3BMTOK CUMNTOMIB araHrnioHapHOI 30HM TOBCTOrO KULLEYHUKa Xa-
pakTepHuin ana HabyTtoro araHrniody (xsopobwu LWaraca); (M. Dimler, 1981).

Mpun pyHKLIOHaANBbHMX XPOHIYHUX 3anopax BUAINSATb NEPBUHHUI | BTOPUH-
HUI (PYHKLIOHANbHNA MErakosoH.

BigcyTHiCTb bOHOBMX 3axXBOpIOBaHb Bifpi3HSE MNEPBUHHUIA GOYHKLiOHAsb-
HWI MerakonoH. Hanbinblw 4acTo NPUYMHOK NEPBUHHUX OYHKLiOHANbHUX
XPOHIYHUX 3anopiB € NOPYLUEHHA AIETN (CyXODhKa, HU3bKUIA BMICT Y Oi€Ti (PPYKTiB
i OBOMIB, YacTe BXWBAHHSA LLOKONagy, Yat Ta iH.). [NepBuHHI yHKUiOHaNbHI
3anopu MOXyTb OyTK 3yMOBIEHI OUCKIHE3ISIMU TOBCTOrO KULLEYHMKA, MOPYLUEH-
HAMM akTy gedoekauil (gucxesii BHaCNigoK TpiluMH aHOPEKTanbHOI 30HU, reMo-
POt Ta iH.), NCUXOrEHHMMW NPUYUHAMK (MPUAYLLEHHSA NO3MBIB SIK NPOSIB HE3PYY-
HOCTi, copomMy abo 3BUYAMHOI 3HEBArKn), 3axXxBOPOBAHHSAMW TPABHOIO TPAKTY,
Hupok (B.J1. Tonosauyes, 1985; M.C. babagxaHoBa n coasT., 1987; C.E. Pago-
nnuknin, 1988; T.IN. CaweHkoBa u coasT., 1990).

BTOpUWHHI pyHKLiOHaNbHI XPOHiYHi 3anopy MOXyTb OYyT NPOSIBOM FinoTupe-
03y, XBopobu [layHa 1 iHLWMX 3aXBOPIOBaHb, L0 XapaKTepu3yTbCA MNOTOHIE
rmagkux M’a3iB, gUTa4oro LepebpanbHOro napanivy, rpuxi CMHHOMO3KOBOMO
KaHany, nonioMieniTy 1 iHWMX NaTOMONYHMX CTaHIB, WO CYyNpOBOAXKYOTbCS MO-
PYLUEHHSAM iHHEpBALil Ta30BMX OPraHiB, a TakoX Bifg3Ha4yarTbCA NPU CKIIEPO-
aepwmii, nepmatomMiosnTi, rinepkanbuieMivyHux ctaHax (A.[. T'ykacsH, 1964;
M.A. CtyaeHukuH, A.W. Nentowkun, 1981; I'. OBepbek, 1980; M. Xeptn, 1990).

Y BCIX HEACHUX BUNALKax XPOHIYHOro 3anopy yHKLiOHanNbHOro reHesy
pekomeHayeTbest BcebiyHe 0OCTEXEHHS Ta30BUX OpPraHiB.

XPOHiYHi 3anopy MoOXyTb BYTM CNPUYMHEHI TPMBANMM 3aCTOCYBaHHAM Aiy-
PETUKIB, aHTUXOJTIHEPTiYHMX, NPOTUCYOOMHUX, aHaNreTu4YHMx 3acobie, beTa-
GnokaTopiB, oniaTiB, aHTAroHICTIB KanbLilo, XonectTupamiHy, npenaparis, L0
MICTATb 3ani3o, BiICMYT, antoMiHil, eprokanbLmdepony i ABNAT1 coboto ogHy 3
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O3HaK XPOHIYHOro OTpyeHHs pTopom (cuHgpom Cnaripa), cBMHLUEM, GEH30M0M,
pTytTio (J1.I. Bopobbeg, IN.B. BoHndatos, 1988; P. Campobasso, G. Belljli,
1988).

3.5. QU®EPEHUIAJIbHA OIATHOCTUKA NMPU CXYOHEHHI, WO
CYNPOBOOXYETbCA TPUBAIOIKO NMONIYPIEKD

CxygHeHHs, noniypis i noniguncia € naTorHOMOHIYHUMW AN HELYKPOBOTO,
HedpOreHHOro HeLyKpOBOro, LIyKPOBOro, HUPKOBOrO AiabeTis, remoxpomMaTto3sy
(bpoHs3oBoro piabety, cuHgpomy Tpyasbe-AHo-loddapa), cuHapomy
DIDMOAD, ncmuxoreHHoi noniguncii, rinepkanbLieMidHNX CTaHiB, aHoMarin pos-
BUTKY | XPOHIYHNX 3aXBOPHOBaAHb HMPOK, L0 XapaKTepU3yTbCA KaHanbLEeBO
HeLOCTaTHICTIO, @ TaKOX MOXYTb CMOCTEpIiraTUCS NPU rinoOKOPTULM3MI, rinepTu-
poignami, rinep- i rinoanb4oCTEPOHI3Mi, PEOXPOMOLMTOMI, rinogisapHOMY riraH-
Tn3ami. lNonepenHa AiarHOCTUKa OEAKMX 3aXBOPKOBaHb MOXIMBA Ha NigcTaBi
KNiHiYHMX gaHux (cxema 40). Tak, nonidarid, CXMnbHICTb 40 FTHOSAYKOBUX 3aXBO-
ptOBaHb LWKIPU XapakTepHi Ans uykposoro Aiabety (rn. 3.1.1.); nonidaria i
36inbLeHHs WwutonoaibHoi 3ano3n — ana rineptupeody (aue. rn. 3.1.1.); rinep-
nirMeHTauis Wwkipn — ana xsopobu AggicoHa, remoxpomartosy (gue. rm. 3.1.2);
paxiTonogibHi 3MiHM KICTKOBOI CUCTEMW — OS] HUPKOBUX TyOYNApHUX aumgosis,
cuHgpomy ge Todi-[ebpe-®ankoHi (guB. rn. 1.2.2.1.3.); ce4yoBuii CUHOPOM —
ANl XPOHIYHMX 3aXBOPOBaHb HUPOK; HAOMIpHWIA 3piCT — ANns rinodisapHoOro riraH-
TM3amy (rn. 2.1.2).

Mpy BUHUKHEHHI Noniypii Ha TRi remaTypii, niypii i (ab6o) nonepegHix XpoHiy-
HUX 3aXBOPHOBaHb HUPOK HEOBXiOHO BUKITHOUMTU PO3BUTOK XPOHIYHOI HUPKOBOI
HeaoCTaTHOCTI.

Mpun 3axBOPIOBaHHSX, KOTPi XapaKkTepuayrTbCsa Nnoniypieto i noniguncieto,
nepwmnmMmn AiarHoCTUMHUMK NpoLefypamMu peKOMEHAYTb LOCIIIKEHHS PiBHS
rnikemii i npoBefeHHA rntokosoTonepaHTHoro Tecty (J1. B. Hukonamyyk un co-
aBT., 1985).

lineprnikemisi, 3HMXXEHHS TONEePaHTHOCTI 4O rKO3N A03BOSISATL BUAINU-
TV LYKpOBUIA OiabeT, cMHOPOMM, NPU SIKUX OCTaHHIA € OAHUM 3 KapAuHaIbHUX
nposieiB abo AOCUTb YaCTUM CMMMTOMOKOMMMEKCOM, Hanpuknag, CMHAPOMM
DIDMOAD (Bonbgpama), BepHepa (rn. 1.1.1.3.1.2), Kokkenna (rn. 1.2.1.1),
BepapgiHenni (rn. 2.1.1), remoxpomaTtos Ta iH.

Cunpgpom Bonbdpama Ha BigMiHy Bif iHWMX 3aXBOPKOBaHb L€l rpynu xa-
paKTepU3yETbCA MOEAHAHHAM LlyKPOBOTO i HELlYKPOBOrO AiabeTiB. 3axBoptoBaHHS
NposABNAETLCSA 3 4—6-NiTHLOrO BiKY. NepwmM NposBoM cuHapoMy Bonbdpama
€ iHCcyniH3anexxHun uykposuin giabet. Hagani npueaHyeTbcsl HELYKPOBMIA fia-
0eT i NocTynoBO po3BMBaOTLCS aTpodis OUCKIB 30pOBUX HEPBIB, HEMPOCEH-
COpHa rnyxoTa. Tvn cnagkyBaHHs — aBTOCOMHO-peuecmBHui (T.J1. KypaeBa u
coasT., 1993).
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Mopanblia gndepeHuianbHa giarHOCTMKa 3axXBOPHOBaHb, LLIO BUABISOTb-
CS CXYOHEHHSIM, noniypieto i NoNianncietlo, 3anexunTb Bif piBHS apTepianbHOro
TUCKY.

3.5.1. QUOEPEHUIANBHA OIATHOCTUKA NMPU NOEAHAHHI TPUBATOI
NOnIYPIi | HOPMANIbBHOIO BIKOBOIO APTEPIANIbHOIO TUCKY

Moniypis, sika He NoB’A3aHa 3 apTepianbHO riNepTEH3IED, CNOCTEPIraeTb-
Csl NpWU HeLyKpOBOMY, He(pporeHHOMYy HeuyKpoBOMY diabeTax, NCUXOreHHiIn
noniguncii, rinepkanbUieMiYHUX cTaHax, HUPKOBIW rMOKO3YPii, rOKO-amMiHOBO-
My AiabeTi, HUpKoBux TyOynsapHux aungosax, cuHgpomax ge ToHi-Oebpe-PaH-
KoHi, BapTTepa, PoiTepa, nonikicTo3Hin, MeaynspHin KicTo3Hin xBopobax, He-
dpoHodTM3i PaHKOHI, rinoanbgoCTEPOHI3Mi, HUPKOBOMY CONMbOBOMY AiabeTi
(nceBpgorinoanbAoCTepPOHi3Mi | Tuny).

Monigmncia i noniypis, AKi CynpoBOOXYIOTbCA MOCTIMHOK FiNOCTEHYPIED
(BigHOCHa WinbHicTb cevi He nepesulye 1005 y BCix 4o6oBUX nopuigx ceui),
npu ki 06’em [060BOI cevi nepesuLLye Binbl HiX Y 4 pasu BIKOBY HOPMY,
CBiguYNTb NPO CMHAPOM HeLYKpOBOro aiabeTy abo Nnpo NCUXOreHHy Nonianncito.
Po3pi3HnTK gaHi ctaHn Jo3Bonse gerigpatauiviia npoba (cxema 41).

OBMexeHHs1 BOOHOIO pPexmMy y XBOPMX i3 MCUXOreHHOK Noniguncieto npu-
3BOANUTb A0 3MEHLUEHHS Noniypii, NigBULLEHHS BiAHOCHOI LWiNbHOCTI cevi, Y XBO-
puUX 3 HeuyKpoBUM fiabeToM BUSBNSAETLCA 306epexxeHHst noniypii, NigBULLEHHS
BiZAHOCHOIT LWiNbHOCTI cevi He Buwe 1008 — 1010, po3BUTOK rinepHaTpiemil i nosisa
BMpaXKeHOI cnparu, rinepTepmii, 4paTiBNnMBOCTI, 6noBaHHA 1 iHOAI konancy.

