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BEPEMEHHOCTb U POAbl Y BOJIbHbIX
FENATONEHTUKYNSAPHON AErEHEPALIVENA

B IlpeacraBieHbl JaHHBIE O TEYEHUH
DepeMEHHOCTH | POAOB Y 3 JKEHIHUH

C renaToNeHTUKY IAPHON AereHepanuei
(IJID) — penxum 3aboJieBaHHEM
AYTOCOMHO-PELIECCHBHOTO THIIA
HacJenoBanusa. Y onHoi u3 nux IJIJT
ObLIA INATHOCTHPOBAHA JI0 OepPeMEHHOCTH
H HAYaToe JiedeHne KynpeHWIoM

He MpeKpamaim Bo BpeMs OepeMeHHOCTH.
IIporpeccuporanus cumnromon I'JIJ1

[pH 3TOM He Habonagoch. Y ABYX
Ipyrux 60abHbIX GepeMEHHOCTb U POIbI
ABMJIMCh NIPOBOLMPYIomMMH (akTopaMu
LT MAHAQECTAIMHN XaPAKTEPHBIX
camaromoB [JI/1. Oanako auarnos ObLa
YCTAHOBJIEH TOJBKO TIOCJIE POJIOB

i coeiMpIIecKoro ieYyeHus KynpeHnIoM
BO BpeMs OepeMEHHOCTH ITH JKEeHIIHMHBI He
HoJydaind. Y BceX XKeHIUHH (epeMeHHOCTD
3aKOHYK/IACH POMKICHHEM 310POBbIX
nereit. TeparoreHHoro aeiicTBAS
KYNPEHWIA Ha IUION Y nepBoii GepeMeHHOI
BBIABJICHO He GbL10. TakuM 00pa3oM,
I'J1/1 He mpOTHBOMOKA3aH IS
BbIHAIUMBAHMS DEPEeMEHHOCTH, HO TIPH
3ITOM HeOOX0IMMO 00s3aTENbHOE
npHMeHeHHe KyNpeHuna Juis
OpeaynpeRIeHns 000CTPEHU TEIEHHS
3a60MeBaHuL,

B  Kmnouesble cioBa:
TenaToJIeHTUKYIsIpHAs JereHepaus,
OEpPEMEHHOCTD, POIBI, KYIPEHW,
HOBOPOXIEHHBIW, 0JIaronpusTHbIN
Hucxon

I'emaronentuxkyngapHas nereHepanyst — I'JIJI (Gonesns Bumbcona—
KoHoBaoBa) siBjisieTcs HacaeACTBEHHBIM 3a00JIeBaHHEM C AyTOCOM-
HO-pELIECCUBHBIM THUIIOM HACAEIOBaHUS, PACIIPOCTPAaHEHUE KOTOPO-
ro B cpeaHeM paBHo 1:30000 yenoBek. B ocHOBe MaTOMOTHM JIEXUT
reHeTU4YeCK 00YCIOBICHHOE HapylIcHHE OOMEeHa MEIM, KOTOpas HE
YTUIN3HNPYSICh, HAKaIJIKBAeTCs B TOKCUUECKMX KOHIEHTpALUIX B OC-
HOBHOM B KJIETKaX MEYEHHU U TOJOBHOTO Mo3ra. MytaHTHBIN TeH TJIJ]
JIOKaJIM30BaH Ha JUIMHHOM Trieue 13-if XpoMoCOMBI Ha y4acTke ql14.13—
g21.1. N3BectHO He MeHee 70 myrauuili reHa. HauGonee yacToir B
aMCPUKAHCKON M. €BPONEUCKON IOMYJSLUAX SIBJISCTCS 3aMEHa TUC-
THAMHA Ha IMuMH B 1069 nomoxennu 6enka AT®asel P-tuna, or-
BETCTBEHHOI'O 3a TpaHCIOPT Meau [7].

