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Cunapom Cvuta — Jlemsn — Onutiia — peikoe reHeTndeckoe 3abosieBanue, 00y cIoBIeHHOE edeKToM MeTabo M3Ma X0Iec-
TepUHA W TPOSIBIISIONIEECS MHOKECTBEHHBIMI BPOKAEHHBIMU AHOMAJIUSIMU U HEBPOJIOTMYECKUMU HAPYIIEHUSIMU. AHOMAJIH
KUCTEH U CTOI SIBJSIIOTCS OJJHUM M3 BEAYIMX KJIMHUYECKUX TPOsiBJIeHIN cunipoma. [IpeicraBientoe KinHndeckoe Haboze-
Hue manueHTky ¢ cuagapomom Cvmra — Jleman — ONHTIA TO3BOJISIET HATIISTHO TPOIEMOHCTPUPOBATH OCHOBHBIE TIPOSTBJICHIST
JaHHOTO 3a00JIEBaHMSI 1 MTOAYEPKUBAET 3HAYUMOCTD [TPABIJIBHON WHTEPIIPETAIMY OPTONEANYECKUX HAPYIIEHWIT JIJIs1 CBOEBpe-
MEHHOH €ro TUarHOCTHKH.

Kmouesbie cioBa: CUH/IpOM Cmura — Jlemmn — OHI/ITL[a, IIOPOKU Pa3BUTHUA KOHEYHOCTEN.

CONGENITAL MALFORMATIONS OF HANDS AND FEET
IN SMITH-LEMLI-OPITZ SYNDROME
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Smith-Lemli-Opitz syndrome is rare genetic disorder with multiple limb malformations and neurological manifestation,
caused by inborn defect of cholesterol metabolism. Congenital deformities of feet and hands are most common orthopedic
symptoms in this syndrome. Description of a girl with Smith-Lemli-Opitz syndrome demonstrates specific features of this
disorder and emphasize the importance of proper interpretation of orthopedic malformations for early diagnosis of genetic
conditions.
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Cunazapom Cwmuta — Jlemsmn — Onurna — pen-
Koe 3aboJjieBaHne ¢ ayTOCOMHO-PEIECCUBHBIM TH-
MOM HaCJIe/JOBAaHUS, CBSI3aHHOE C HapylleHUeM
MetaboJ3Ma  XoJlectepuHa. BriepBbie  CHHAPOM
6ot omucan B 1964 romy amMepuKaHCKUM Tequ-
atrpoM /laBumom Cmutom, BpauoM u3 bembrum
Jlrokom Jlemsn 1 amepukanckuM BpadyoMm /[zkoHOM
OnuTiieM B COOOIIEHUH O TPeX Mal[MeHTaX Co
CXOJTHBIMU M XapaKTEePHBIMU JTUIEBBIMU TTPOSIBJIE-
HUAMU: MUKpotiedanneil, MUPOKUM aJTbBEOJISP-
HBIM OTPOCTKOM BEpXHEI 4eJI0CTH, TUTIOCTaneH,
HEOOBIYHBIM PUCYHKOM JIePMATOTIN(UKH, BbIpa-
JKEHHBIMM TTPU3HAKAMU HApYIIEHHOTO MUTAHUSI 1
ncuxoMoTopHoro passutus [16]. Bosee getanbhoe
oncanue 60e3H1 ObLIO IIpeacTaBieHo B 1969 romy
R.N. Fine ¢ coaBropamu, oHa Obuia Hassana RSH
syndrome (aKpoHUM W3 TEPBHIX OYKB (haMuJIwmit
TpeX MePBbIX MAIMEHTOB [7].

3abosesanue Berpedaercst y 1 uz 20000—-40000
HOBOPOK/IEHHbIX, HanboJjiee yacTo — y HpeJCcTaBu-

TeJlell eBPOIIeOMTHON PAChl, HO OIMCAHBI CIyYan Uy
Ipe/ICTaBUTE e HETPOUJTHOW 1 a3uaTcKoi pac. [Tpu
3TOM HOCUTEJISIMU JIAaHHOTO TeHa siiisieTcs 1 3 30 ye-
JsoBek [3]. Y Manbunkos 3a60j1€BaHNe BCTPEYAETCS B
TPHU pasa Jariie, ueM y fieBouex [1].