OpfHieto i3 BUCOKO3HAYYLLMX O3HAK HELLYKPOBOrO AiabeTy € HM3bke CniBBigHO-
LWEeHHA (MeHLWwe 1) oCcMOonAPHOCTI cevi i Nna3mun Kposi. [pu HeBUpaxeHin no-
niypii HeobxiaHe nocnigoBHe NPOBeAEHHA AerigpaTauinHoro i BasonpecMHOBO-
ro TecrTiB (KpiM Ba3oNpecuHy MOXyTb OyTV BUKOPUCTaHI NpenapaTu, Wo MICTSATb
BA30MPECUH: adiypekpuH, NiTyiTpuH P abo MOro CMHTETUYHUIA aHanor 4ecMo-
npecwuH); (M.B. Kybeprep n coast., 1990). BiacyTHicTb BiagnoBigHOro nigsuLLeH-
HS BiAHOCHOI LWiNbHOCTI ceui i 3MeHLLeHHs 06’eMy cedi Ha BBEAEHHS Basonpe-
CWHY, PaHHi PO3BMTOK 3aXBOPHOBAHHA NAaTOrHOMOHIYHI NS HePPOreHHOro He-
LyKpoBoOro giabeTty, Ba3onpecuMHPE3NCTEHTHMX aHOManin Po3BUTKY HUPOK,
30kpeMa, ans HedopoHodpTM3y PaHKOHI i rinokaniemiyHol Hedponaril.

HedporeHHuii HeLykpoBuii diabeT Bigpi3HAETLCA Bif IHLWMX BAa30ONpPeCcuH-
PE3UCTEHTHUX CTaHIB 30epeXxeHo YyTnumBICTIO Ao Aii rinoTtiasngy (B.I. Nlebe-
nes u coasT., 1985).

3anexHo Big BigNoBigHo1 peakuii piBHS LAM® Ha BBe4EHHSA Ba30NPECHHY
PO3PIi3HATb 2 TUMU HePOreHHOro HeuykpoBoro giabety — HesanexHun (I
T1n) i 3anexHwun (Il Tun). HedporeHHnn HeuykpoBui giabet | Tuny ycnagko-
BYETbCS 3@ peLeCUBHUM, 34ernneHnm 3 X-xpomocomoto, |l Tuny — aBToCoOMHo-
AOMiHaHTHUM Tunamu. Ha aymky A.M. Moses et al. (1988), yTouHUTK TONiKy
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ypaXeHHs npu HedporeHHOMy HeuykpoBoMy AiabeTi MoXHa 3a JONOMOror
npobu 3 aHTaroHicTom BasonpecuHy (y Aosi 0,4 Mkr/kr). BUHUKHEHHSA cyauHO-
po3LmnpoBanbHOro epekTy i 3MiHa KoarynsuinHoi 34aTHOCTI KpOBI Nicnsi BBe-
AEHHSA aHTaroHicTa Ba3oNpecuHy cBig4aTb MPO NOPYLUEHHSA MoCcTpeuenTop-
HMX NpoLeciB, BiACYTHICTb BiANOBIgHOI peakuii — Npo NaToONorito Ha PiBHI pe-
LenTopi..

lMepeBaxaHHs pe3ynbTaTiB il Ba3onpecuHy Hag BignNoBiAHOK peakuieto Ha
aerigpaTauinHy npoby cnocTepiraeTbCsa NpyY HEMPOreHHOMY HeLyKpOBOMY Aia-
OerTi, y Toi Yac, sik 3BOPOTHE CMiBBIgHOLLEHHS pe3ynbTaTiB BiAMNOBIOHNX peakKLin
XapakTepHe Ans NCUxXoreHHol noniguncii.

OcTaTto4Huii giarHo3 HEMPOreHHOro HeLyKpPOBOro AdiabeTy NiaTBEpPAXKYETb-
CSl HasIBHICTIO HU3bKOT NPOAYKLUii Ba3ornpecuHy. PiBeHb OCTaHHbLOI (BHAcnifoK
Moro WBMAKOro pymHyBaHHS) Hanbinbw agekBaTHO Bigobpaxae BMICT Henpo-
disunny Il y cupoBaTui Kposi.

Y XBOpUX 3 HEMPOreHHNM HELlYKPOBUM AiabeTOM PEKOMEHOYOTb BUKIHOYN-
TW NYXJIMHY FONTIOBHOIO MO3KY (4OCHIIKEHHAM OYHOrO HA, MPOBEAEHHSIM PEHT-
reHorpadii Yepena, NPULINbEHO TypeLbKoro cigna, KOMMm'TepHOI ToMorpadir,
AMP); (J1.B. CanenkuHa n coasT., 1988; M.G. Greger et al., 1986).

CumMnTOMaTUYHMIA HEMPOTrEHHNI HELlYKPOBUIA fiabeT moxe ByTu 3ymoBrne-
HUI iHTOKCUKaLi€e, rpaHyrnemMaTo3Ho-3ananbHMMK 3aXBOPOBAHHAMU, WO ne-
pebiratoTb 3 ypaKeHHsIM rOfIOBHOrO MO3KY (PETUKYIOriCTiOLMTO30M, CapKoigo-
30M Ta iH.), @ TakoX ByTK HacnigKoM rocTpux 3axBOPHOBaHb FOMIOBHOTO MO3KY,
YepenHo-MO3KOBUX TPpaBM, y TOMY Ynchi nepuHaTansHux ywkomxeHs (J1.B. Ca-
nenkuHa n coasT., 1988; M.G. Greger et al., 1986; Z. Barzilay, E. Somekh,
1988).

HeliporeHHunin HeuykpoBui fiabeT 4acTo CynpoOBOLXKYE AEeSAKi CUHAPOMMW,
30kpema, Wepewescbkoro-TepHepa, OayHa, JloypeHca-MyHa-bapae-bigns
(J1.B. Hukonawnuyk n coast., 1985).

Mpw BiACYTHOCTI 03HAK MOPMOSIOrYHOIo ypaXkeHHs rinotanamo-rinodisap-
HOI 30HM, DOHOBMX 3aXBOPIOBaHb, LLIO NepeaytTb YLIKOOXKEHHSIM rOfIOBHOrO
MO3KY, MOXHa AyMaTu Npo HasiBHICTb CNagKOBOro HEMPOreHHOro HeLYyKpPOBOro
niabery.

Twnu cnagkyBaHHS — aBTOCOMHO-AOMIHAHTHUIA, AOMIHAHTHUA, 34ennieHuni
3 X-XpOMOCOMOI0, | peLleCUBHNI, 34ennieHni 3 X-xpomocomoto (T.M. Bapnamo-
Ba, 1984; M.b. Kybeprep n coasT., 1991).

Y npoueci AiarHOCTUKM iHLINX 3aXBOPIOBAHb JaHOI FPYNun CYyTTEBE 3HAYEHHS
MaTb OCOBIIMBOCTI NOPYLUEHb €NEKTPOSITHONO OOMIHY.

Bucoknii BMIiCT KanbLito B cMpoBaTLi KpOBI CBIAYMTbL MPO rinepkanbLieMivHi
ctanum (. 3.1.2.2.2.).

BupaxeHa cenektuBHa rinoHaTpiemia (Hwk4e 3a 130 mmonb/n), 3ymoBne-
Ha MigBULLIEHOI eKCKpeLlielo HaTpito i3 ceveto, Yy NoeAHaHHI 3 rinepkaniemieto i
mMeTaboniyHum aumaosom cneuumdivyHa ong rinoanbAoCTEPOHI3MY | HAPKOBOTO
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COnbOBOro aiabety (CMHOPOMY PE3UCTEHTHOCTI A0 anb4OCTEPOHY, NCEBAOrINO-
anbgocTepoHiamy | Tuny). MNMpu rinoanbAo0CTEPOHI3Mi BUABNAOTLCA BUCOKA EKC-
Kpeuia 18-rigpoKCMKOPTUKOCTEPOHY i3 ceyelo, rinoanbgocTepPoHeMIs 1 edek-
TUBHICTb Tepanil 9-a-gTopkopTM3oHaLeTaToM (rOgPOKOPTU30HOM), a Mpu
HUPKOBOMY CONbOBOMY AiabeTi — rinepanbaoCTePOHEMIs, FineppeHiHeMis, rinep-
eKckpeLia anbOOCTEePOHyY i3 cevetro, NiABULLEHUIA BMICT iOHIB HaTpil0 B CMWHI,
NOTOBIN PiAWHI, Kani i BiACYTHICTb edheKTUBHOCTI Tepanii 9-a-pTopKoOpTU3OHa-
uetatom (M.WN. Bana6bonkuH, 1989; M.C. UrHaToea, O.E. BenbTuwes, 1989);
(Takox rmn. 3.2.1.1).

TpuBana rinokaniemis cnpusie po3BUTKOBI HedbponarTii, Lo XapakTepuayeTbes
NOPYLUEHHAMN OCMOTUYHOIO KOHLIEHTPYBaAHHS, aMOHioaLMaoreHesy i KniHiyHo
BUABMNSAETLCS NOJiypieto, pe3anCcTeHTHOT 40 AiT BasonpecuHy. BupaxeHa rinoka-
niemist TakoX CynpoBOKYETLCS M'A30BOK0 CriabkicTio, iHOAI CyOOMHUMUN M'A30-
BUMW MOCMWKYBAHHAMM, NapecTesisMu, NOpyLEeHHAMM 33 TUNOM B’'Anux na-
panivis.

lNnokaniemiqa BigMivaeTbCA NPU HUPKOBIN FNHOKO3YpIl, rOKO-amMiHOBOMY Aia-
OeTi, HMpKOBMX TYBYNApHUX auuposax, cuHapomax ge ToHi-[debpe-PaHkoHi,
Baptrepa, Pontepa, nonikicTo3Hin, MeaynsapHin KiCTo3Hi xBopobax, Hedpo-
HOTU3iI DaHKOHI.

I30nboBaHa rnKo3ypid, WO YacTo CNPUYMNHIOE TiNOrmikemito, Bigpi3HAE HUP-
KOBY TTTHOKO3YPit0; NOEAHAHHSA MMIOKO3Ypil 1 aMiHoauuaypii — rnoKo-amiHoBUiA fja-
OeT; rnoko3sypii, amiHoaumaypii, ocdaTtypii — cuHapom e ToHi-Lebpe-PaHKoHi.

BmicT ioHiB xropy B crpoBaTLi KPOBI | XxapakTep NOpyLUEeHb KUCMOTHO-NYX-
HOI piBHOBArM AarTb MOXMMBICTb PO3MEXYBATHU rinepanbAoCTEPOHI3M (CUHA-
pomu baptTepa, PoliTepa) i peHanbHy naTosnorito.

lnokanieMivyHWi, rinOXNOPEMIYHNA, HEYYTNNBUA OO0 coni MeTaboniyHun
ankanos BUSBNAOTbCA Npu cuHgpomax bapTttepa i Powtepa, a rinokaniemiy-
HWIA, rinepxnopemivyHnii meTabonivyHnn aunaos — Npu ypaxeHHi HUPOK.

Ons cungpomis bapTTepa i PonTepa naTOrHOMOHIYHUMK O3HaKamMu € Bupa-
XXeHa 3aTpuMKa 3pOCTaHHs OOBXWHU Tina, rinepanb4oCTEPOHEMIS, HEYYTNMBA
00 Ail fekcameTasoHy, rineppeHiHeMisl, rinepkanbLiypis i BUCOKa YacToTa He-
dpokanbLMHO3Yy.