V¥ 6onpnbix T'JIJ] pe3ko cHIDKeHA KOHLEHTpPALMS OCHOBHOTO MEIb-
cojepxallero 0ei1kKa ChIBOPOTKM KpoBU UepynomnasmMuHa (IIII) u
MIOBHIIIIEHO COACPXKAHNE MEIH B Pa3IMYHBIX TKaHSIX opraHmsMa. Oco-
OeHHO YyBCTBUTEIbHBI K MUHTOKCHUKALIMU MEbIO IeUueHb U TOAKOPKOBEIE
CTPYKTYPHI FOJIOBHOIO M03ra, noaromy kinHauka I'JIJI manudpectupyer
IJIaBHBIM 00pa3oM B BHJIE TIOJKOPKOBOU 3KCTpAITMPAMUTHON Hemo-
CTATOYHOCTH M HEIPEMEHHO B COYETAHMHU C TOM WJIM WHOM CTENEeHBIO
BBIPAXXECHHOCTU ITOPaXeHUS MEeYEHH, T. €. C SIBJICHUSIMU XPOHHUYCCKO-
TO «BHJIBCOHOBCKOTO» reraTuTa. XapakTep KIMHWYECKOHW KApTUHBI U
NMOCAeI0BATEILHOCTh PA3BUTHS CUMIITOMOB Ha pa3HBIX CTAZUSIX M TIPH
pasHbix KinHuueckx Qopmax I'JIJI Bapubupyercs. Tak, npu BUCIIe-
pansHoii dopme TJIJI moMUHUpPYEeT HapylleHUEe MEeYeHU, a IpU
HEBPOJIOTHYECKON (hopMe (IpOXATCABLHON WJIM IPOXATCIbHO-PUIMI-
HO) XpOHUYECKUH TrenaTUT MOXeT MpoTeKaTk deccumnToMHo. Cpel-
HUI BO3pacT MaHU(ECTUPOBAHUS HEBPOJIOTMYECKUX CUMIITOMOB Y 60JIb-
ubix I'JIJ cocrasnser 23,046,1 ner, BucnepanbHbeix — 12,018,3 net [4].
KapauHaibHeIMM TIpu3Hakamu T'JL sBASIIOTCS CHMKEHHBIA YpPOBEHB
IIT B chIBOPOTKE KPOBM M HAJIMYME MEIHBIX POTOBUYHBIX KOJEIL
Kaitzepa—®neitmepa. [ToBomoM K MCCIECAOBAHUIO 3TUX 3HAKOB MOXET
OLITE OOHAapyxeHue Y OOJbHOIO MPU3HAKOB XPOHMUUYECKOTO remaTuTa
NpY OTPHIATETBLHBIX BUPYCONOTMYECKMX TeCTaX M HaXe MPH OTCYT-
CTBUM HEBPOJOTHYECKOW cuMnToMaTuku. JleyeHue OonbHbIX TJIJI
3aKJTIIOYAETCS B TOCTOSTHHOM NMPUMEHEHUH MEIUTOHHOM Tepanuu (Kyrm-
PEHMJI WIM €ro aHajIoT NCHULIWIJIAMUH, TPUCHTUH, CYIb(aT LIMHKa) B
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COYETaHUHU C TIPOBEJCHMEM OOIUETIPUHSITON Tepa-
MU, HATIPaBJIEHHOI Ha MojjepXaHue ONTHUMAalb-
HOIT (PYHKLHMOHABLHOW CIIOCOOHOCTH I[1€YEHU U Io-
JiopHoro Mosra [1, 2].