Cunnmpom Cmuta — Jlemnu — Onutia Xapakre-
pU3yeTcs MHOKeCTBEHHBIMU BPOK/IEHHBIMU aHOMa-
JIUSIMA M YMCTBEHHOH oTcTasiocThio. B HacTosiee
BpeMs UAeHTU(UIMPOBAH TeH, OTBETCTBEHHBIN 3a
pa3BUTHE TAHHOTO CHHIPOMA. JTO TeH, KOIUPYIO-
MUH 7-CTeposIpelyKTasdy, HeoOXOMMMYIO JJisi Ouo-
CUHTE3a XOJIeCTepUHA, MyTallud B HEM TIPUBOJISAT
K HEIOCTATOYHON aKTUBHOCTH MUKPOCOMAJTBHOTO
(bepmenTa 7-mernapoxosiecteposi pemaykrassl [1, 5,
20]. 7-meruspoxosiecTepUH HAKAILTMBAETCS B TJIa3Me
1 KJIETKaX MaIeHToB ¢ cuaapoMoM Cvuta — Jlemun
— OnuTia, BbI3bIBas Hapyllenue ux ynkuuu [14].
Ien DHCR7 nokammsosan Ha xpomocome 11q13. B
HacTosiiee BpeMst u3BecTHo 6ostee 120 MyTariuii, u ¢
KaK1bIM rostoM Tenetnyecknii anamm3 DHCRT7 rena
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BBIABJISIET HOBBIE [ 19]. MosekysipHo-reneTnyeckme
MCCJIEIOBAHUS TIOATBEPNIIN CTPOTYIO 3aBUCHMOCTh
MESK/Ly XapaKTepoM MyTallluy U TSKECTbIO KIIMHIYe-
CKUX TposiBiieHnii [18].

HexoTopbie aBTOPBI BBIAEJSIOT /1Ba TUIIA CUH/I-
poma Cmuta — Jlemmm — Ommaria: I tunm — Muoxe-
CTBEHHBIE BPOXKIEHHBIE TTOPOKW PA3BUTHSI, COBME-
CTUMBIE C KU3HbBIO, [I TUTT — ¢ paHHUM JIeTaTbHBIM
ncxoqom. Pazauna mexay 1 u Il tunmamu cxopee
00yCJIOBJIEHA XapaKTEPOM MYTAIlUH, HEKEJIH TeHe-
TUYECKOH rereporeHHOCTHIO [19].

Cumnrtombl cunzpoma Cmurta — Jlemsnm —
OmmTiia MOTYT MMPOKO BapbupoBath. [Ipu serkoit
(dhopme 3ab0sIeBaHUsST HAOIIOAAIOTCST HE3HAYNTE -
Hble (pu3NuecKue U MHTEIeKTyalbHble Hapylle-
HU. B TSKebIX cirydyasix BO3MOYKHBI BIDAKEHHbBIE
(usnueckre TOPOKM U TIepUHATAIbHAS CMEpPT-
HOCTh [13]. TUMMUHBIMU ABJASIOTCS HU3KHE Macca
u jgiuHa tenaa npu poxkaeHun (100%), mukpoie-
(banuga ¢ pazupiMu fehopmarugaMu yeperna, y3Kuii
7106, 1echopMUPOBAHHBIE U HU3KO PACHIOJIOKEHHDIE
VIIIHbIE PAKOBUHBI, 11TO3, STTUKAHTYC, KOCOIJIa3ne,
KOPOTKHII HOC € MHUPOKUM KOHYMKOM M OTKPBI-
oMU Briepen Ho3zapsimu (100%), MUKporHaTust u
NTMPOKUM aIbBEOJSIPHBIN KpPall BEPXHEH YestoCTh
(100%), pacimenna HEGa. Takke OTMEYAIOTCS TH-
MOCIIQ/INS U KPUTITOPXU3M, I'UIIepTPodrs KIUTOPA.
Hab6Jmoalorest BposKIeHHbIE TOPOKHU CEP/IIla, aHO-
MaJiny ovek (MOJMKUCTO3, THAPOoHe(PO3, YIABOE-
HUE JIOXaHOK, aHOMAJIMU MOYETOUYHUKOB), aHOMA-
JIK JIOOYJISIIIY JIETKUX, MTUJIOPOCTEHO3, MAaXOBbIe
IPBUKH, TUTIOIA3ud TuMyca [ 12].