Cungpom bapTTepa Bigpi3HAETLCS HAsIBHICTIO TakMX XapaKTEpPHUX O3HaK,
AK MOpYyLUeHHs arperauii TpoMOouuTiB, rinepHaTPINriCTisA, HU3bKa KOHCTaHTa
BUXOAY HaTPIlO 3 epUTPOLMTIB, BUCOKA EKCKpeLlis npocTarnaHanHie E2 i3 ceveto
i YyTNMBICTb A0 Aii iHgoOMeTauuHy.

Ona cungpomy PorTepa BnacTuBa BiACYTHICTb rinepekckpeLil npocTarnax-
OunHiB E2 i3 ceveto i HasgBHICTb YyTNMBOCTI 4O Aii rigpoxnopTiasugy. Tvn cnag-
KyBaHHS CMHOPOMIB — aBTOCOMHO-peLiecuBHui (1. Kohout, H. Bachmann, 1987;
M. Uchiyama et al., 1988; C.R. de Rovetto et al., 1989).

MeTtabonivyHui aumMao3 y noegHaHHi 3 paxitonogibHmm 3amiHaMum KicTKOBOI
CUCTEMU OO3BOSAIOTL BiAPI3HNUTU HUPKOBI TYBYNSpHI aumnaosn, cuHopom e ToHi-
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Hebpe-PaHkoHi (rn. 1.2.2.1.3), a y noeaHaHHi 3 NigBULLEHNM 3anULLKOBUM a30-
TOM KpPOBi — HUPKOBI AMCnnaasii.

Cepep pi3HUX HUPKOBMX AUCNIIasin Noniypia HakyacTiwe 3ycTpivaeTbes npu
NONIKICTO3HIN, MeaynsipHin KicTO3Hin xBopobax, HedpoHODTU3i DaHKOHI.

Y XBOpMX i3 MOJiKICTO3HOK XBOPOOOK BiA3Ha4yaTbCA renatomerarnis,
36inbLueHi po3amipn HUPOK, a 3 HedPpPOHOPTU3O0M DAHKOHI | MeYNSPHOO KICTO3-
HOIO XBOPOOOK — 3MEHLLEH] PO3MipU HUPOK.

Twun cnagkyBaHHS NOMiKICTO3HOI XBOPOOM — aBTOCOMHO-AOMIHAHTHUN | aBTO-
COMHO-peulecuBHuiA. HecppoHohTna daHKOHI 3B’A3aHMIN 3 aBTOCOMHO-PELLECUB-
HuMm reHoM. MeaynsipHa kicTo3Ha xBopoba Ha BigMiHy Big HedpoHodhTU3y daH-
KOHi yCrnagKoOBYETbCA 3@ aBTOCOMHO-AOMIHAHTHUM Tunom. OcTaTovHuin aiarHo3
JaHNX 3axBOptoBaHb BCTAHOBMOETHCS Ha MiACTaBi pesynbTaTiB ricTONOrYHOro
pocnigkeHHs 6iontaty Hupok (M.C. MrnaToBa, KO.E. Benbtuwes, 1978; 1989; A.
Reuss et al., 1987). NoeaHaHHA MegynsipHOI KiCTO3HOI XBOPOOM 3 TaneTopeTu-
HanNbHOK OereHepalieto CiTKiBKM CBigYMTb Npo cnHapom CeHiopa, Wo ycnagko-
BYETbCS 3@ aBTOCOMHO-pevuecvBHUM Turnom (KO.W. BapawHeB 1 coasT., 1984).

KicTo3He ypaXeHHs HMPOK Moxe OyTn ogHUM i3 NposiBiB cMHAPOMIB Jloy-
peHca-MyHa-bapge-bigns, Llenbeerepa, Mekkens Ta iH.

3.5.2. QU®EPEHUIANBHA OIATHOCTUKA MPU NOEAHAHHI TPUBATOI
MONIYPIi TA APTEPIANBHOI MNMNEPTEH3II

Moniypia B noeaHaHHi 3 apTepianbHOLO rinepTeH3ied MOXe crnocTepiratuca
npwv rinepanb4oCTepoHi3Mi, NceBaorinepanbAoCTePOHi3Mi (cuHgpomi Jligana),
ncesgorinoansgoctepoHiami Il Tuny, oniroHedpoHii, cermeHTapHin rinonnasii
HUPKM (HUpLi ACK-YNMapkKa), XpOHiYHi HUPKOBI HEA4OCTaTHOCTI, e0XpOMOoL M-
TOMI.

Xapaktep nopyLleHb eNneKTponiTHOro obmiHy, KNCIOTHO-MY>XHOI piBHOBAru
i HAsIBHICTb CEYOBOro CUHAPOMY JO3BONAOTHL PO3PISHUTYU rineparb4oCTEPOHI3M,
ncesgorinepanbAoCTEPOHI3M | NaTONOri0 HUPOK (cxema 42).

linokaniemMiYHni, rinoxnopeMiyHui ankano3s i rinepHaTpieMiss € naTorHoOMo-
HiYHUMUW O3HaKaMu rinepanb4oCTePOoHI3MY i Ncesaorinepanb4oCTEPOHI3MY.

OfHieto 3 NepLunx QiarHOCTUYHMX NPOLEeAYypP, LLO YTOYHIOKTL AiarHo3, peko-
MeHAytTb NpoBeaeHHst npobu 3 NaCl. Micna TpuaeHHoro HaBaHTaxeHHs1 NaCl
y XBOPUX 3 rinepanb4ocTepoHi3MOM i NceBaorinepanb4oCTEPOHI3MOM BigMiva-
IOTbCS MOFiPLUEHHS CTaHy i 3HWKEHHSA BMICTY Kanito B cuposartui kposi (B.A. Me-
TepkoBa, C.C. Bagpo, 1983).

BiacyTHicTb edbekTMBHOCTI Tepanii BepOLLMipOHOM, NO3UTUBHUIA edoekT Bij
NiKyBaHHSA TpiamMTepeHOM XapaKkTepHi Anga ncesgorinepansgoctepoHiamy. OcTa-
TOYHO PO3PI3HUTU AaHi CTaHW JO3BOMSE BU3HAYEHHS PIBHA anbAOCTEPOHY B CU-
poBaTui KpoBi. [Mpy nceBaorinepanbAoCTEPOHI3MI BUSIBNAETLCS HU3bKa KOHLIEHT-
pauis anbgoCTEPOHY B CMPOBATLi KPOBI, @ Npu rinepansgocTepoHi3Mi — BUCOKA.
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MNceBporinepanbAoCTEPOHI3M 3yMOBIIEHMI NEPBUHHUM MiABULLEHHAM peabcopbuii
HaTpil0 B HUPKOBUX KaHamnbLsX i yCNagKoBYETbCA 3@ aBTOCOMHO-AOMIHAHTHUM i
peuecuBHMM, 34enneHnm 3 X-xpomocomoto, Tunamm (K. Takeuchi et al., 1989).

Y XBOpUX 3 OiarHOCTUYHO CYMHIBHUM piBHEM anbOOCTEepPOHY B CMpOBaTLi
KpOBi pekoMeHAyTb NpoBeAEeHHS NPO6K 3 KANTONPUIOM. SHUKEHHSI KOHLIEHT-
pauii anb4oCTepPOHy Micns MOro NpUUMaHHS BUKMOYaE rinepanbAoCcTePOHi3M
(K. Pirich et al., 1987).

Po3pi3HA0TbL NepBUHHWI | BTOPUHHUIA rinepanbaocTepoHiam. KapanHanbs-
HUM gudepeHuianbHO-4iarHOCTUYHUM KPUTEPIEM MEPBUHHOIO i BTOPMHHOIO
rinepanb4oCTEPOHI3MY € CMiBBIAHOLIEHHS KOHUEHTPAaLi PEeHiHY 11 anbaocTepo-
Hy B cupoBarTui kposi (P. E. Lins, 1986).

lMoegHaHHs rinepanb4oCcTepoHEMIl Ta rinopeHiHeMil € cneyndivyHuM ans
NepBUHHOrO rinepanbAoCcTepoHi3aMy (cnHapomy KoHHa), a crinbHe nigBULLEHHSA
BMICTIB anb40CTEPOHY i PEHIHY — AJ151 BTOPUHHOTO.

Mpn nepBUHHOMY rinepanbLoCTEPOHI3MI PEKOMEHAYETLCS NMpoBeAeHHS
JeKkcaMeTa30oHOBOI Npodu AN BUAINEHHS 3aneXxHuX | HesanexxHux Big aii aex-
caMeTa30Hy CTaHiB.

[lekcameTasoH3anexHuii CTaH XxapakTepu3yeTbCsl BigNOBIAHUM 3HKEHHSIM
NpoayKLuii anbgoCcTePOHy Ha BBeAEHHS AekcameTa3oHy. OCTaHHe cnocTepiraeTb-
csl Npy HegocTaTHOCTI 17-a-rigpokcunasu (rn. 5) i cMHApomMmi rinepanboCcTepo-
Hi3My, Yy TNIMBOro 4O AEKCaMeTa30HY, B OCHOBI SKOr0O, iMOBIPHO, NEXWUTb HEMOB-
Ha Mmirpauis umtoxpomy P-450 kOpTUKOCTEPOHMETUIOKCHMAA3MN 3 KIyOOUKOBOT y
My4KOBY 30HY HAOHUPKOBMX 3an03. [1118 JaHOro CUHAPOMY XapakTepHi 36inbLueH-
HSA ekckpeuii 18- OKCMKOPTM3O0HY i 18- OKCUIMIOKYPOHIQY anb4OCTEPOHY i3 ce-
yelo, i Ha BigMiHy Big gediunty 17-a -rigpokcmnasm HopmarsbHUA piBEHb NPO-
Aykuii koptnsony (G.E. Gomez-Sanchez et al., 1988).

Twun cnagkyBaHHSA CUHAPOMY rinepanb40CTEPOHI3MY, YyTNIMBOro A0 Ail AekK-
cameTa3oHy, — aBTOCOMHO-4OMIHaHTHUIA.

[exkcameTasoHHe3anexHi popmu NepBUHHOIO rinepanb4OCTEPOHI3MY Xapak-
TEpHi Ans ageHoOMK, Makpo- M iHOAI MIKPOBY3MMKOBOI rinepnnasil HagHNUPKOBUX
3ano3. BeaxaloTb, WO BiApi3HUTU afeHOoMY Bi rinepnnasii HagQHUPKOBUX 3amo03
[03BONAI0TL NPOOU 3 Pi3NYHUM HaBaHTaXXeHHAM (4-roguHHo xoapboto) i 3 NaCl.
[ns ageHoM1 HagHMPKOBKMX 3a03 NaTOrHOMOHIYHOK O3HAKOH) € Bi4MNoBigHE 3HU-
YXEHHA BMICTY peHiHy B CMpoBaTLi KpOBi Ha (PiduyHEe HaBaHTaXXeHHS | Ha BHYTPILL-
HbOBEHHE BBEOEHHS i30TOHIMHOMO PO34MHY XJIOpUAY HaTpito, a Angd BY3NMKOBOI
rinepnnasii HaaHMPKOBUX 3aro3 — 36iNbLUEeHHsT CMIBBIHOLEHHSI KOHLEHTpaLin
18-0KCUKOPTUKOCTEPOHY/KOPTU30MY 1 anbOoCTEPOHY/ KOPTU3ONY.