B oTeuecTBeHHOI M 3apyOeXXHOMN JIUTEPAType I0-
CTATOYHO IMOJIHO U3JIOXCHBI KIIMHUKO-TEHETUYECKUE
U Teparnesriuyeckue Bonpockl IV [6, 8 u np.]. Bme-
cTe ¢ TeM ocobenHocTH TeyeHUs [JLJI y XeHIIUH BO
BpeMsl OepeMEHHOCTU B JIUTEPAType OCBEIEHBI
IOBOJILHO ckynHo [3, 10]. Sternlieb [9] cymmupoBai
10 IaHHBIM JIMTEPATYPHI 32 MOCIeaHUE 25 JIeT Co00-
mweHust o 111 xeHmyHax, y KoTopblx 66010 153 Ge-
pEMEHHOCTH, 3aKOHYMBILINECS poxacHHeM 144 310-
pOBBIX AeTeil; y 9 Habaoaanuch XpOMOCOMHEIE,
MOHOIe€HHEBIE 3a00/I€BaHMS U BPOXIECHHBIE IOPOKHU
paspuTusi, He 3aBucsiive ot IJIJ1 matepu. Herannb-
HBIX OIMMCAHUM TeYeHUS] OEPEeMEHHOCTEH U POIOB Y
oonpHbIX TJIJI ¥ AMHAMWKM Mpouecca OCHOBHOIO
3a6oneBaHUs Ha HoHe GEpPEeMEHHOCTU MAllMEHTOK B
JIOCTYITHOM JIUTepaType MBI He HAIILTH.

ITonaraem, npobiemMa 6epeMeHHOCTU M POIOB Y
60meHBIX [JIJI XeHINWH TpeacTaBIsieT IMpaKTHYe-
CKHI1 MHTepeC Kak JUIS aKyIIepOB-THHEKOJIOTOB, TaK
U UL HEBPOIIATOJIOTOB,

IIpencraBnasiem onucaHue Tpex OonbHbIX T'JI,
KOTODPBIX Mbl HAbI10JanM BO BpeMsi GepeMeHHOCTH
1 pONOB.

Ilepsoe nabarodenue. bonvuas S1.J1., 1971 roma
POXIEHMS, POCAa U pa3BUBAIACH Ge3 0COOGEHHOC-
Teil, KpoMe HaOII0daBIIECA C AOIIKOJBHOIO BO3-
pacTa CKJIOHHOCTH K 3aropam («Mama BCeraa 3aBa-
pHBaIa caabuTeNbHbIM yaii»). B 16 jer nepenecna
OCTpbI BUPYCHbLIM renatur B Tsixenoi ¢opme. B
Bospacre 22 neT ObLia 3aKpbITasg YepeITHO-MO3ro-
Bas TpaBMa, 4yepe3 5 MecsleB MOCHe KOTOPOil U3-
MeHMIIach peub. [JOCTOPOHHUM CTano TPYAHO MO-
HUMath peub GonbHoM. [losiBUnace au3apTpust co
CJMTHBIM MPOM3HOLIEHUEM 3BYKOB. 1o ncteueHumn
elle 4 MecsAleB cHayaja MOCTOPOHHUE, a 3aTeM M
caMa GoJibHas, 3aMETWIN YXYIIUCHHE TTIOXOOKM U3-
3a MOSABUBIIIEHCS CKOBAHHOCTH B HOTax, ApOXaHue
pPYK, ycwiMBamwlueecsa npu Jro6oM (GU3NYECKOM
HANpsIXeHUW, 1 H3MeHeHUue nodepka. CocTossHHe
00JIbHOM 3aMETHO YXYAILIAJIOCh, U Yyepe3 6 Mecsues
TOCJIe TIOSBJIEHUS MEPBBIX TPU3HAKOB 60JIe3HU OHa
yke He Morja cebst 00CTyXKMBaTh: CaMOCTOSTETBLHO
olleBaThCd, BIAIEeTh CTOJIOBLIMM NMPpUOOpaMHU U T. 1.
[Tporpeccupyoiast 3KCTpanupamM1aHasl MogKOPKo-
Bas HEJIOCTATOYHOCTh y GOJIbHOI OblIa pacilieHeHa
KaK HaBsI3YMBbIe JIBIDKEHUs BCJIEICTBHE HEBPO3a,
a 3aTeM ObUT BBICTABJIEH IUATHO3 TMIIEPKUHETHYEC-
KOil (OpMBI PACCESIHHOTO CKJIepo3a.

