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BEPEMEHHOCTb U POAbI Y BOJIbHbIX
FENATOJIEHTUKYNAPHOWN AETEHEPALVEN

B [Ipencrasienbl 1aHHbIE O TeYCHHH
HepeMeHHoCTH H POIOB ¥ 3 HKEHIIHH

¢ renaToJIeHTHKY/ISIPHOM JereHepaumen
(I'JII) — penkum 3adosieBanneM
AYTOCOMHO-PELleCCHBHOTO THINA
nacnenopanns. Y omuoii us mux T
Obl1a TMATHOCTHPOBAHA /10 DepeMeHHOCTH
H HAYATOE JIeYeHHe KyNpeHHIoM

He MPEKPAlIaiH BO BpeMs GepeMeHHOCTH.
IMporpeccuposanus cumnromos TJ1T

npH 3TOM He Habmonanock. ¥ JABYX
JPYTHX GOJILHBIX DepeMeHHOCTb H PO/IbI
SABWTHCH MPOBOLHPYIOLMMH (haKTOpaMu
Ui MaHH(eCTAIMH XaPAKTePHbIX
cumnromos [JI/1. Onnako auardo3 Obui
YCTAHOBJIEH TOJILKO MOCTe POIOB

1 cnetndHIecKoro JedeHns KynpeHuiom
BO Bpemsl DepeMeHHOCTH ITH KeHIUMHbI He
noaydaan. Y BCeX KeHIUIHH DepeMeHHOCTh
3aKOHYUIACH POIKIEHHEM 310POBBIX
nereii. TepaTorenHoro neicTeus
KYNPEHHIA HA 1101 Y NepBoii DepeMeHHokH
BbIABJIEHO He Obi10. Takum obpasom,
I'JI/1 He MpOTHBOMOKA3aH A
BbIHAIIMBAHKA GepeMeHHOCTH, HO NpH
ITOM HeodX0auMO 0fs3aTebHOe
npHMeHeHHe KyNpeHna s
npeaynpexaeHns 000CTpeHus TedeHus
3a200/1eBAHKSA.

B Kmouessie cioBa:
renaTofeHTHKYIAPHAS JereHepaLms,
BGepeMeHHOCTb, POILI, KYIIPEHWI,
HOBOPOXIEHHbLIH, 61aronpuaTHbIiH
HCXOI

lenatonenTtukyisipHas neredepaius — [J1/1 (6one3nb Buibcona—
KoHoBanosa) siBnsieTcsi HacjaeACTBEHHBIM 3a00€eBaHMEM C ayTOCOM-
HO-pELIECCMBHBIM THITOM HAcJe10BaHUsl, paclpoCTpaHeHHEe KOTOPO-
ro B cpenHeM paBHo 1:30000 yenosek. B ocHOBe NaToJOruM JIEXKUT
reHeTHyeckn oOYCIOBIEHHOE HapylieHue oOMeHa Meau, KoTopas He
VTHJIN3NUPYSICh, HAKATLTMBAETCS B TOKCUYECKMX KOHLIEHTPALIMsAX B OC-
HOBHOM B KJIETKAX ME€UYEHM U ro0BHOTO Mo3ra. MyTtaHTHbIi red [J1]]
JOKATM30BaH HA [IUTMHHOM Tuieve 13-i xpoMocombl Ha yuacTke ql4.13-
g21.1. WU3BectHO He MeHee 70 myrtaumit resa. Haubonee yactoil B
AMEPMKAHCKOM M eBPOIMNENCKOil MOMyIsUUsAX sBIsSETCs 3aMeHa THC-
TuauHa Ha ranuuH B 1069 nonoxenun Genka AT®asel P-tumna, or-
BETCTBEHHOTO 3a TpaHCrnopt meau [7].