OcTtaTto4Hui giarHo3 IPyHTYETLCA Ha pe3ynbTaTax yNbTpa3ByKOBOro, paio-
i30TOMHOrO CKaHyBaHHS, Komn'toTepHoi Tomorpadii, AMP, aHriorpadii HagHWp-
KOBWX 3ar103 i CniBBigHOLLEHHS PiBHIB KOHLEHTpaLiT anbA0CTEPOHY Y BEHAX Npa-
BOro i niBoro HagHupkoBux 3anos (®.M. 3rapt, 1989; B.M. TpodmmoB n coaBsT.,
1992; B. Artega et al., 1985; J.C. Melby, 1985; M. Stimpel, 1989).
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BTOpWHHWIA rinepanb4oCTEPOHI3M Big3HaYaeTbCs NpyU HEPPOTUYHOMY CUHL-
POMi, MyXIMHaX HAPOK, UMPO3i NediHkK. [inepnpoayKuist anb4ocTepOoHy MoXe ByTu
CTUMyIbOBaHa TpMBanvMM 3acTOCyBaHHsIM Mpenaparis rMiuyupu3nHOBOI KMCOTU
(rniypnpamy, rniumMprHaTy HaTpil), 4E30KCMKOPTMKOCTEPOIAIB, Tia3naoBMX AiypeTyKiB.

MeTaboniyHui rinepxnopemMivyH1i aungos BigMivaeTbCs Npu oniroHeppoHii,
CermMeHTapHil rinonnasii HUPOK, XPOHIYHIA HUPKOBIN HEJOCTaTHOCTI.

HiarHoCTUYHMMU KPUTEPIIMU XPOHIYHOT HAPKOBOT HEAOCTATHOCTI € 3HWXKEH-
HA (Hvxk4e 20 mn/xB, 1,73 KB. M) KIipeHCy eHAOreHHOro KpeaTuHiHy, NigBuLLeH-
HA BMICTY KpeaTuHiHy (Buwe 3a 0,177 mmonb/n), a3oTy cedoBuHM (BULLE 3a
5,8 mmonb/n) npotarom 3—6 micauie (B.W. HaymoBa, A.B. MNanasH, 1991).

OniroHedpoHia BigpPi3HAETLCA paHHIM NOYATKOM 3aXBOPHOBAHHS; CErMeH-
TapHa rinonnasist HAPKN — BUHUKHEHHSM FinepTeHsil y Bili 4—12 pokiB i HasgBHiI-
cTio 6onboBoro cuHapomMy. CermeHTapHa rinonnasis HAPOK peHTreHorpadivyHo
XapakTepu3yeTbCA HEPIBHUMUN KOHTYPaMu OCTaHHIX, CEerMEHTapHUM CTOHLLUEH-
HSIM KipKkoBOro wapy, gedopmadieto 36ipHMx cuctem. [Ing BCTaHOBMEHHS OCTa-
TOYHOro fgiarHo3y noTpibHe npoBefeHHsA aHriorpadii Ta Gioncii HUpoOK
(M.C. Urnatosa, FO.E. Benbtuwes, 1989).

lNnepkaniemis, rinoHaTpiemisa, meTaboniyHmi aumMaos3 y NnoegHaHHi 3 apTe-
pianbHOK rinepTeHsielo xapakTepHi Ana ncesaorinoansgoctepoHiamy |l Tuny,
NiaTBEPAXEHHSIM AKOrO € BUCOKMIA BMICT anbAOCTEPOHY i HU3bKa KOHLEHTpaUist
peHiHy B cupoBaTLi KpoBi. Ninepkaniemisa npu ncesaorinepanb4ocTePOHi3Mi Ha
BiAMIiHY BiZ, HAPKOBOI HEAOCTATHOCTI HE CYNPOBOXKYETLCS rinepasoTeMielo.

Mepioan noniypii MOXyTb criocTepiraTucs Takox npu deoxpomouunTtomi. Ha
BigMIiHY Bif iHLUMX 3aXBOPIOBaHb AaHOI FPynu Y XBOPUX 3 PeOXpOMOLMTOMOLO apTe-
pianbHa rinepTeH3sist XxapakTepmnsyeTbCca Kpusamn. Hanag noYnHaeTbesi panToBo 3
nosiBu1 BiAYyTTS 6GE3NPUYMHHOI TPMBOIK, CTpaxy, BnigocTi WKipK, NOCMEHOro NOTO-
BUAINEHHS, Taxikapii, NoXonogaHHsa KiHUIBOK, Tpemopy, 60mto B eniracTpanbHiin
AiNsaHUi, HyooTu | 6noBaHHA. KniHivHI NposiBu (heoXpoMOoUUTOMI CRPpUYMHEHI Na-
poKcu3masbHOK rineprnpoayKuieto agpeHanidy i HopagpeHaniHy. 1aTtorHoMoHiIY-
HUMM O3HaKaM1 PEOXPOMOLIMTOMM BBaXKAKOTb NiABULLEHY EKCKPEL|it0 agpeHaniHy,
HopaapeHaniHy, MeTaHepuHy, HopMeTaHepUHy, BaHININMUraAaneBoi KUCIOTH i3
ceyelo i BignoBiaHe 3HWKEHHSA apTepianbHOro TUCKY Ha BBEAEHHSA O-aapeHobs1o-
KaTopiB (dpeHTONaMmiHy, periTuHy Ta iH.). [igTBepaxye giarHo3 peoxpomMoumnTomm
TOMiYHa AiarHOCTMKa MyXSIMHK 3a OMOMOrOK YrbTPa3BYKOBOro, pagionoriYyHoro
CkaHyBaHHS, KOMITtoTepHoi Tomorpadoii, AMP, apTtepiorpadii Ta iH. (B.C. INMpuxoabko
n coasT., 1980; M.B. Kybeprep u coasrt., 1987).

I30nboBaHa heoxpomMoLMTOMa, SK NPaBUNO, BUABMASETLCS CNOPaanYHo, ane
MOXe ByTu 3B’A3aHa 3 aBTOCOMHO-AOMIHAHTHUM FE€HOM.

deoxpoMoLMTOMa TakoX € OAHIEI 3 03HaK AesKUX CMHOPOMIB, 30KpeMa,
MHOXMHHOI eHAOoKpUHHOI Heonnasii Il, Il Tunis, doeoxpoMoumMTOMM | NYXNUHK
OCTPIBLEBUX KNiTUH, HenpodibpomaTody 3 dpeoxpomoLmMTomMoto, Xinnens-JlaH-
nay 3 pbeoxpomoumtomoto (E.A. BeHnkosa u coasT., 1993).
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[nasa 4
ANOEPEHLUIAJIbHA OIATHOCTUKA CTAHIB, WO
CYNPOBOOAXYOTbCA CUHOAPOMOM OXXUPIHHA

OXMpiHHA — NaTONOrYHUA CUHOPOM MOPYLUEHHS (Pi3BUYHOro PO3BUTKY, LLO
XapakTepusyeTbca 30inbLIEeHHAM Macu Tina 3a paxyHOK HaaAnuLKOBOro Bigkna-
OaHHSA xupy GinbLw Hik Ha 10-15%.

[N BU3HAYEHHS KiNbKOCTI XXMPY B OpraHiaMi BUKOPUCTOBYOTb hopmyny Siri:
(4.95/Mo — 4.5/Mc , e Mo — BigHoCHa Maca Tina, Mc — cdaktnyHa maca Tina.
BigHocHy macy Tina y xnon4ukis 1-2 — niTHbOro Biky 064MCrooTh 3a dopMyra-
mn 1,1690- 0,0788 x Ig (cyma 4 wwikipHMX cknagok), 6inbLu ctapiuoro Biky — 1,1533-
0,0643 x Ig (cyma 4 wKipHUX CKNaaok); y ais4atok 1—2-niTHeoro Biky — 1,2063-
0,0999 x Ig (cyma 4 wkipHUX ckrnagok), 6inbw ctapworo Biky — 1,1369-0,0598 x
Ig (cyma 4 wkipHnx cknagok); (A.N. KnnopuH, 1978).

BenununHa nokasHuka BMICTY XUPY B OpraHiami, Wo nepesuLLye 3Ha4YEHHSA
97 LUEHTUNBHOro KOpUAopY, CBIAYNTL NPO OXUPIHHSA.

3anexHo Big4 po3nodiny X1UpoBuUX BigkNageHb MOXHa BUOINUTU reHeparni-
30BaHi, flokanisoBaHi 1 3milaHi opMn OXMPIHHS.

4.1. ANPEPEHUIAJIbHA OIATHOCTUKA MNMPU
FEHEPAJII3OBAHOMY OXWPIHHI

HanuacTiwe reHepanisoBaHe OXMPIHHSA, LLO HEe CYNPOBOAXYETbCH 3aTPUM-
KO 3pOCTaHHS AOBXWHW TiNa, Ma€ KOHCTUTYLiOHANbHO-€K30reHHUI | eK30reH-
HUN reHes.

[iarHoCcTUYHMMM O3HaKaMM KOHCTUTYLIOHANbHO-EK30reHHOro Ta eK30reHHOro
OXUPIHHA BBaXaOTb XPOHIYHE NepeBaXKaHHA eHeproxap4oBoro 3abesneyeHHs
Hag eHepreTUYHUMM BUTpaTamu, PiBHOMIPHICTb pO3Mo4iny NigLUKipHOT XXMPOBOT
KNiTKOBUHW, BiACYTHICTb NATOMNOrNYHNX NOPYLLEHb iHLLUMX OPraHiB i cuctem; edek-
TMBHICTb gieToTepanii i npoueayp JIOK. OgHak kniHivHi nposiBn gaHux dopm
reHepanizoBaHoOro OXMPIHHA 3anexaTb Big CTYNeHsA BUpPaXXeHHS HaL MMLIKOBO-
ro BigknagaHHs Xupy.

Mpwy OXKMPIHHI 1-r0 CTyNeHst HaANMLLKOBE BiAKNaAaHHS XMUPY PO3MNOAiNAeTbCA
PIBHOMIPHO; 2-ro — nepeBaxxHO Ha Tyny6i; 3-ro — y Xrnon4yukis nocuneHe Bigkna-
OaHHSA NIALWKIPHOroO XUpY cnocrtepiraetbca Ha Tynyb6i, y AiBY4aTOK — B AiNsHUi
Tasa i Ha KiHUiBKax.

B Mipy HakonuyeHHs HaanNULLIKOBOI KiNbKOCTI X1PY BiAMIYaeTbCHA NosiBa ckapr
Ha HEPBO3HICTb, NOPYLUEHHS NOBEAIHKN OUTUHW, HIYHUI eHypes, Oinb B OingHui
XXUBOTA, FOSIOBHUIN BiNb, 3aguLKy npu isM4HOMY HaBaHTaXEHHI, NiABULLEHY
CTOMIMIOBAHICTb. 3’ABMAETLCA CXUMBHICTb A0 YaCTUX NPOCTYAHUX 3aXBOPHOBAHb.
OXMpiHHA 3HAYHOrO CTYMEHSA MOXe CyNpPOBO4KYBATUCSA PO3BUTKOM YCKNaaHEHb
y BUMMSAi BTOPUHHOTO AieHuedansHOro CUHApoMy, NOpYLIEeHb cepLeBo-CyaNH-
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HOT CMCTEMIN, ONOPHO-PYXOBOro anapary, rinepkopTULN3MY, CTaTeBMX Po3rajis
(A.W. KnuopuH, 1978; M.A. XKykosckuit, 1982; E.A. Beton n coasT., 1986;
O. Hovels et al., 1984; M. Vignolo et al., 1988).