Yepes 2 roga nmocie MaHU(ECTaIUKA HEBPOJIO-
ruyeckux cumnTomMoB I'JIJ1 B npoduabHOM KIMHUKE
Kyb6anckoro MeavuMHcKoro MHCTutyTa (r. Kpac-
Homap) OONbHOM Obi1  MCCIIEOBAaH B CHIBOPOTKE

kpoBu ypoBeHb LIII — 24 mr/a (vopma 300-360
MI/J1) ¥ IPOU3BEIEH OCMOTP POTOBHIEHI IV1a3 Yepes
LIENEBYIO JlaMIly (BbISIBIEHBI MEIHbIC POTOBUYHEBIC
konbua Kaiizepa—@neitmepa). JlabopaTopHo-
OMOXMMUYECKHE TECThI, XapakTepu3youmne ¢yH-
KLIMOHAJBHYIO CIIOCOOHOCTHL TE€YEHH, OCTABATIUCH
B Ipeneiax HOPMBI, YTO HepeakKo HabmomaeTcs
npu HeppoJsoruueckoil ¢opme I'JI. Ha ocHo-
BaHMUM COYETAHUSI y OOJIbHOM HEBPOJOIMYECKOM
CHMIITOMATUKH, TUTTOLEPY/IOIIA3MUHEMHUH U KOJIEI]
Kaiizepa—®neiiiepa) 6611 BBICTaBIEH OUArHO3:
IJI1, npoxarensHo-purunHas ¢opma. HazHaueHo
JIeYeHMe, HamlpaBJICHHOE Ha IOAIEpXaHHUE ONTH-
MaJIbHOW (PYHKUMOHAJIBHOM CIOCOOHOCTH II€YEHU
U crieli¢UIecKoe JiedeHHe B Bue KymnpeHwia. Ha
¢oHe NpUMEHEHUS KyIIpeHWJIa COCTOsIHIE DOJIbHOK
3HAYUTENBHO yaydiuunock. C monst 2000 1. (29 neT)
peryJisipHO rojyvana KynpeHun o 1050 Mr/meHs.
Yepes noarona jedyeHUs OONbHAsA IONYyYMIA BO3-
MOXHOCTB ce6s1 06CTy>KMBaTh U XOIAUTh 0€3 moCcTOo-
POHHEN TIOMOLIIH.

I'mHekooruyeck: MecsiyHeie ¢ 14 Jjer no
2—3 OHS ¢ IPOMEXYTKOM 27 nHe, oOwIbHEIe, 6e3~
posie3HeHHble. YeThipe 6epeMEHHOCTH, HACTYIIMB-
1yMe Ha poHe BBIPAKEHHON KIMHUYECKON HEBPO-
JIOTUYECKOII BWJIBCOHOBCKOW CHMMIITOMATHKM IO
peKOMEHIAIIMM aKyILIepOB-THHEKOJIOTOB ObIIH TIpe-
pBaHbl B I TpumecTpe.

IIsiTast GEpeMEHHOCTL HACTYIIWIA NOCTIe MENM-
KO-TEHETUYECKOTO KOHCYIBTUPOBAHUSA OOJIBHOMA,
JOCTUXCHUSI CTOMKOM peMHCCUM OCHOBHOIO 3a60-
JieBaHus, GecriepeboiiHOro obecrieyeHUs ee KyIl-
PEHWIOM. YYUTBHIBasl PEAKOCTb PaclpoCTpaHeHUs
U ayTOCOMHO-PEIECCUBHBINA THUIT HAaCIEIOBaHUS
T'JIJ1, BepOSITHOCTL pOXIEHUsI 00JBHOro pedeHKa
Op1a pacueHeHa MeHee 1%. BaaronpusaTHBIM
MEIMKO-T€HETHUYECKNI MPOTHO3 OCHOBBIBAJICH
TaKXe Ha OTCYTCTBMH IAaHHBIX O POACTBEHHOCTHU
Opaka MeXIy CYNpyramMH, Ha OTCYTCTBUM aHaJo-
TUYHOM CUMIITOMATHKH Y CYIpYra, Ha HOPMaJIbHBIX
nokasareasax coaepxanusi LIII B chiBOpoTke ero
KpoBH. MMeloirecs: B HACTOSIIEe BPEMST BO3MOX-
HOCTHY MOJIEKYJISIPHO-T€HETUYECKOTO MCCIICIOBAHUS
rOMO- M reTepO3UroTHOro HocuresbeTBa reda IJI
B HallleM cJlydae He UCIOJIb30BAIHUCE.