[Tartuentsr ¢ curgpomom Cmurta — Jlemnn —
Omnwrifa B GOJIBIIMHCTBE CIyYaeB UMEIOT OTCTaBa-
HUEe B yMCTBEHHOM pasButu, y 50% auarnoctu-
pyercst ayTuaM [15], 9acTo BO3HUKAIOT TIPOOIEMBI
CO CHOM: HapyIlleH! JIbIXaHUs BO CHe, Ype3MepHast
COHJIMBOCTD B /IHEBHOE BpPeMsl, HapyIlleHNsT HOYHO-
ro cHa, 6ecTIoKOIHbBIH coH [20].

N3 ckemeTHBIX aHOMANIW CJelyeT OTMETUTD
OJTHO- WJIN JIBYCTOPOHHIOK TOCTAKCHAIBHYIO TIO-
JIUJIAKTUIIAIO KUucTel u/unum croil. 1lepsbiit nasery
0OBIYHO KOPOTKUI U MPOKCHMATIBHO CMETIEeH C Xa-
paKTepHOU Trurnoriazueil MeTakaprajabHOU KOCTU
1 BO3BBINIEHHOCTU TeHapa. V3 npyrux mopokos
OTIMCAHBI AKTPOMAKTUINS, MOHOJAKTUINS W OJIN-
TOJAKTHUINSL, OPaXUJAKTUJINS, OTCYTCTBUE CPEN-
Hell (asanryu BTOpPOro mnajblia, pajuajibHas WU
yJbHApHAs JleBUAIMS TIaJIblleB, KJIWHOAAKTUJINS,
KaMIITOJAKTUINS W PasjnyHble CUHIAKTUJINH,
pu30- U Me30oMelInyecKkoe YKOpPOYeHHe KOCTeH,
TTOJTMCUH/IAKTUIINS CTOTI, BaJbIyCHAS W BapycHas
nedopmarius cTor, BeIBUX Oefipa, Y-o0pasHast CUH-
naxktuus [I-111 manbieB Ha cromax. Peske BeTpe-
YaroTCs TaKue CKeJeTHbIe aHOMAJINH, KaK CKOJINO03,
ko3, meitHbie pedpa, OTCyTCTBHE pedep, TOHKHE
pebpa [1, 6].