KOHCTUTYUiOHaNbHO-eK30reHHa dhopma OXMPIHHA Ha BigMIiHY Bif eK3oreH-
HOT OOPMU XapaKTepPU3yETbCA BUCOKOK YaCTOTOH NOSIBM HAO TULLIKOBOIO BigKna-
AaHHA XUpY 3 nepiogy HoBoHapogXeHocTi (rn. 2.1.1) i cnagkoBoto 06TsKeHi-
ctio (A.0. Ucaesa, B.K. OneinHuk, 1987; B.N. NpuweHko, A.®. AkoBueBa, 1991).
BapTo 3BepHyTW yBary Ha Te, WO MPU KOHCTUTYLiOHANbHO-EK30reHHin hopmi
OXUPIHHA YCNaAKOBYETbCA HU3bKa YyTNMBICTb OO NepeifaHHs, a HagmLwKoBe
BiQKITaQaHHS XXUPY Mae HyNbOBWU iHAEKC reHeTu4HoI getepMinadii (C. Bouchard,
1988).

[MeBHe giarHOCTUYHE 3HAYEHHS HagalTb AepMaTornidiyHUM NOKas3HUKaM.
Y fiTen i3 KOHCTUTYLOHaNbHO-EK30reHHOK DOPMOKD OXUPIHHS BigMIYaOTbCS
30inbLUeHHs rpebeHeBoro a-b paxyHKy, aHoMarnbHe 3aKiHYEHHSI FOfIOBHUX A0-
NOHHMX MNiHIN, peaykuis ninii C, 30inblIEeHHsT BENMYMHKM KyTa atd, HasiBHICTb Ao-
patkosux Tpupagiycis t (H.H. Kanaase un coasT., 1992).

OundepeHuianbHa giarHOCTUKa 3aXBOPHOBaHb, AKi CYNpPOBOAXKYOTHCH reHe-
pani3oBaHUM OXMPIHHAM 3HAYHOK MiPOH 3aNeXUTb Bif NOEOHAHHSA NMEBHMX CUM-
NTOMIB: 3aTPUMKM 3POCTaHHS AOBXWHK Tina, NOpyLeHb PYHKLiA LeHTpanbHoI
HEepPBOBOI CMCTEMMU, FNNEPKOPTULIN3MY, LIYKPOBOIO AiabeTy, rinornikeMiyHnUX Kpusie
(MOXnMBO, rinornikemiyHMX cygoMm), LWKIpHOro kcaHtomaTtosy i (abo) rinepnino-
npoTeigemMii, MHOXXWHHUX aHOMani Po3BUTKY, NepegyacHOro CTaTeBoro pos-
BUTKY (M. 6), Bipuniamy (rn. 7), rinoroHaguamy (rn. 9); (M. Murata, 1989).

Mpn andepeHuianbHin giarHOCTULi reHepanizoBaHOro OXMpPIiHHSA HeobXxia-
HO BpaxoByBaTW, O HAAMMLIKOBE BiAKNaAaHHSA Xupy moxe 6yTu nos’sisaHe 3
TpUBanNnm 3acTocyBaHHAM deHoTia3nais, iIHCYNiHY, a TaKoX i3 3aXBOPIOBaHHSA-
MM, O OOMeXylTb pyXOBY aKTMBHICTb MauieHTa (noniomienitoMm, pesMaTtums-
MOM, TyOEepKyNbO30M TOLLO).

4.1.1. AMOEPEHUIAJIbHA OIATHOCTUKA MNMPU OXKWUPIHHI, LLO
CYNPOBOOAXYETbCA 3ATPUMKOIO 3POCTAHHA OOBXUHU TINA

"eHepanizoBaHe OXUPIHHS, 3aTpMMKa 3POCTaHHS AOBXWUHW Tina B NOegHaHHI
3 aKpPOMIKpI€E, MIKpOMEHICOM, CXMUMbHICTIO A0 repogepmil CBig4mMTb Npo Heao-
cTaTHicTb comatoTponiny (rn. 1.1.2.1.); 3 orpybiHHAM puc 06nuyys, nporpecy-
0400 PO3YMOBOIO BiACTanICTO, CIM30BMM HabpPSIKOM, BUPaXEHO 3aTPUMKOIO
ocudikauii ckeneta — npo rinotupeo3d (rn. 1.1.2.2); 3i CKpUBNEHHAM KiHLIBOK,
rinokanbuieMiyHMMK cyaoMamu, Kanbumdikatammn — Npo ncesgorinonapartmpe-
03 (rn. 1.2.2.1.3.); 3 rinoTanamivyHMMn po3nagamm — npo uepebpanbHy opmy
OXMPIHHEA (. 4.1.3); 3 NiABMLLEHO NPOAYKLIEID MITIOKOKOPTUKOIAIB — NPO rinep-
kopTnumnam (rn. 4.1.4); 3 uykposum giabetom i renatomerarsnieto — Npo CUHAPOM
Mopiaka (rn. 4.1.5); 3 paHHbOIO NOSABOIO BTOPUHHMX CTATEBMX O3HAK — MpPO ne-
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peavacHui ctateBui po3BuTOK (M. 6); 3 aedbeminisauieto, mackyniHisauieto,
ripCyTM3MOM — Npo Bipuniam (rmn. 7).

4.1.2. ANOEPEHUIATIbHA OIATHOCTUKA MNMPU OXWUPIHHI, LLIO
cynrpoBoaXyeTbCA NPUCKOPEHUM TEMIMOM POCTY

'eHepanizoBaHe OXWPIHHA | MPUCKOPEHWUIA TeMIN POCTY XapakTepHi Ang ny-
OepTaTHo-toHaLUbKoro aucnityitapuamy (rn. 4.1.4), ctaHiB, 3yMOBNEHUX rinep-
npoAykuieto comatoTponiHy (rn. 2.1.2), Moxe cnocTepiratmcsa Npu NyxnuHi rino-
TarnamMi4yHol 30HM rofloBHOrO MO3Ky, cuHapomax KnerHa-Jlesina (rn. 4.1.3), J1o-
ypeHca-MyHa i bapge-bigns (rn. 4.1.8).

4.1.3. ANPEPEHUIANBHA OIATHOCTUKA MNMPU OXWUPIHHI
LLEPEBPAJIbHOIO rEHE3Y

BigMiTHUMK KniHIYHMMK ocoBnuBocTaAMU LiepebparnbHOro OXUpiHHSA €: 1)
BEreTOCYANHHI Ta HEBPOJIONiYHI po3naaun, Wwo NepeayroTb OXUPIHHIO (MPU KOH-
CTUTYLiOHaNbHO-€K30reHHi hopMi OXXMPIHHA BOHM PO3BUBAIOTLCS Ha TNi BUpa-
XXeHOoro 306inbLUeHHS NiIALWKIPHOT XXMPOBOT KNITKOBUHWN); 2) 03HAKN YPaXXEHHS rino-
TanamMivyHOl 30HW rofOBHOrO MO3KY (3aranbHa cnabicTb, acTeHis, NopyLleHHS
CHy, Tepmoperynsuii, noniguncida, Oynimisa, 6e3nprMynHHa TpmBora, BereTocy-
OVHHI po3naaun), BHYTPILUHbOYEPEnHOi rinepTeH3sii (ronoBHUIA Ginb, 6nioBaHHA,
KOpiHUEBI 3HaKK); 3) HAaAMIPHICTb OXUPIHHA (“BUupoanuse” oxunpiHHs); (A.W. Knu-
opuH, 1978; O0.4. WypkiruH 1 coasT., 1980; J1.A. MocTosag, C.I1. MNeTpaw, 1982;
A. TatoHb, 1981).

LlepebpanbHa dhopma OXMPIHHSA, SIK NPaBUo, CYNPOBOAXYETLCS 3aTPUM-
KO 3pOCTaHHA LOBXWUHM Tina.

LlepebpanbHe OXWpiHHA, Ke CYNpOBOOXKYETLCA 3aTPUMKOI 3POCTaHHSA
OOBXWHU Tina, Moxe ByTU CNpUYMHEHE NYXITMHOK, MOP(OdYHKLiIOHaNbHUMN
3MiHaMM rofiOBHOINO MO3KY, LLIO BUHWKNKW BHACNIAOK NEpEeHeceHnx TpaBM, 3a-
nanbHNX 3aXBOPKOBaHb LIEHTParibHOI HEPBOBOI CUCTEMM, @ TAKOX BYyTM OJHIED
3 03HaK agmno3oreHitanbHoi aucTpodii (cnHgpomy lMNexkpaHua-babiHcbKoro-
®penixa), cuHgpomiB Oebpe-Mapi, MNpagepa-Ilabxapta-Binni, KoxeHa, bep’e-
coHa-dopcmaHa-fllemaHa, JayHa, XaHxapTa, JloypeHca-MyHa i bBapae-bigns,
biemoHga-BaH-borapTa, akpouedanononicnHgaktTunii KapneHtepa, akpoueda-
nocuHpaktTunii CammiTa.

Y XBOpuMX Ha uepebpanbHy hOpMy OXMPIHHA M03a 3arexHicTio Big HasiB-
HOCTi O3HaK BOTHULLIEBOrO YPaXKeHHS LLeHTpanbHOI HEPBOBOI CUCTEMUN PEKOMEH-
OY0Tb BUKITOYUTU O6’EMHUIA NPOLLEC FrONTOBHOIMO MO3KY.

lMoegHaHHS OXUPIHHSA, 3aTPUMKM 3POCTaHHSA OOBXWHWU Tina, rinotanamiy-
HMX po3nagiB opraHiYHOro reHesy 3 rinoreHiTaniamMoMm i rinoroHagoTPOMHMM rino-
roHagM3amMom sBrisie cobo agunos3oreHitanbHy gucTtpodito. MNMpu ocTaHHIN
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BiJ3HAYaeTbCs BigKNagaHHSA HAOSIMLLKOBOTO XMPY MEPEBaXKHO B AiNAHU MO-
NOYHKX 3a5103, CMVHW, HWXKHBOTO BiaAiny XXMBOTA, CTErOH. XapaKTepHi cTpii po-
XEBOro KosfibOpy Ha XWBOTI, CTerHax, LiaHOTUYHICTb LUKIpWU B AiNSHUi CigHWULb,
donikynitTn. BupaxkeHa cxunbHicTb 0 rinoToHii i rinornikemii (M.A. XKykoBckui,
1982; R.P. Lamas et al., 1985).

CwuHppom [Jebpe-Mapi xapaktepusyeTbCs paHHiM PO3BUTKOM rinoTanamiy-
HOMO OXMPIHHSA | HAsIBHICTIO y XBOPMX oniroguncii, onirypii i BUAiNeHHs ceuvi 3
NOCTINHO BMCOKO BigHOCHOMW wWinbHicTio (B.C. JlykbsaHunkos, M., Banabon-
kuH, 1985; N.B. XaBuH, 1986).

Cungpomu MNpapepa-Nabxapta-Binni, bep’ecoHa-PopcmaHa-IlemaHa, Ko-
xeHa, JloypeHca-MyHa i bapge-biang, biemoHaa-saH-borapTa, [ayHa, akpoue-
danononicnHaakTunii KapneHtepa, akpouedanocungakrtunii Cammita, XaHxap-
Ta, NPU SKNX OXUPIHHS Mae rinoTanamivyHUm reHes, Bigpi3HATHECA MHOXUHHN-
MW aHomanigamu po3BuTKy (rn. 4.1.8).

lMpncKopeHnin TeMn 3pOCTaHHS OOBXWHM Tifla Npu reHepanisoBaHoOMy
OXMPIHHI, WO NOEaHYETLCA 3 rinoTanamiyHMMK posnagamu, Moxe crnocrepira-
TMCS Npu 06’€MHOMY YTBOPEHHI rinoTanamMivyHol AifIiHKM rofloBHOrO MO3KY, My-
BepTaTHO-toHaLUbKoMy AUCNiTyiTapuami i cuHapomi KneriHe-JlesiHa.