YyuTteiBasi JAHHLIE O TOM, YTO IpemnapaThl KyIl-
pEHWIA CIIOCOOCTBYIOT CHUKEHHIO ITPOLIECCOB 06-
pPa30BaHMs MEXMOJCKY/SIPHBIX CBSI3eH KOJIareHa
Y CMOCOOHBI BBI3BIBATD Y IUIOJA MOBBILICHHYIO 3/1a-
CTUYHOCTb KOXH U CYXOXWIHI B BUAE IICEBIOCHH-
apoma Snepca—/laHio, a TaKxke Halll COGCTBEHHBI
MPEBITYIIVIA ONBIT BEACHUS OEpeMEHHOCTH Ha
thoHe mpuMeHeHMs1 KymipeHWna [3, 5], 6blI1 npen-
JIOXEH CNeAYIOIUN I1aH BelleHHsi OepeMeHHOCTH
Y POIOB y Haliel MAUMEHTKHY: Ha BECh MEPUOR Oe-
PEMEHHOCTU. B Liensix CHUXEHUSI BOSMOXHOTIO Te-
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patoreHHoro 3ddexkTa, 103y KynpeHWIa JOBeCTH
o 450 Mr B neun; B I u B koHue II TpumecTpa
OepeMeHHOCTH NMPOBECTH MPOGUIAKTUYECKUE KYp-
Cbl Tepamluy, HAIpaBJCHHOW Ha MOIIepXaHue
ONTUMAaNIbHOM (DYHKIIMOHAIBHOM CIIOCOOHOCTH TIe-
YeHU (KaneapbHUIIB 5% pacTBopa INIIOKO3bl ¢ BUTA-
MHUHaMH, 3CCEHIMANe, PACTUTEIbHbIE XKEIYeroH-
Hble INpenapaTtbl, pUOOKCHH); OepeMEeHHOCTh
MPOJIOHTUPOBATD ITOA 3XOrpapuyecKkuM KOHTPOJEM
11043 npy o0IUEenpUHATEIX cpokax 10—12 u 19-20
Heleslb 0epeMEHHOCTH B LIEJIAX UCKITIOYEHUS BPOXK-
JECHHBIX MOPOKOB U aHOMAaJIMIl pa3BUTHS, He3aBH-~
CSLUMX OT MATOJIOTMM OepeMeHHOI; 3a 2 Helleau 10
MpEeANONaraeMoro Cpoka poaoB Ui npoduiakTu-
KM TPOMOOLIMTONEHUM (0XUAaEMOE OCJIOXKHEHUE
KYTMpEHUIa) U BO3MOXHOIO OCJIOXHEHUS pPOAOB
KPOBOTEUEHUEM, TOJTHOCTHIO OTMEHUTDH IIPUEM KYy-
MpeHwIa; poaopa3pellieHrue MPOBECTH MyTeEM OIle-
paiuu KecapeBa CeUeHusl B LieIsIX NPeIOTBPALLEH s
HEBPOJIOTMYECKOH TOAKOPKOBOH CUMIITOMATHUKMU,
KOTOpasi Moria 6bl ObITh CIPOBOLMPOBHA MOTYXK-
HbIM IIEPUOIOM POIOB.

bepeMeHHOCTD y Hallleil MAaUMEHTKH [TpOTeKala
6e3 ocobeHHocTell u B cpoke 40 Heaenb obuenpu-
HATBIM METOJOM €l ObUIa MpOM3BeJeHa oIepauus
KecapeBa cedeHus. Pomujack eBOYKa ¢ Maccoid
Tena 2850 T v uIMHoOM 48 CM, C OLIEHKOIA 110 1IKajie
Arnrap 7—8 6annos. [NocneonepauyoHHbIA 11EpHOI
y MaTepu U paHHUI NEepHoOJ HOBOPOXIEHHOCTH Y
JIEBOYKHU MPOTEKATU 0€3 OCH0XHEHMH U yepe3 15
JHEll OHU ObUIM BBINMCAHBI U3 CTAIMOHAPA B YIOB-
JIETBOPUTEJIBHOM COCTOSIHHH.