Teuenue 6onesnu. Hapymenne 6uocuHTe3a Xo-
JlecTepUHa MPUBOJIUT K PA3BUTHIO TSKEJBIX (hOpM
3aJIEPKKU BHYTPUYTPOOHOTO POCTa U Pa3BUTH
IJI0/Ia — TUTOJ HE TOJIyYaeT OT MaTepu HeoOXO1u-
MBIii JIJTsT pocTa XoJecTeprH. B ¢Bg3u ¢ aTumM HOBO-
poskzieHHble ¢ cuapoMoM Cmuta — Jlemum — OnuTia
MOTYT UIMETh YPOBEHb XOJIECTEPUHA B TJIa3Me KPOBU
BCETO JIMIb 2% OT HOPMbIL. B HeoHaTaIbHOM TIEpU-
OJle U HA TIEPBOM TO/IY JKM3HU HAOIOMAIOTCS BSLTOE
COCaHue, 3aTpy/[HEHWe TJIOTaHWs, PBOTA, OTKa3 OT
nui. bosiee MOJTOBUHBI GOJBHBIX HYKIAIOTCS B
MUTAHWY Yepe3 30H]I, @ 3aTeM B TeYeHUEe HECKOJIb-
KUX JIeT — 4Yepe3 TacTpocToMmy. TpyaHOCTH Tpu
BCKapMJIMBAaHUK TaKKe MOTYT ObITh 00YCIOBIECHBI
BBIPAKEHHON MUKPOTHATHUEH, KeJIyJOouHO-TuIIe-
BOJIHBIM PedIIOKCOM, AUCMOPPUIAMHI KUIIEIHON
TpyOKU. B TeueHue mepBOTO rofa KU3HU MOYTH
BCET/IA OTMEYAeTCs BbIPAKEHHAs MBINIEYHast THU-
MOTOHUS CMeNaHHOTO Tuma. Mpleynas cuia u
TOHYC YJIy4IIafOTCs Ha BTOPOM TOAY SKM3HU U 3a-
TEM COOTBETCTBYIOT HOpMe. B mpemybepraTHOM
epuojie MOXKeT Pa3BUTHCS TUIIEPTOHYC, KOTOPbII
npu TsoKeJaoi (opme 3ab0JeBaHUST TPUBOIUT K
KOHTpakTypaMm cycTtaBoB. Dusuueckoe pasButue
GOJIbHBIX JIEKUT HUzKe 3 1eHTuneil. Pasmep roJo-
BBI I3MEHSETCS TIPOTIOPITMOHATBHO IPYTUM XapaK-
TepucTKaM. DBoJbIMMHCTBO mMapameTpoB ¢Ghusu-
YeCKOTO pasBUTHS JexaT Mexmay -1 u -5 SD, npu
TaKeNnoM TedeHnn — mMexay 8...-10 SD, poct naxo-
nurtes B mpenenax 143—170 cm [4].

Y GOJIbHBIX € TsiKeabIMU TposiBieHusIME SLOS
YPOBEHD OOIINX CTEPUHOB 3HAYUTEJHLHO CHUKEH, a
COOTHOIIIEHUE 7-/IeTH/IPOXOJIECTEPUHA K CTePUHAM
yBesnuero. TsikecTh 60/1e3H1 KOPPETUPYET € YPOB-
HeM XoJecTeprHa u 7-geruapoxosectepuna [ 10].

JluarHocTuka mMpoBOUTCS HA OCHOBAHUM KJTH-
HUYECKUX TIPU3HAKOB 1 OMOXUMHUYECKOTO aHAIM3a
kpoBu. OnpesesieHne XojaecTepuHa B KPOBU He SIB-
JISIeTCSI JIOCTOBEPHBIM CKPUHUPYIOIIUM METOIOM,
Tak Kak npubausnteabHo y 10% GoJbHBIX YPOBEHD
3TOTO MeTa0OJINTA B T1JIa3Me COOTBETCTBYET HOPME.
Bosee merHBIM IMArHOCTUYECKUM METOJIOM SBJIS -
eTcs ompejieJieHre TPe/INeCTBEHHNKOB X0JIecTe-
puHa — 7-;eruppoxosiectepruHa M 8-IeTUpoxo-
JIECTEPUHA M UX COOTHOIIEHUS C XOJECTEPUHOM.
B masme 60JIbHBIX 0OHAPYKEHO ThICIYEKPAaTHOE
MOBBITIIEHNE YPOBHS TIPEIIIECTBEHHIKA X0JIeCTe-
puHAa — 7-IeTuapoXoJecTepruHa, 00yCIOBIEHHOE
nedurutoM  QgepMenTa  7-IeTUPOX0JIeCTEPUH
penykrasbl [8]. B coMHMTEBHBIX ciydasix Mmpo-
BOJIUTCSI TIOUCK MYTAaIlUil B TeHe 7-leTupoxoJie-
CTEpUH pelyKTasbl, aHain3 (epmenTa 7-1aeruapo-
XOJIECTEPUH PEAYKTa3bl WM aHAJIU3 OGUOCHHTE3a
CTepWHA B KyJIbType KJIEeTOK.