Po3BUTOK OXMPIHHA LepebpanbHOro reHesy B NOe4HaHHI 3 MPUCKOPEHHSIM
POCTY OOBXWHM Tina i NPOrpecyto4o0 BOrHULLEBOK CUMMTOMATUKO YPaXXEHHS
LeHTpanbHOI HEPBOBOI CUCTEMU CBIAYUTb MPO BUCOKY IMOBIPHICTb ICHYBaHHS
06’eMHOro yTBOpEHHS B AingHLUi rinoTanamyca.

MaHidpecTauia 3axsoptoBaHHA B ybepTaTtHUIM nepiod naToOrHOMOHIYHa AN
nybepTaTHO-HOHALLKOro gucniTyiTapmamy (nybepraTHo-rinoTanamiyHoro CUHA-
pomy) i cuHgpomy KnenHe-JleBiHa. [Ny6epTaTHO-tOHALBKUIA AUCHITYiTAapnU3Mm
BigpisHAeTbCA Big cuHapomMy KnenHe-JleBiHa npodBamMmu rinepkopTuumMamMy
(rn. 4.1.4), BiOCYTHICTIO TriNepCOMHil.

MepemixHa rinepcomMHis (Hanagy NaTtonoriYHoi COHMMBOCTI), Aucdopis,
BiAYYTTS HEBTOMMMOIO rosiIo4y, WO BMHUKAE NEPIOANYHO, i rinornikemivyHi Hana-
AN € NaTOrHOMOHIYHMM CMMMOTOMOKOMMNeKcoM cuHgpomy KneinHe-JleBiHa
(B.I'. Borpanuk n coaBT., 1988). NpuckopeHHs 3pOCTaHHA JOBXWHM Tina — He-
nocTinHa o3Haka cuHapomy KnerHe-JleBiHa.

OXMPiIHHA y NOEAHAHHI 3 YPaXeHHAM LeHTparnbHOI HepBOBOI CUCTEMW Xa-
pakTepHe TakoX Ans cmHgpomiB AnbcTpema-XanerpeHa-Ecangepa i miokno-
Hyc-eninencii.

CuHpgpom AnbcTpema-XanbrpeHa-EcaHaepa xapakTepmsyeTbCa HasiBHICTHO
y XBOPUWX Ha iHCYNiHHe3anexHu uykposun giabet (rn. 4.1.5).

Eninencis, Wo BMABNAETLCA NEPEBAXKHO HIYHUMUN BENMKUMU Npunagkamu,
y NOEOHAHHI 3 OXXMPIHHAM MOXe ByTM OOHIEI0 3 03HAK MIOKIMOHYC-eninencii (xeo-
po6a YHdeppixTa-JlyHabopra). MioknoHyc-eninencia Mmae nporpeaieHTHU xa-
pakTep, NnoYnMHaeTbcd y 6—13-niTHLOMY BiLli 3 eninpunaakis, Hagarn NPosBNAETLCS
NPUEAHAHHAM A0 KMiHIYHOT KapTUHM MIOKNOHIYHUX NOCMWUKYBaHb NPOKCUMarb-
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HUX M’A3IB KiHLIBOK, Tynyba, 06nmyys, rmoTkM i pO3BUTKOM €MOLINHO- iIHTENEK-
TyanbHOro perpecy. Tun cnagkyBaHHS 3aXBOPIOBaHHS — aBTOCOMHO-PELIECUB-
Hun (J1.0. BagansH v coasT., 1980; J1.J1. N'ycera, O.IN. Cngoposa, 1984).

4.1.4. ANOEPEHLUIANBHA AIATHOCTUKA NPU FNMNEPKOPTULIN3MI

XapakTepHUMU KNiHIYHUMU O3HaKaMu rinepKopTULM3MY €: 1) OXUPIHHS, LWO
XapakTepusyeTbCs CBOEPIOHMM PO3MNOAINOM NigLWKIPHOT XMPOBOI KITITKOBUHA 3
BigKNagaHHSAM XMpY NepeBaxHO B AiNAHLUI 06nu4ys (BUNHYTI WOKK, “Micaueno-
AibHe 06nnyus”), Hag CVII xpebuem (“knimakTepuyHnin”, “GyriBonosuin” ropo),
HaOKIMOYNYHNX 3anaguH, NNeYoBOro nosca, XX1UBoTa, CrvHM 3 BiGHOCHO XyAnMU
KiHLiBKaMu; 2) CyxiCTb LUKIpWU 3i CXWUMBHICTIO O rinepkepaTosy, PO3BUTOK CTPIi
BiZl POXXEBOIro 40 YEPBOHO-(PiONETOBOro KOMbOPY B AiNSAHKaX XUBOTA, CigHWULb,
MOSOYHUX 3an03, PO3MilleHUX NepneHANKYNAPHO A0 HAMNpPsSMKy pPO3TAraHHSA
LWKipK, NOYEPBOHIHHA 00MMYYs, akpoLuiaHO3, rinepTpuxo3, YacTte BUHUKHEHHS
acne vulgaris, rHOSIMKOBMX 3axXBOPHOBaHb LUKIpK; 3) apTepianbHa rinepTeHsis
nepeBaxHo AiactoniyHa; 4) m’a3oBa cnabkicTb, 3yMOBreHa aTpodieto M’ 130BOI1
TKaHWHW; 5) reHeparni3zoBaHWi 0OCTEONOPO3, HedporiTias, MOB’sA3aHi 3 NOPYLUEH-
HAM O0OMiHY KanbUito; 6) NOpYyLIEHHSA TEMNY i XapaKkTepy CTaTeBOro pO3BUTKY; 7)
CYMNTOMAaTUYHWI LyKpOBUIA AiabeT; 8) BTOPUHHMI iMyHOoaediunT; 9) 3mMiHK ncu-
XiYHOI QiANbHOCTI Y BUrNSAAi 3HWKEHHA nam’aTi, Aenpecii abo endopii (M.A. XKy-
KOBCKMI 1 coaBT., 1977; M.3. BpoHwTeinH, 1990; .. Oepnos, B.W. Oenos, 1992;
O.A. Muller, 1985; J.S. Hyams, D.E. Carey, 1988).

Mpu BMpaxeHin rinepnpoaykKuii MiHEpanoKOPTUKOIAIB BUABISIETLCS rinoka-
niemivyHnr ankanos. KapauMHanbHOK O3HaKO MNepKkopTULM3MY € Haa MLLKOBA
NpoayKLia KopTUKoCcTepoiais (cxema 43).

inepkopTULM3M MOXe MaTu LieHTparbHy, nepudepnyHy (3axBoproBaHHsS Haa-
HUPKOBMX 3a5103), EKTOMIYHY NPUPOAY (EKTOMIYHI FOPMOHOMNPOAYKYHOYI MYyXITUHN).

[MaTOrHOMOHIYHNUM CMMMNTOMOM 3aXBOpPHOBaHb, 3YMOBIIEHMX TiNepnpoayKuieto
KOPTMKOTPONIHY, € rineprirMeHTaList LUKipW, ika HarbinbLl BUPpaXkeHa B AiNSHLj LWKi,
NPUPOOHMX LLKIPHMX CKNaAoK, y MiCUAX MiABULLIEHOrO TepTS, a AN nepudepuyHo-
ro rinepkopTUymnamy Binbll XapakTepHe MNOPYLLUEHHS CTaTEBOro PO3BUTKY Y BUMMA;
i30- ab0 reTepoceKkcyanbLHOro nepegYacHoro CTaTeBoro po3suTKy (. 6 7).

[ns ToTanbHOro rinepkopTULM3MY LIEeHTPanbHOro i EKTONIYHOro reHesy xa-
pakTepHi nigBuLLieHa NpoayKLis KOPTUKOTPONMiHY | FOPMOHIB KOpY HaOHUPKOBUX
3anos, a ans nepugepmnyHoOro — NOEAHaHHSA 3HMXXEHOT NPOAYKLUii KOPTUKOTPO-
niHy 3 NiABULLEHNM CMHTE30M KOPTMKOCTEPOIaiB.

OgpHieto 3 nepwux i HaMBINbLW JOCTYNHUX AndepeHUianbHO-4iarHOCTUYHMX
npouenyp npuv Nigospi Ha rinepkopTUKanbHUN reHe3 OXUPIHHA PEKOMEHAYHOTb
BMKOPUCTOBYBaTN Many npoby AekcameTa3oHOBOro TeCTy.

SHWKEHHS PIBHS KOPTMU30MYy B CMPOBATL,i KPOBi Ta iHTEHCUBHOCTI €KCKpeLil
17-OKC i3 ceveto y BignoBiab Ha ABoA060Be AekCaMeTa3OHOBE HaBaHTaXXEHHS
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y A03i 2 Mr/kr Ha foby € xapaKTepHOI 03HaKol NybepTaTHO-OHaLbLKOro gucni-
TyiTapuamy i BiaMidaeTbCs NpU OXUPIHHI HerinepkopTukanbHoro reHesy (E.N. Ma-
poBa 1 coasT., 1992).

[ns nybepTaTHO-HOHALLKOrO ANCniTyiTapuamy (rinotanamiyHoro cMHapomy
nybepTaTHOro nepioay) xapakrepHa nosiea HaaMLKOBOIO BiAKNadaHHA XUpY i
NMPUCKOPEHOro 3pOCTaHHs AOBXMHM Tina B nybepTaTHWIA Nepioa y NOeAHaHHI 3
dyHKUiOHanbHUMM rinoTanamivyHuMmn poanagamu. BigsHavaetbcsa nepesara ncu-
XOeMOLiNHNX, BEreTo-CyauMHHMX POo3nagiB Hag €HOOKPUHHO-0O6MiIHHUMK. [cu-
XOEMOLUiNHI | BEreTo-CyaAnHHI NOpYyLUEeHHS XapaKTepusytTbCs eMOLINHOK He-
CTIMKICTIO, NiABMLLEHOK CTOMIIIOBAHICTIO, MEPIOAMYHUM FONOBHUM Gonem, Tep-
MOIabinbHICTIO, METEO3ANEXHICTIO, FMNepriapo3oM B AiNsAHLi 4ONOHb i NAaXBOBUX
3anaguH, nabinbHicTio abo nigBULLLEHHSAM apTepianbHOro TUCKY. EHOOKPUHHO-
OOMIiHHI NopyLIEeHHs NpeACcTaBreHi rinepkopTULM3MOM LeHTPanbHOro reHeasy i
ancniTyitapuaMom — comaTUYHUM i ctaTeBumM iHaHTuniamom (H.T. Ctapkosa,
1983; WN.B. Kawweea, 1984; B.C. JlykbsaHumkoB, M.V. bBanabonkuH, 1985;
N.B. TepeweHko, 1987; 1989; N.B. [BopswknHa, E.B. MaTtanbirmna, 1993).

KniHiyHO xBopo6a lueHka-KyluunHra BigpisHAeTbCa Bifg NnybepTaTHO-IOHaLb-
KOro AuCNiTyiTapnamMy 3aTPMMKOK 3POCTaHHA AOBXWHW Tina. [Mpu CyMHIBHUX
pesynbTatax gekcameTa3oHOBOI NPobu AiarHOCTUYHUIA BUCHOBOK IPYHTYETbLCS
Ha pesynbTaTax yfbTPa3ByKOBOro i padioi30TONHOro CKaHyBaHHS HAAHUPKOBUX
3ano3 i gocnigXeHHs1 rinogisapHoOTl 30HM FONOBHOIO MO3KY.