[IpyHuMass BO BHMMaHHE BO3MOXHOCTL 060-
CTpEHUS OCHOBHOTO 3aboJieBaHUs y MaTepu Ha
¢oHe JaKkTauuu, JeBo4Ka Oblja NepeBeieHa Ha uc-
KYCCTBEHHOE BCKAPMJIMBAHME, a KEHIIHWHA BO-
300HOBMJIA [IPUEM KyIpeHIa B 103e 600 MI B IeHb.
VXydleHHs] HEBPOJIOTMYECKO CUMIITOMATUKY TIPU
3TOM HE OTMEYaJIoCh.

Bmopoe nabarodenue. bonvHas Y.0., 1980 roma
poxaeHusi, 10 19-1eTHero Bo3pacrta pocia U pa3Bu-
BaJIach 0€3 OCOOEHHOCTEN, 32 UCKIIIOYEHNEM YaCThIX
HOCOBBIX KPOBOTeUYeHUI, HAOIIONABILIMXCS B TIEPBbie
10 sieT KM3HU U NPOSIBIEHUI BEreTO-COCYAMCTOM TNC-
TOHMM B IpeAnybepTaTHOM Iiepuone. MeHcrTpy-
auuMu ¢ 15 ser, UMKIMYHOCTBIO yepe3 30 mHel, 1o
4-5 nmHei, yMepeHHBIe, 6e300J1e3HEHHBIE, PETrysip-
Hele. B Opake c 17 e, nmena 4 6epeMeHHOCTH, U3
KOTOPBIX IEepBas 3aBeplIIach CaMOIPOM3BOIbHBIM
BLIKMIBIIIEM TpU Cpoke GepemeHHOCTH 15/16 He-
JeJ1b; BTOpasi — MEAULIMHCKKAM ab0pTOM, Y TPETbSt —
3aMepiuasl Mpu cpoke 7/8 Henenb.

YeTBepTas GepeMEHHOCTb 3aBeplLINIaCh CaMoO-
IIPOM3BOJILHBEIMU MPEXIEBPEMEHHBIMU POIaMU IIPU
cpoke 34/35 Henmenb, B HOXXHOM IpeUIeXXaHuH, TUI0-
JIOM KE€HCKOTO T10J1a Maccoit 2250 r, irHoi 43 oM,

C OLIEHKOM 1o uKane Anrap 7—8 6amnos. C poxne-
HUs Ha UCKYCCTBEHHOM BCKapMJMBaHuU. Hanee pe-
OCHOK pa3BUBAJICA COOTBETCTBEHHO BO3PAaCTy.