VY 6onbubix [J1]1 pe3ko cHUXeHa KOHLEHTPALUs OCHOBHOIO MEJIb-
colepxaniero Genka CoIBOPOTKM KpoBu uepyinoruiasmuba (LIIT) u
TIOBBILIEHO COMEpXKaHMe MeIn B Pa3IMUHbIX TKaHAX opraHusma. Oco-
GEHHO YYBCTBUTEIbHBI K MHTOKCHKALIMM ME/IbIO MeYeHb U [MOAKOPKOBbIE
CTPYKTYPhI TOJIOBHOTO Mo3ra, moatomy kianHuka [J1/] manudectupyer
IIaBHBIM 00pa3oM B BHAE MOJAKOPKOBOH 3KCTpanvMpamMuiHOW HeNo-
CTaTOYHOCTH U HEMNPEMEHHO B COMETAHWM C TOW WJIM MHOMN CTENEHbIO
BBIPAKEHHOCTH TMOPaXKEeHMUsl MEYEHH, T. €. C ABJACHUAMM XPOHHUYECKO-
ro «BUJIbCOHOBCKOTO» TernaTuTa. XapakTep KJIMHWUYEeCKONH KapTHHBI i
MOCAEN0BATEIbHOCTL PA3BUTHSI CMMIITOMOB Ha Pa3HbIX CTaAMAX W TIPH
pasHbix kiuHu4yeckx ¢dopmax [J1J1 Bapusupyercs. Tax, npu Bucle-
pansHo#t ¢dopme [JIJI noMMHUpPYET HapylieHWEe IMeYeHU, a IpH
HEBPOJIOTMYECKOi (hopme (ApoXKaTebHON MWW JIpOKATebHO-PUTHI-
HOW) XPOHMYECKMIT TenaTUT MOXKET rpoTekath deccumnromHo. Cpen-
HMI BO3pACT MaHU(ECTUPOBAHUS HEBPOJOTMUECKUX CUMIITOMOB Yy O0JIb-
Heix I'J11 cocraBnger 23,0£6,1 ner, Bucuepanbibix — 12,0483 ner [4].
KapaunanbubiMu nipusHakamu [JIJ1 sBasioTCst CHUXKEHHBII YPOBEHb
[IIT B CLIBOPOTKE KPOBM M HAIWM4YM€ MEAHBLIX POTOBMYHBIX KOJEIL
Kaiszepa—®@ieiiuepa. [ToBoaoM K MCCIeI0BAHMIO 3THX 3HAKOB MOXET
ObITL ODHapyxeHHue y OOJBHOTO TMPU3HAKOB XPOHMYECKOTO reraTura
NPU OTPULATEIbHBIX BMPYCOJOTMYECKMX TECTax M Jaxe Ipu  OTCYT-
CTBUM HeBposornyeckoil cumnromatuku. Jleuenue GoapHbix [
3aKJII0YAeTCs B TOCTOSSHHOM MTPUMEHEHUN MEIMTOHHOM Teparuu (Kyi-
PEHWI WK €ro aHalor NeHULUWIIAMUH, TPUEHTHH, cylbdar L1HKa) B
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COYETaHUM C TNPOBEACHHEM OBILENPUHATON Tepa-
MUK, HANpaBICHHON Ha TOIEPXKAHUE ONTUMAIb-
HOI (DYHKLUMOHAILHOM CIIOCODHOCTH MEeYEeHU U ro-
JoBHoro mosra [1, 2].

B oreuecTBEHHOM U 3apybexHOi JuTeparype J10-
CTATOYHO IMOJHO M3JIOXKEHbl KJIMHUKO-TeHeTHYeCKIe
n TepanesTuyeckue Bonpocet 171 [6, 8 u ap.]. Bme-
cTe ¢ TeM 0Co0eHHOCTH TeueHus [J1/1 v KeHIMH BO
BpeMs OEpPeMEHHOCTH B JiMTepaType OCBELIEHDI
10BOIbHO CKYAHO [3, 10]. Sternlieb [9] cymmuposa
I10 JIAHHBIM JIMTEPATYPLI 32 rocjieaHme 25 ner coob-
uenust o 111 XeHwmHax, y kotopbix 66110 153 6e-
PEMEHHOCTH, 3aKOHYMBLUMECH poxkaeHueMm 144 3510-
poBbIX ZeTel; Yy 9 Habnomanuchs XpoMOCOMHBIE,
MOHOTreHHbIE 3a00/1€BAHUA U BPOXIEHHbBIE MOPOKH
pa3suTHst, He 3aBucsAilume ot IJ11 marepu. [derannb-
HbIX OMMCAHUM T€YEHUs1 DepeMeHHOCTel U POIOB Y
GonbHbiX [JII M IMHaMuKu npolecca OCHOBHOTO
3aboneBaHus Ha (oHe BepeMeHHOCTH MalMEeHTOK B
JOCTYITHOM JIMTEpATYype Mbl HE HALLUIM.