IIpenamanvnas ouaznocmuxa. Pannum mpus-
HakoMm cunjpoma Cmurta — Jlemmm — Omutia y
IJI0/Ia SIBJIIETCS HUBKUI YPOBEHb HEKOHBIOTUPO-
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BAHHOTO 3CTPUOJIA B CBIBOPOTKE KPOBHU MAaTepH.
[Tpumensercs onpesneseHue ypoBHS 7-1eTHAPOXO-
JlecTepriHa B aMHUOTHYECKOW JKUIKOCTH, aHAJTHN3
CTEPOJIOB B BopcuHax xopuona Ha 10-i1 Hezmeste rec-
tarun. Bo3aMoskHA IMarHOCTUKA T10 BBISBJIEHUIO T10-
POKOB Pa3BUTHA Y TIJIO/Ia: BOPOTHUKOBBIN OTEK, KaK
MapKep XPOMOCOMHBIX aHOMaJINH, MUKpoItedats,
paciesinHa Heba, TOMMAAKTUIINSI, TTOJUKUCTO3 T10-
yek u zip. [11]. B.I1. ®enoroB u coaBTOpamMu poBo-
WA TIPEHATAIbHYIO MAEHTU(DUKAIMIO CHHIPOMA,
OCHOBAHHYIO Ha BBISIBJIEHUU Y ILJIOJIA TTATOTHOMO-
HUYHOTO YJIBTPa3ByKOBOTO TATTEPHA: 3a/IEPIKKN
BHYTPUYTPOOHOTO Pa3BUTHS, MOCTAKCUAIBHOM IT0-
mupaktimy, cuagaktuimu 11-111 masbies croir,
BPOJKIEHHOTO TTOPOKa CEP/IIla, TUITOCIIANU U Xa-
PaKTEPHBIX JIUIIEBBIX IU3MOPMU3MOB, HanboJiee Jie-
MOHCTPATUBHBIX B PEKUME TTOBEPXHOCTHON PEKOH-
CTPYKIIMU TIPU 00 BeMHOM sx0orpadum [2].

JlnddepeHnmanbHblii  Mardo3 HeoOXOAUM €O
CJIEYOMUMI  3a00JIEBAHUSIMI:  aKPO/IMCTEHUTAb-
HbIM cuHApoMoM, cutgpomoM Gardner-Silengo-
Wachtel, cungpomom ¢  mCeBIOTPUCOMUEIL.
Heckosbko pexxe — ¢ cuHIpOoMOM ambda-Tanac-
cemuu u osurodpenuei, cuHApoMoM Mekkesd,
Pallister-Hall curapomom, rugposierenbHbIM CHH-
apoM Xoarta — Opama, opo-(alio-IuruTaTIbHbIM
cuHapoM S tuma [9].

Jleuenue. CiydaeB u3Je4eHUs CHUHAPOMA
Cmura — Jlemmmm — OnuTiia He U3BeCTHO. Y Ta-
IIMEHTOB TPOBOJAT XUPYPTUUYECKOEe JiedeHUe TI0
MOBO/LY aHOMAJIMI Pa3BUTHS, TAKUX KaK BPOKIEH-
HbIE TIOPOKHM CEP/IlIa, paciernieHne Hé6a, aHOMaJIIH
TeHUTAJINI, YePEITHO-JTUIIEBbIE, JKETY0UHO-KHUIIIeY-
Hble fiepeKThl 1 1eheKThl KoHeYHOCTel. B ocHoBHOM
JiledeHmne SABISIETCS TOIepKUBaionM. BBenenne
XOJIeCTepUHA TI03BOJISIET CHU3UTh YPOBEHD 7-/1€TH-
JIPOXOJIECTEPOJIA 32 CUYET OOPATHOM PEryJIsITOPHOI
cBsI3U Mexay atumu Metabosmramu [19]. OmgHako
He BCe aBTOPBI cOryacHbl ¢ 3(hHEKTUBHOCTHIO JI0-
GaBok xosiecrepuna c mmiiei [17]. HecriocobHocTsh
CUHTE3UPOBATh XOJIECTEPOJ BeIeT K TIpecKasye-
MOIi HEJIOCTATOYHOCTH CHUHTE3a CTEPOUIOB HAJIIO-
YEeYHUKAMM, TIPH KOTOPOH MOKET TOTPeOOBATHCS
3aMeCcTUTeJIbHAS Tepamusl.