O6paiuaer BHUMaHWe XapaKTep TeyeHus Gepe-
MEHHOCTH Yy Halled MauueHTKH, KOTOPYIO C Iep-
BbIX Helellb DEPEMEHHOCTH ¢ HApACTAHWEM CUMII-
TOMOB 6eCNOKOWIN 00111as ¢1ab0CTh, HOBBILIEHHOE
CIAIOHOOTAENIeHUE, 3aTPYAHEHUS] [PU IJIOTAHUH,
HapacTallasl WAaTKOCTb NpH xoabbe. DTO cocro-
siHMEe Habmoaanoch BClO OepeMEeHHOCTb M paclie-
HUBAJIOCh KaK TPOSBIEHUS BEreTO-COCYAMCTOM
jquctoHuu. [IpM3HAKOB recTo3a He OTMEYaI0Ch. Pe-
3y/1bTaThl OOLENPUHATBIX J1abOPATOPHO-OHOXHMH -
YecKUX U 6aKTepUOIOrn4eCcKHX UCCIeI0BaHMI ObUTH
B fIpenenax HopMbl. Ha BTopoit AeHb 1ociie poaoB
cocTosiHUE Y.0. Pe3Ko yXYIIIWIOCh: 3HAYMTEILHO
YBEJIMYWJIACh CAJIMBALIUS, MMOSBUJIACH IM3apPTPUS,
IuchOHMS, HACUIBCTBEHHBIM OCKaJ, IPOXAaHUE B
pyKax, KOTOpOe He OTMEYaloCh B COCTOSIHUM IIO-
KOsl, U pe3Kas MbIIIeYHasd CKOBAHHOCTb B HOTax.
IIpy HEeBPONIOrMYECKOM OCMOTpE OOpalllaIiy BHH-
MaHue OTYETIMBAasA SKCTparmMpaMUIHasl OAKOPKO-
Basl HEIOCTATOYHOCTb M OTCYTCTBHE INATOJIOIMYEC-
KMX HEeBPOJIOTMYECKHX 3HaKkoB. [Ipu ocMoTpe rnas
C LLUEJNIEBOM JaMIIOi BbIsABIEHBl Konbua Kaiizepa—
Oneirepa. Yporenb LI B chIBOpOTKE KPOBH pa-
BeH 0,1 mr/n. BoabHOI ObUT BBICTABJIEH JMATHO3
IJIA, apoxaTtenbHo-puruaHas ¢opMma, HasHAYEHO
COOTBETCTBYIOLLIEE JICUCHUE

B ¢BA31 ¢ MOSBUBLIEHCS HEBPOJIOTMYECKOM CUMIT-
TOMATUKOI HOBOPOXIEHHOMY ObLIO HA3HAYEHO ellie
B POAWIBHOM JOME€ MCKYCCTBEHHOE IUTAHME.

Takyrm obpaszom, npuzHaku [JIJ y ¥V.O. B Bune
ob1MX HecnenupUIecKUX MposIBIeHUI HayaIuch
BO BpeMs OepeMeHHOCTH U POIbl SIBUIMChH IIPOBO-
uupyrominM daxktopoM MaHudecTauuM 3KCTpa-
NUPaMUIHON MOAKOPKOBONH HEAOCTATOYHOCTH,
cneumdnunnie st [JI. BosmoxHo, ecau Obl po-
JlopaspelieHUe ObUTIO BLIMIOJIHEHO ITyTEM ONepaLuy
Kecapepa CeueHHs, T. €. OblI Obl MCKITIIOYEH [IO-
TY>XHOU MNEPUOI, YTO SIBASETCH CHIBHBIM CTpec-
COM ISl LEHTPaJbHON HEpBHOM CUCTeMBI, ObLla
Obl oTHasieHa MaHMdecTallMss HEeBpPOJIOTMYECKUX
cumiromoB I'JIJ1. TTonaraeM, 4yTo eciiu Gbl 60bHAS
rnoJjy4aja NeHUUMUUIAaMHUH BO BpeMsi OepeMeHHOC-
TH, TO 3TO CIOCOOCTBOBATIO OBl MPENOTBPALLEHUIO
pa3BuUTUA TsXeNbiXx npusHakoB [JII.