[Tonaraem, npo6iaema GepeMeHHOCTH U POIIOB Y
GonbHbIX [JI XeHIUMH mpencrabisieT npakTuye-
CKMH MHTEPEC KakK JUIsl aKY1IePOB-TMHEKOJIOTOB, TaK
M U1 HEBPOTATOJIOTOB.

[IpencraBnsiem onumcanume tpex 60abHbIX [T,
KOTOPBIX Mbl HabJ1104a7IM BO BpeMsi 6GepeMeHHOCTH
M pOIOB.

Ilepeoe nabarooenue. bonvuas 51.J1., 1971 rona
pOXIEHUS, pocia U pa3BuBatach 6e3 ocobeHHoC-
Teil, KpoMe HabalonaBuIeics ¢ 10IUKOIBHOM0 BO3-
pacTa CKJIOHHOCTH K 3armopam («mama BCeria 3aBa-
puBana cnabuTenbHblit Yyaii»). B 16 net nepeHecna
OCTPbIil BUPYCHBII renatut B Tskenoi ¢dopme. B
po3pacTe 22 jieT ObUIa 3aKpbiTas YepernHo-Mo3ro-
Basd TPaBMa, 4yepe3 5 MecsieB rocjie KOTOPO M3-
MeHWIACh peyb. [ToCTOPOHHUM CTANO TPYAHO 1MO-
HuMaTh pedb OosbHOM. [losiBuiack ausaprpus co
CMTHBIM TMPOU3HOLLEHHEM 3BYKOB. [To ucteueHnm
etie 4 MecsiueB cHayaja NMOCTOPOHHUE, 4 3aTeEM M
cama O0JIbHas!, 3aMeTWIM YXYIILUeHHWe TOXOJKH U3-
32 MOSABMBLLENCS CKOBAHHOCTH B HOTax, ApoXaHue
pyK, YCUIMBalouleecs rnpu awodoM GusnyecKkom
HanNpsKeHWU, U M3MeHeHue nodepka. CocTosiHue
DOJIbHOM 3AMETHO YXVALLATIOCH, U Yepe3 6 MecsLeB
rocJie NMosBJeHUS MEePBLIX MPU3HAKOB 60JE3HM OHA
yKe He MorJia cebs 0OCcayKUBaTh: CaMOCTOSTENILHO
0/1eBaThCS, BJAJETh CTOJOBBIMM NpUOOpaMK U T. 1.
[Tporpeccupytolas sKcTpanMpaMuaIHas noakopko-
Basi HEAOCTATOUYHOCTh ¥ O0JIbHOM ObL1a pacueHeHa
KaK HaBsI3UMBBIE JIBMXKEHWS BCJCICTBME HEBPO3a,
a 3ateM ObuUl BLICTAB/IEH IMArHO3 I'MIepPKUHeTHYeC-
Kol (HOPMbI paccesHHOro ckiepo3a.

Yepes 2 rona nocine MaHudecTallMu HEBPOJIO-
ruueckux cumrromos ['J1]1 B npoduiabHON KIMHUKE
KybaHckoro meauimHckoro uHeruryra (r. Kpac-
Hozap) OGosibHOI OB MCC/IEI0OBAH B ChIBOPOTKE

kposu yposeHb LIIT — 24 wmr/n (Hopma 300-360
MTI/J1) M MPOU3BEAEH OCMOTP POTrOBMUBI 7143 Yyepes
11I€JIEBYIO JIaMITY (BBISIBJIEHBl MEIHbIE POrOBUYHLIE
konbiia Kaitzepa—®@ueitepa). JlabopatopHo-
OUOXMMMYECKHE TeCThl, XapakTepusywliluue (yH-
KLUMOHAJIbHYIO CMOCODHOCTH MeYeHU, OCTABAIUCH
B Mpejenax HOPMbI, YTO Hepeako Habmwaaercs
npu Hesposnoruyeckoit gopme IJI[1. Ha ocHo-
BAHUM coYeTaHuss y OOJbHOM HEBPOJOTMYECKOH
CHMITTOMATUKM, TUITOLIEPYIOIIA3MUHEMHH U KOJIeL
Kaiizepa—®@ieitiiepa) Obl1 BbICTABIEH AMArHO3:
I, apoxatensHo-puruaHas ¢dopma. HasHaueHo
JeyeHue, HarpapjleHHoe Ha TMOoIepXaHUe OITHU-
MajlbHOW (QYHKUMOHAIBHON CITOCOOHOCTH TeYeHu
u cnieunduyeckoe JieyeHUe B BUIe KynpeHwta. Ha
(hoHe rnpuMeHeHUs KyTpeHuIa CocTosHUE DOIBHOM
3HayuTeNbHO yaydwmiaock. C uiois 2000 r. (29 nert)
peryasipHo monayyana kynpeHua no 1050 mr/neHs.
Yepes nonroga jgeyeHus: OoNbHAs MOJIYYMIA BO3-
MOKHOCTH cebs 00CIyKUBaTh U XOIUTh O3 MmocTo-
POHHEHN TOMOILLH.