Mpn ny6epTaTHO-IOHALbKOMY OMCAITYITapu3aMi Ha BiaMiHY Big XBopobu lueH-
Ka-KyLunHra BUsIBNAIOTLCA HOpMarnbHi PO3Mipy HaOHWUPKOBUX 3ano3, BiACYTHI
nigBULLEHE HaKONUYeHHS NO4OBAHOro XONecTeposy i NaTosorivHi 3MiHK rinodi-
3a (E.N. Mapoea u coaBt., 1992; N.B. BopswkuHa, E.B. MatanbirnHa, 1993).

HeraTuBHi pe3ynbTaT Manoi gekcaMmeTa3oHOBOI Npobu crnocTepiranTbea
npuv xBopo0i lueHka-KyLwnHra, cuHapomi lueHka-KywmHra (ypaeHHi HagHUPKOBUX
3ano3) i rinepkopTuumami ektoniyHoro reHesy (M.A. Xykosckuin, 1982; E.N. Ma-
poBa u coaBt., 1992; A. Kreze et al., 1985).

[ns1 po3amexyBaHHS faHUX NaTONOrNYHNX CTaHIB PEKOMEHOYOTh OOCIioKEH-
HS1 BMICTY KOPTMKOTPOMiHY B CMPOBAaTLi KPOBI i NpoBeAeHHS Npob 3 AekcameTaso-
HOM (BErMKOro TeCTy), METONIPOHOM | KOPTUKOTPOMiIHOM (cnHakTeHom); (C. A. byT-
poea, 1990).

[ns xBopobu lueHka-KyLlumHra xapaktepHuii BUCOKUIA GasarnbHUn BMICT KOp-
TUKOTPONiHY B CMPOBATL KPOBI i HAsIBHICTb BiANOBIAHOT peakuii Ha npenapartu,
LLIO BBOAATLCA: MiABULLEHHSA BMICTY KOPTM30Sy B CMPOBATL,i KPOBi HA BBEAEHHSA
€K30reHHOro KOPTUKOTPONiHY abo MeTOoNiPOHY; 3HWXKEHHS PIBHS KOPTU30MY Ha
BBEEHHSA LEeKCaMeTa3oHY.

Mpwv NyXnWHI KOpY HAZHMPKOBOI 3ar103K (FNIFOKOCTEPOMI) Bi3HA4YaETbCA Pi3KO
3HMXKeHa B6asanbHa KOHLEHTpPAList KOPTUKOTPOMiHY Maike A0 HEBU3HAYYyBaHOI
BENUYMHW i BIACYTHS BigNoBiAHa peakuis NpoayKuii KOpTU3ony Ha Aito Aekcame-
Ta30HY, METOMIPOHY | KOPTUKOTPOMIHY.
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[na eKkToniyHoro reHesy rinepkopTULM3MY XapakTepHe NoegHaHHSA Bupa-
XKEHOI rinepKopTUKOTPOMIHEMIT | HEraTUBHUX pe3ynbTaTiB ddapMakonoriyHmx npod
3 KOPTUKOTPONiHOM i MeTonipoHoM. OgHak npobu 3 gekcameTa3oHOM | MeTOni-
POHOM 4YacTo AatoTb MOMUIIKOBI pedynbTaTh. HanbinbLe giarHocTuyHe 3Ha4YeHHS
Mae npoba 3 KOPTUKOTPOMIHOM, Sika cepe OaHOro Kona 3axBOpHBaHb 3aBXan
Nno3uTMBHA Tifbku Npu xBopobi lueHka-KywuHra (A.B.A. Samra et al., 1985; B.
Allolio, 1987; E. Cagliero, M. Lorenzi, 1987; S. Zacharieva et al., 1989).

lnepkopTULMN3M EKTONIYHOrO reHe3y Moxe ByTn CNPUYUHEHUIA EKTOMIYHO
rinepnpoayKLuieto KOPTUKOTPOMiHy abo kopTukonibepunHy. 36iNbLLIEHHS KOHLEH-
Tpauii KOPTUKOTPOMiHY B CMPOBATL KPOBi HA BBEOEHHS KOPTUKONIOEpUHY xa-
pakTepHe AN eKTONIYHOI NpoayKLii KopTukoniGepuHy, BiACYTHICTb BigNOBIgHOT
peakuii cBig4YMTbE NPO eKkToniyHy npoaykuito koptukoTponiHy (M.B. KoraH u co-
aBT., 1989; |. Yumaiji et al., 1984; J.L. Belsky et al., 1985; B. Allolio, 1987).

MNpn HEMOXITMBOCTI JOCHIAKEHHS BMICTY KOPTUKOTPOMIHY B CUPOBATLi KPOBI
OPIEHTOBHOI 03HAKOK EKTOMIYHOI NPOAYKLiT KOPTUKOTPOMIHY € BUPaXXEHWIA rino-
kaniemiyHui ankano3s (B. Allolio,1987).

CyTTeBe 3HaveHHs B AudepeHLianbHin giarHOCTULi 3aXBOPOBaHb, O CyM-
POBOLXKYHOTBCA TOTaNbHUM TFiNEPKOPTULM3MOM, MaldTb MeTOAM Bidyanisauil:
KOMM'OTEPHA | MarHiTHO-pe3oHaHCcHa TomMorpadisi rOfIOBHOrO MO3KY | HAQHUP-
KOBMX 3a5i03, a TaKoX ynbTpa3ByKOBe, Padioi30TOMHe CKaHyBaHHA HaOHWPKO-
BMX 3ano3.Tak, ansa xsopobu lyeHka-KylwmHra naTorHoMOHIYHUM € ABOCTOPOHHE
andpysHe abo andy3sHo-By3nmMKoBe 30iNbLUEHHA HAOHUPKOBMX 3a503, NiaBULLEH-
HSA HaKoMMYeHHs i30Tony B 060X HAaAHMPKOBKMX 3aro3ax i BUCOKa YacToTa age-
HOM rinodisa; Ans NyXJIMHU KOPU HaOHWMPKOBOI 3ano3n — 30iNblIEHHsT OgHi€el
Ha4HMPKOBOI 3aro3n (06'eMHe YTBOPEHHSA B MPOEKLii HAaQHMPKOBOI 3anosn),
NiABULLEHHSA HAKOMUYEHHS MOAOBaHOIo XONecTepony B ypaXeHin HagHUPKOBIN
3ano3si; 4ns eKToniYHOT NPOAYKLii KOPTUKOTPOMiHY abo KopTUKonidéepunHy — oBo-
CTOPOHHE 30inblUEHHS i NiABULLEHHS LWiNbHOCTI HAOHUPKOBUX 3anos. MNpu ek-
TOMIYHIN NPOAYKLUIT KOPTUKONiIGEpPUHyY, ane He KOPTUKOTPONMiHY, MOXITMBE BUSIB-
neHHsa ageHoMu rinogoiza (H.N. Mapoea 1 coaBT., 1992).

3 ornagy Ha Te, WO Nyx/nHa, sika € eKTONiYHMM NPoaYLLEHTOM KOPTUKOTPO-
niHy abo KopTUKonibepuHy, Moxe ByTN po3MilLleHa B Pi3HUX opraHax — TUMYCI,
nereHsax, si€9YHMKax, NigWNyHKOBIN 3ano3i Ta iH., 11 NOWYK 34IMCHIETBCA Ha
nigctasi rpagieHTa ropMoHy, WO NPOAYKYETLCS, B PI3HUX KPOBOHOCHUX CyANHAX
i 32 4ONOMOro0 KOMM'OTEPHOI Ta MarHiTHO-pe3oHaHCHOT Tomorpadii.

KniHiKO-eHOOKPMHOIOTiYHI O3HAKKN rinepKopTULU3MY HAZHUPKOBOIO reHesy i
OBOCTOPOHHSA rinepnnasia HagHMPKOBUX 3ano3 cBigvatb NpO MIKPOBY3MUKOBY
agpeHoKopTUKanbHy AMCNnasito, BiporigHa AiarHoCTMKa SKOI 'PYHTYETbCA Ha pe-
3yrbTaTax ricTonoriyHoro gocnimxeHHs diontaTty HagHMpkoBumx 3anos (B.O. Hod-
ge, T.A. Froesch, 1988).

MoegHaHHs TOTaNbHOrO riNepPKOPTULM3MY, CIPUYNHEHOrO MiKpoageHoMa-
TO30M KOPW HAZHUPKOBMX 3a03, 3 MMKCOMOH nepeacepab, MHOXUHHUMU CIIN30-
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BMMU Herpodibpomamu, Lo nokanisyloTbCa NepeBaXKHO B AiNsHLI NOBIK, YepBO-
HOT 06nAmIBKM ry6, ByX, i 3 NNAMUCTOO rineprirMeHTaLieto LWKipy € NnaTorHOMOH-
iYHMM CMMMTOMOKOMMSIEKCOM cnHapoMy KylumHra 3 nepencepaHor MiKCOMOR,
CNn30BUM HenpodibpomaTo3om i nirmeHTHUMK nRsimamun (cuHgpoMmy NAME a6o
LAMB). CvHApOM yCcnaakoBYETLCS 3a aBTOCOMHO-AOMiHAHTHMM Tunom (E.A. be-
HWKOBa n coasT., 1993).

Mpwu cimerHOMY XapakTepi rinepkopTULN3MY PEKOMEHAYHOTb A0CHIoXKYBaTH
wmTonoaibHy, napawmTonogidHi, NigWwnyHKoBY 3ano3n Ans BUKNIOYEHHA MHO-
XMHHOT eHOoKpUHHOI Heonnagii | Tnny (1. S. Salti, I. S. Mufarry, 1981).

OXMpiHHSA, 3yMOBIEHe TinepKopTULN3MOM, MOXe OyTu noB’dA3aHe 3 npui-
MaHHSIM fikapCbKMX npenaparis, WO MICTATb MOKOKOPTUKOIAN.

4.1.5. ANOEPEHUIAJIbHA AIATHOCTUKA MNMPU OXWUPIHHI, LLO
CYNPOBOMXKYETbCA LYKPOBUM AIABETOM

3 orngaay Ha Te, WO OXMPIHHA € OAHNM i3 (hbakTopiB pU3nKy PO3BUTKY LIYKPO-
BOro fiabeTy, BCiM XBOPUM 3 OXMUPIHHAM pEeKOMeHAYHTb NpoBeAeHHA MOHITO-
PUHTY BMICTY LyKpY B KPOBI, AOCHIOXEHHSI TOriepaHTHOCTI Ao rmoko3u (J1.A. Mo-
ctoBag, C.I1. MNMeTtpaw, 1982).

MoeaHaHHsA reHepani3aoBaHOro OXMPIHHS | LYKPOBOro aiabeTy € xapakrep-
HMM CUMNTOMOKOMMIIEKCOM cuHApOMiB AnbcTpema-XanbrpeHa-EcaHgepa i
Mopiaka, a Takox crnocrtepiraeTbcs npu rinepninonpoteigemii I, 1V, V tunis
(rn. 4.1.6) i 3aXBOPIOBAHHSIX, WO CYNPOBOMKYIOTLCS MNEepnpoAayKLi€t0 KOHTpP-
iHCYNSAPHUX FOPMOHIB — coMaToTponiHy (rn. 2.1.2), rntokokopTukoigis (rn. 4.1.3).