Tpemve natarodenue. Y OONBHOMK, OMMCAHHOMN
HaMmu paHee [3], Jsierkue MposiBIEHUS HEBPOJIOTU-
YeCKON CUMIITOMAaTUKM TOSIBWINCHL 33 2 roja mo
0epeMeHHOCTH U PE3KO IPOrpeccHpOBaIM Ha €€
tone. Ilpuuem Hambosnee spkas MaHudbdecTaLus
CHMIITOMOB OTMevaiach Bo Il TpumecTpe GepemeH-
HOCTM, Koraa 00JIbHas CTajla XajloBaThed Ha Nnosce-
MECTHYIO MBIIUEYHYIO ¢/1a00CTh, NOBBILIEHHYIO
Pa3sipaxUTeabHOCTb, I1aKCUBOCTb. IlocTeneHHO
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YCWIWIMCh TU3ApTPHsS, OpPOXaHHWE PYK MO 2KCTpa-
NUpaMUIHOMY THITy. 2KeHIiMHa 6bLla pomopaspe-
IIEHa Yepe3 €CTECTBEHHBIE MYyTH, HO YK€ B paHHEM
TIOCIEPOIOBOM MepHoiie Hab10a10Ch PE3KOe YXyI-
IIeHHUE COCTOSAHUA OONBHON: MOSIBIJIOCH IPOKAHUE
B HOTax ¥ TYJIOBHILA, U3MEHWIACch Moxoaka. Yepes
HECKOJIBKO MeECSILIEB Mocie poaoB O0bpHAsA yXKe He
Mormia cebst oOcTyKuBaTh. bbUT BBICTABJIEH IMArHO3
paccesiHHBIA CKIIEpO3 TUMEPKMHETHYECKO (hopMbi
U ompelesieHa UHBUIMIHOCTD |- rpymmbl. Tojabko
yepe3 TPH roia Mocje poaoB Obul BBICTABICH MUC-
TUHHBHT nuarHo3 I[J1J1, npoxarensHas gopma. Ot-
METHM, YTO Jodepd OoNbHON B HacToslliee BpeMs
23-i roa. OHa NpaKTUYECKU 3A0POBBIM YeIOBEK.

TIpuBeneHHble HabnrOOEHUST OepeMEHHBIX, CTPa-
natommx I'J1J1, no3BossioT cuenars cleaylollee 3a-
KJIIOYEHHUE:

— cBoeBpeMeHHas auarHoctuka TI'JIJ u anmek-
BATHOE JieueHUWe B TEPUOJ TOATOTOBKM M/WIU B
rpotecce GepeMeHHOCTH II03BOJISIIOT IPEeaoTBpa-
TUTh OOOCTPpEHHUE HEBPOJIOTHUYECKON BUJIBCOHOB-
CKOM CUMITTOMATHKHU Y XEHIUUH ¥ TIOJAYy4YuTh 6J1a-
TONPUATHBINA HMCX0X GEpEeMEHHOCTH;

— KYINpEeHWI, Ha3HAaYyaeMblii B MaJIBIX I103axX, He
OKa3blBaeT TePAaTOTEHHOI® BIMSHUS Ha TLIOL;

— I'JIJ1 He CiIy>XUT NPOTUBONOKA3aHHEM U1 Oe-
pEMEHHOCTH, OOHAKO B OTCTYTCTBHE AICKBATHOTO
JiedyeHUs1 OEpeMEeHHOCTh MOXET CrocoOCTBOBATH
000CTPEHUIO U MTPOrPECCUPOBAHUIO OCHOBHOTO 3a-
6oJsieBaHUSA,

— BO MU30eXaHUe YXyIIICHUs KIMHUYECKONH Kap-
tuHbI TJIJ1 uenecoobpasHo poaopaspelieHre XKeH-
LWUH TPOU3BOIUTE ITyTEM KecapeBa CEYeHHs; He pe-
KOMEH/IOBATh TPYAHOE BCKAPMIIMBAHUE MJIAICHIIA.
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PREGNANCY AND DELIVERY IN PATIENTS
WITH HEPATOLENTICULAR DEGENERATION

Vakharlovsky V.G., Lagkueva F.K., Kusova S.0., Tzidaeva T.I.

B The summary: Data of pregnancy course and delivery in 3
patients with hepatolenticular degeneration (GLD) — a rare dis-
ease of autosomal recessive inheritance pattern are presented.
In one case GLD was diagnosed prior pregnancy and treatment
with cuprenil was continued during pregnancy. No progressive
GLD clinical symptoms were observed. However pregnancy and
delivery appeared to provoke GLD typical manifestations in other
two patients. They have not got specific treatment with cuprenil
during pregnancy as disease was diagnosed only after delivery.

Deliveries in patients with GLD were successful and the
newborns were healthy. No evidence of cuprenil teratogenic effect
on fetus was revealed in the first case.

This GLD is not contraindication for successful pregnancy
but it is necessary to use cuprenil for prevention of disease exac-
erbation.
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