I'muekonoruyecku: MecsiyHele ¢ 14 ner no
2—3 [HS ¢ MPOMEXYTKOM 27 nHel, obuibHble, 6e3-
bose3neHHble. YeTbipe GepeMeHHOCTH, HACTYIIUB-
lMe Ha oHe BBIPAXEHHOM KIMHUYECKOW HEBpPO-
JIOTUYECKON BMJILCOHOBCKOM CHMMNTOMAaTHUKM I10
pEeKOMEeHIalIMK1 aKylIepOB-TMHEKOJI0TOB ObLTH Mpe-
pBaHbl B 1 TpuMecTpe.

[IsaTas GepeMeHHOCTL HACTYIIHIA NOCE Meau-
KO-TeHeTHYeCKOro KOHCYJIbTUPOBaHUS OOMBHOIM,
JOCTHXKEHMA CTOMKOM peMHCCHM OCHOBHOTIO 3ab0-
neBaHus, GecriepeboiiHoro obecrieyeHus ee Kym-
PEHWIOM. YYUTbIBAas PEIKOCTb PacMpOCTPaHeHMUs
M ayTOCOMHO-PELEeCCMBHBIM THUIT HACAed0BaHMUS
[JI/1, BepoATHOCTb poOXKIeHUs GONbHOTO pedeHka
Obi1a pacueHeHa MeHee 1%. bBraronpusaTHbIN
MEIUKO-TeHeTUYEeCKMM MPOrHO3 OCHOBLIBAJICSH
TAKXKE Ha OTCYTCTBUM JIaHHBIX O POACTBEHHOCTH
Opaka Mexiy cyrnpyramu, Ha OTCYTCTBMM aHaso-
TMYHON CUMMTOMATHUKHM Y CYTIPYTa, HA HOPMaTbHbIX
nokasarensix coaepxanus LIIT B ceiBOpoTKe ero
KpoBu. MMetolmecs B HACTOsILLEE BPEMST BO3MOXK-
HOCTH MOJIEKYJIIPHO-TEHETUYECKOTO UCCIeN0BAHMS
rOMO- M FeTepo3UroTHOro HocuteabeTBa reHa [J17]
B HallleM CJIy4yae He MCITOJb30BATMUCH.

YuyuTbiBas JaHHBIE O TOM, YTO MpenapaTbl Kyrmi-
pEeHMWIA CITOCOOCTBYIOT CHWXEHHUIO TPOLIECCOB 00-
pa30BaHUsA MEXMOIEKVISPHBIX CBsi3ed KojlareHa
M CIMOCOOHBI BBI3BIBATH Y TU10/1a MOBBILLIEHHYIO 3/1a-
CTMUHOCTBb KOXM U CYXOXKMIMN B BUIE MCEBIOCHUH-
npoma Dnepca—/lanio, a Takxke Haul COOCTBEHHBIN
NMpeabIAVILKIA ONMBIT BeAeHUsT OepeMeHHOCTH Ha
dhoHe npumeHeHust kynpenwna [3, 5], 6bu1 npen-
JIOXKEH CJIeNVIONIMI T1aH BeleHus GepeMeHHOCTH
U POJIOB Y HallleH MalMeHTKHU: Ha Bech nmepuoj oe-
peMEHHOCTH. B 1esiX CHUXKEeHUs BO3MOXHOIO Te-
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paroreHHoro 3ddexra, 103y KynpeHWIa JOBECTH
g0 450 mr B nexb; B I M B koHue II TpumecTpa
OepeMeHHOCTH MPOoBecTH NpoduiakTuieckue Kyp-
Cbl Teparuu, HarpapieHHON Ha TOIAEpXaHUe
ONTUMaATbHON (YHKIIMOHATLHOM CITOCODHOCTH Te-
yeHu (KarmeasHuLbl 5% pacTBopa IJIOKO3bl ¢ BUTA-
MMUHAMM, 3CCEHLIMATE, PACTUTENIbHbIE KeIueroH-
Hble rnpernaparbl, pubokcuH); GepeMeHHOCThb
MPOJIOHTMPOBATH IO/l IXOrpaduiuecKkuM KOHTPOIEM
njaona npu oduenpuHsaThHIX cpokax 10—12 u 19-20
Heleb 0epeMeHHOCTH B LIeJIsiX UCKITIOUEHUS BPOXK-
JIEHHBIX MOPOKOB M aHOMAIWH Pa3BUTUS, HE3aBU-
CALLMX OT MAaToJIOrMu DepeMeHHOM; 3a 2 Heleau 10
MPEeroiaraéMoro CpoKa poaoB st NpoduiakTu-
KU TPOMOOLIMTONEHUH (0XKHUIAEMOE OCIIOXHEHUE
KYTMpeHUIa) ¥ BO3MOXHOIO OCIOXHEHUS POIOB
KPOBOTEUYEHUEM, TOJHOCTbIO OTMEHUTD TIPUEM KY-
NpeHuaIa; poaopaspelleHre MpoBecTH MyTeM orle-
paluuy Kecapesa ceueHus B LeJsX MPpeaoTBpalleHUs
HEBPOJIOTHYECKON MOAKOPKOBON CUMIITOMATUKH,
KoTopasi MorJjia Obl ObITh CMPOBOLIMPOBHA MOTYX-
HbIM TE€PHUOIOM POJIOB.