Knunuuecxuii cayuai

ITox nammMm nadbaonenunem 8 DTBY «<HUMIOU
um. [N Typrepa» Munsapasa Poccun naxomu-
Jlach manueHTka b. B Bo3dpacrte 4 JieT ¢ CUHIPOM
Cwmura — Jlemmm — OnuTia.

Anamnes sabonesanus. PebeHoK ot niepBoit Ge-
PEMEHHOCTH, MPOTEKABINEHl HeOJArONPUsSTHO Ha
(hoHe TOKCMKO3a M aHEeMWH, OAKTEPHAILHOTO Ba-
rUHUTA. X POHMYECKAst BHYTPUYTPOOHAS TUIIOKCHST
IJIofla, ocTpas rumnokcus. Poabl Ha 37-i1 Hexpene,
KecapeBbIM CEYeHUEeM, B Ta30BOM IIPE/JIesKaHUH.
OtMeyanoch OPOIOBOE M3JIUTHE OKOJIOTIIOAHBIX
BO/I, 33/IHUE BOJIBI OBLITN MEKOHEATHHBIMHU.

[Ipu poxkpeHun — OTEUHBIM CHUHAPOM, Macca
3000 r, nmHa Tesa 49 M, OKpY;KHOCTD TOJIOBBI 35
cM, Tpymu — 32 cM. BekapmimBanue yepes3 30H]L.
Ha 13-e cytku pebeHoK ObLI TIEPEBEIEH B OT/IeNe-
HUE MAaTOJIOTUU HOBOPOIK/IEHHBIX C IMATHO30M: 110-
JauAakTuIng kucren, cuagaktuandg I1-111 nanpies
cror, rumnokcuyeckoe nopaxkenne ITHC, oburuit
oTeunblii cuaapoM. Vckiiouen pe3yc-KoH(pJINKT.

C mepBBIX JIHEN JeBOYKA HAXOAWIACh IO/ Ha-
GJIrOJIEHEM Bpaveil TI0 MECTY JKUTENIbCTBA. PaHHee
TICUXOMOTOPHOE Pa3BUTHE TIPOTEKAJIO € 3a/I€PSKKOI.
TonoBy nepsxut c 4 Mecsiies, cuaut ¢ 12 mecsiies, Xo-
JIUT ¢ TIOJJIEPKKOT ¢ 2 Jiet. VcesieoBanmie KapuoTu-
na JUuM(GOTIMTOB TTeprudepruuecKoli KPOBU TOATBEP-
JINJI0 HOPMaJIbHBIH skeHcKuii Kapuotuil — 46X X. [1o
MECTY KM TEJbCTBA HA OCHOBAHUY KJIMHUYECKHUX ITPO-
SBJICHUN (XapaKTepHbIE AaHOMAJIMM KUCTEH W CTOTI)
3a110/I03PEH HACJIE/ICTBEHHBIN CUH/IPOM BCJIE/ICTBUE
HapyIienust Metabosmama. B 2 toma 8 mecsiieB Ha
OCHOBAaHUU MOJIEKYJISIPHO-TEHETUYECKOTO  aHaJIN3a
roaTBepkAeH cuuapoM Cvura — Jlemau — Onmria.

ComnyTcTByolye IMarHo3bl: ayTU3M, MUKpolieda-
JIVisl, pEaKTUBHbIE U3MEHEHUS TTO/KETYZIOUHON JKeie-
3Bl U COCY/IOB TT€UEHH, YTOJIIIEHUE TTAPEHXUMBI TIOUEK.