Cunpgpom Anbctpema-XanberpeHa-EcaHgepa xapaktepusyeTbesi nporpegi-
EHTHUM nepebirom. Y paHHbOMY abo AOLLKINBHOMY Billi XBOPOro BUHMKAE MNpo-
rpecytoye sHMKeHHS LieHTparbHoro i nepudepuyHoro 3opy, 3yMoBIieHe NirMeH-
THOK JereHepalieto CiTKiBKM, pO3BMBAETLCS rMyxoTa. Y nybeptaTtHui nepioa
00 KIiHIYHOT KapTUHW 3aXBOPKOBaHHA NPUEOHYETHCA iHCYMIHHE3aNeXHU LyK-
poBuin aiabeT. JaHuii cMHOPOM 3B’siI3aHMIA 3 aBTOCOMHO-PELIECUBHMM FTE€HOM
(FO.N. bapawHes, KO.E. BenbTtuwes, 1978; C.M. Kosnosa n coasT., 1987).

OXMpiHHSA, HA3BKWUIA 3pICT, renaTtomerarnis Ha GOoHi TpuBarnoro nepebiry Lyk-
poBOro giabeTy — NaToOrHOMOHIYHaA 03HakKa cuHapomMmy Mopiaka. Y gaHumx XBopux
BiA3HAYaETbCA KYLUMHIOIAHMI TUN BiAKNaAaHHA HAO IMLLKOBOIO XMpY (NepeBax-
HO B AiNsiHUi 06nnM44sa | BEpXHii nonoBuHi Tyny6a), 3HauyHe 36inblUeHHS neviH-
KW, pO3MipU SKOT 3MIHIOKOTLCS NMPOTAroM AHSA (CMMMATOM “nediHka-rapMoHika”),
3aTpuMKa CTaTeBOro po3BUTKY i reHepanizoBaHuin octeonopos (H.B. MNpoueHko
n coaBT., 1990; O. Monecky, 1977).

lMoeaHaHHs OXMPiHHSA, 3aTPUMKK 3POCTaHHSA OOBXMHK Tina i LyKpoBoOro gia-
GeTy 3yCcTpivaeTbCs Npu AeSKMX XPOMOCOMHUX i CMaAKOBUX CUHAPOMaXx: Tpu-
comii 21 (rn. 1.1.1.3.1.6), MNMpagepa-Jlabxapta-Binni, JloypeHca-MyHa i bapae-
bignsa (rn. 4.1.8), WO BiAPI3HATLCA MHOXUHHUMW aHOMasnisiM1 pO3BUTKY.
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4.1.6. AMOEPEHLUIAJIbHA OIATHOCTUKA MNMPU OXKWUPIHHI, LLO
CYNPOBOOXYETbLCA HAMNAOAMM MO MIKEMII

OXMPpiHHSA, sike He CyNPOBOAXYETLCA 3aTPUMKOIO 3pOCTaHHS AOBXMHM TiNna,
y NO€EQHaHHI 3 rinornikeMiYHMMM Hanagamy xapakTepHe A58 AesKnX 3axXBopto-
BaHb, 3yMOBMEHUX FiNepiHCYNiHI3MOM.

OCHOBHUMM KpUTEPISIMU, LLIO [O3BONAOTL BiAPI3HUTY rinepiHCyniHEMIYHY Big
HerinepiHCyniHEMIYHOI rinornikemii, BBaXkatoTb CMiBBIgHOLLIEHHS BMICTY iHCYMIHY i
rNIHOKO3M B CMPOBATLi KPOBI | HAsiBHICTb abo BigCYTHICTb KeTo3y (cxema 44).

Anga rinepiHcyniHeMi4HOI rinornikemii cneymdiyHi Bucokumn piseHb (1,1+0,2)
CriBBiAHOLIEHHSA BMICTIB iHCYIiHY i FNIOKO3M (NpW HerinepiHCyniHEMIYHIN rino-
rnikemii 3HayeHHsa gaHoro cnieeigHoweHHs Bignoeigae 0,2+ 0,03) i BiACYTHICTb
keto3y (J. D. Antunes et al., 1990).

Po3pi3HA0TE rinepiHCyiHEMIYHY TFiNOrnikeMito HaTLLe | peaKTUBHY.

lnornikemis HaTLLe 3yMOBIrieHa rinepcekpeLieto iHCYyiHy, He3anexHoto Bif
npuiMaHHa ixi. FinornikemiyHi Hanagu HaTtwe abo nicnsa ¢isanyHOro HaBaHTa-
XEHHS (Y AiTen 1-ro poky XUTTH rMikemis Hux4e 3a 2,2 MMonb/n, y aiten ctap-
LLIOro BiKy — HWK4Ye 3a 2,8 MMOnb/N) XxapaKkTepHi Ans iHCynomMu (ageHOoOMM NaHK-
peaTU4HMX OCTPIBLIB), iIHCYNIHMPOAYKYYOI TepaToMmn, He3maiobnacTosy, CuH-
apomy BinemaHHa-beksiTa, CiMeNHOI rinormnikemii HOBOHapPOXKEHUX.

Mpy BUpaxeHoMy rinepiHCyniHi3Mi, WO Han4yacTile 3yCTpivaeTbCs Yy XBO-
pux 3 iHCYNoMOlo, MOXe crocTepiratucs nosHa Tpiaga Yinnna: (1) po3BuTOK
HenponcMxonaTn4yHMX NopyLUeHb i agpeHeMiil (gpaTiBnMBOCTI, cnabocTi, nigsu-
LLleHOro NOTOoBMUAINEHHS, OnigocTi WKipuW, TaxikapAii, rinoTepmii, roroBHoro 6onto,
M’s1I30BOrO rinepToHycy, rineppednekcii, 4unnonii, OHiMiHHA ry6, KiH4YMKa s3uKa,
HeTepnnAYOoCTi, TPMBOMN) 3 HACTYMHOK BTPATOI CBIAOMOCTI | BAHUKHEHHSAM KI10-
HIKO-TOHIYHMX CyOO0M, MOB’SI3aHMX i3 TpMBAsnow rofiogHoK naysow abo disny-
HUM HaBaHTaXEHHAM, (2) 3yMOBMEHUX Finornikemieto, (3) i 3HiMaroTbCA BBE4EH-
HSAM FITHOKO3MW.

Ona nigTBepaXeHHA opraHivyHOro reHesy rinepiHCyniHisMy pekoMeHOyTb
BMKOPUCTOBYBATM (PyHKLiOHaNbHi Npobu 3 npenapatamu, Lo NigCuoTb Npo-
AYKUito iHcyniHy (TonByTamigom, rniokaroHoM, nNenumHoM) abo NPUrHidyTb NOro
CUHTE3 (COMaTOCTaTUHOM, iHCymniHOM pub). MNpu rinepiHcyniHi3aMi opraHiyHoro
reHesy He BigOyBaeTbCS 3MiHW BMICTY [THOKO3M Ta iHCYMiHY B CMpOBAaTLi KPOBI
nicnsa BBeAeHHA AaHuX hapMakomnoriYyHUx npenaparTis.

BigpisHnTn iHCynomy Big He3maiobnacto3y 3 BUCOKMM CTyneHeMm Biporia-
HOCTI JO3BONIAKTbL METOAM Bidyanisauii NigLwnyHKoBOI 3ano3n: yrbTpa3ByKoBe,
panioi3oTomnHe CkaHyBaHHS, Komn'toTepHa Ta AMP-Tomorpadis, aptepiorpadisi.
OpHak y pagi Bunagkie yepea marni po3mipu iHcynomm abo i ekToniyHoro posra-
LLyBaHHA, OCTaTOYHWUI AiarHO3 BCTAHOBNIOETBLCA TifTbKM Ha NigcTaBsi ricTonoriv-
HOro JOoCriAXeHHst 6ionTaTy niawnyHKOBOI 3an03K | BU3HAYEHHS rpagieHTa iHCy-
niHy B npobax cnpoBaTKW KPOBI, Y3TUX 3 BEH Pi3HMX BHYTPILLHIX opraHis. [ns



250

‘WonelHIrAoHIdaul Boq13 Ak ogaoduko om ‘iHHIdUXO ndu MiIMLOOHIe|T JoHAauelInHadadut windoluy t4 ewax)

XUHOXY 0deHO90H BLIENOG-BHHBNONTH
KTNOMIILIONLI BHHUI OJ wodrHI))
A
'H qe L
AUHL | BI€RITOOH A A
eHHUAMOTHO ‘
exuda eaodIAL ‘B1oo1rI0dNR A
BHHIDKOH A I
7y ewoledor
ehOIAMATOdIHIITKOH] _ £010BIQOITUEdH _ H e
BIWOI AOH] :
A A
e, H p| BLLIDK €IHY XHUIdSI € BINSMIILIONT |
qe L 'H 7y 2
— A A
£01BNOHOY® UMHHIDKOH |\ MOHKITY JOHII'BHULOBITOW ‘JOHIIRLININON 0d)ed BHULXA] |
KINOMIILIONLI BHAULINBOJ
e, HEOLBE J0GOMHALTII I BHUI'XA] | H
A
BPHEULRIOH .—IMSHEMOE

f f

“HI 1 WOHOJBNOIIrI ‘Oud WOHIIrAOHI ‘WOHHLELIOLEINOD £1 HQOodII IHRLIOIrONEWdR D

*

UEONOIILI | AHIIADH] BHHOIMOHI 411D 9Hod1d yuooug
KINONIILIOULT ‘KHHIAIDK QO




251

He3naiobrnacTo3y xapaktepHa gudy3Ha nponicepadis KniTuH ocTpiBLiB, Nepe-
BaXXHO 3a paxyHOK [3-KMiTUH, a ANg iHCyNOMWN — BOTHULLEBE YpaxeHHs. Heobxi-
AHO BpaxoByBaTW, LLO iHCyrioMa Moxe 6yTn OAHWM i3 NaTOrHOMOHIYHUX NpPO-
ABiB MHOXWHHOI eHAOKpMHHOI Heonnasii | Tnny (A.A. LWanumos 1 coasT., 1983;
A.B. AHToHOB, 3.C. KysHeuoa, 1989; C. Bord et al., 1982; M. Berger et al.,
1983; M. Gough, 1984; E. Dein et al., 1990).

MyxnuHonofibHe yTBOPEHHS B MefiaCcTUHaIbHI abo CakpOKOKLMreanbsHiin
OiNgHKax, WO MICTUTb PEHTIEHOKOHTPACTHI KanbuudikaTi, y NOEgHaHHI 3 rinep-
iHCyniHEMIE0 € NAaTOrHOMOHIYHOK O3HAKO IHCYMIHNPOAYKYO4YOi TEpaTOMMU.

P0O3BUTOK rinornikemiyHmMx cTaHiB y nepLui AHi XKMTTS XBOPOro Bigpi3HSE CUH-
apom BigemaHHa-beksiTa, ciMeriHy rinornikemito HoBoHapomXeHux. AHomanii
PO3BUTKY Y BUrNSAI Makpornocii i NyrnkoBoOI rpuxi [O3BONSAKTb PO3Mi3HATU CUH-
apom BigemaHHa-bekBiTa, a KyLUMHIOIgHWIA pO3noain nigLUKipHOT XKMPOBOI KITiTKO-
BWHW — CIMEWHY rinornikemito HoBoHapomkeHux (rn. 2.1.1).

BuainatoTb paHHIo i Ni3HI0 peakTUBHY rinornikemito. PaHHs peakTuBHa rino-
rnikemisi BUHUKaE nicnst NpUMMaHHA ki abo NPOBOKYETLCA BXUBAH