[Tpy HOCTYIIEHUU MaTh IIPEbIBISAIA KaT00bI
Ha 33/IEPKKY TICHXOMOTOPHOTO Pa3sBUTHsI PeOEHKA,
MOJUAAKTUINIO KUCTEN U CHHAAKTUIINIO CTOIIL.

Knunuueckuii ocmomp. BbipakeHHast 3ajiep:KKa
IICUXOMOTOPHOTO pasBuTus. IIpu ocmoTpe Gecrio-
KoliHa. B aHaMHe3e — IPUCTYIIbI AIUJIeNICU . Y3KUit
J100, 1ITO3, SIMKAHTYC, KOPOTKUIL HOC C HIMPOKUM
KOHUHKOM, TOTHYeCKoe HEOO, 601bIoi pot (puc. 1).

Puc. 1. IManuentka b., 4 rona,
¢ cunapomom Cmura — Jlemnu — Onutna
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Yepen ruaporiedanbioii Gopmbl, 0Ch MO3BO-
HOYHWKA TPaBUJIbHASA. AMILUINTy/a ABUKEHUN B
IJIEYEBbIX, JIOKTEBBIX, JIy4E3alSICTHHIX, Ta300e-
JPEHHBIX, KOJIEHHBIX, TOJIEHOCTOITHBIX CYyCTaBax He
orpaHuyeHa.

Ha xuctax oTmeuaeTcst mocTakcuaabHas MOJN-
nakTuinsg V namibiies (puc. 2).

Ha cromax tortanmbHag cunjgaktuiansg 1111
NaJblleB, KIMHOAAKTUINS | asbiies (puc. 3).

[TpoBenero oproneauueckoe o0CIeI0BaHNE.
AHOMaNNII Pa3BUTHUS CKeJeTa, MPENITCTBYIONNX
BEPTUKAIU3AIUI UK CAaMOOOCTYKMBaHUIO pedeH-
Ka, He BbIsIBIeHO. COCTOSTHIE KPYTTHBIX CyCTaBOB U
MMO3BOHOYHOTO CTOJI0OA HAa MOMEHT OOCIIeI0BAHISI
6e3 KJIMHWUYECKMX W PEHTTEHOJOTMYECKUX IPO-
SBJIEHUN HecTabuabHOCTH. PebeHOK ocMOTpeH
HeBpoJsioroM U rieguatpoM. ledbopmaru kucreit
U CTOT B HACTOSIIEE BpeMs He SABJSIOTCS TPETIsT-
CTBHEM /IS pa3BuTus pebenka. [Ipunsaro penenue
OTJIOKUTH OTIEPATUBHOE JIeYeHNE HA KUCTSIX U CTO-
1ax B CBSI3M C TSPKEJIBIM COMAaTUYECKUM U HEBPOJIO-
I'MYEeCKUM COCTOsSTHIEM pebeHKa.

Takum 00pasoM, IIOPOKU Pa3BUTHS KHUCTEl 1
CTOII SIBJIIIOTCST OJTHUM 13 HanboJiee XapaKTepHbIX
MPU3HAKOB TAKOTO TSKEIOTO TEHETUYECKOT0 3a00-
JieBaHu, Kak cuagipom Cmura — Jlemau — Onuria
HeobxomuMo 1posiBASATE HACTOPOKEHHOCTh PU
o0c/IeJOBaHUY TAIIMEHTOB € TIOPOKAMK Pa3BUTHUS
JIMCTAJIBHBIX CETMEHTOB KOHEYHOCTEMN, 32 KOTOPHI-
MM YacTO CKPBIBAIOTCSI 3HAYUTEbHBIE COMaTHYe-
CKHE U HEBPOJIOTHYECKUE TTPOOIIEMBI.

Puc. 2. ITaumentka b., 4 rona: mocrakcuanabHast
MOJUAAKTWINS V NaJibLIeB KUCTEH

Puc. 3. IManuenTka b., 4 roga: totanbHast cunaakTuiaus [1—I11 nanbues,
KJIMHOIAKTWINA | MmajibiieB cTom
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