BepeMeHHOCTB VY HallIe# MaLMEHTKHU NMpoTeKaaa
0e3 ocobeHHoCcTeM U B cpoke 40 Henenb obLenpu-
HATBHIM METOIOM el Obla MpoM3BeAeHa onepalus
Kecapepa cevyeHusi. Ponunace neBouka ¢ mMaccoi
tena 2850 r v winMHOM 48 ¢M, ¢ OLIEHKOM MO LIKale
Anrap 7-8 6annoB. [locneonepallMOHHbBIN MEPHOLI
y Marepu M paHHUii MMepuojl HOBOPOXIAEHHOCTH ¥
JIEBOYKH TpoTeKann 6e3 OcaoXxHeHui u vepes 15
JIHE OHM ObIIM BbIMKMCAHbI U3 CTALIMOHAPA B Y10B-
JICTBOPUTEILHOM COCTOSIHMM.

IMpuHKUMasas BO BHMMaHHE BO3MOXHOCTbH 000-
CTPeHMs1 OCHOBHOIO 3abosieBaHMs y MaTepu Ha
¢oHe nakrauuu, nepoyka Oblia rnepesejieHa Ha UC-
KYCCTBEHHOE BCKapMJIMBaHMe, a XEeHIIMHA BO-
300HOBMIIA [TpHeM KynipeHuaa B 1o3e 600 Mr B 1eHb.
YXyaiieH!s HEBPOJIOTUUECKOM CUMIITOMATUKH MPY
3TOM HE OTMEeYasloCh.

Bmopoe nabarodenue. bonbhas Y.0., 1980 rona
poxneHus, 10 19-eTHero Bo3pacra pocia U pasBu-
Bajiack 6e3 0COOEHHOCTEM, 3a UCKIIIOYEHMEM YacThIX
HOCOBBIX KDOBOTEUEHM, HAbJIIOIABIIMXCS B [IePBbIe
10 1eT XXM3HM ¥ IPOSIBICHU I BEreT0-COCYAMCTON ANC-
TOHWUU B mpeanybepraTHoMm repuone. MeHcTpy-
auuu ¢ 15 ner, uMxanyHocThO yepe3 30 aHeii, 10
4-5 pHeit, ymepeHHble, 6e3001e3HeHHbIE, Pery/sap-
Hble. B 6pake ¢ 17 ner, umena 4 GepeMEHHOCTH, U3
KOTOpPBIX I€pBas 3aBeplLIMIach CaMONPOM3BOJIbHbLIM
BBIKMIIBIILIEM TpU Cpoke GepemeHHocTH 15/16 He-
NeNb; BTOpasi — MEIMLIMHCKUM abopTOM, M TPeThbs —
3amepiiasi TIpy CpoKe 7/8 Helesb.

Yersepras GepeMeHHOCTb 3aBepllUIack CaMo-
TIPOM3BOJIbHBIMHU TIPEX/IeBPEMEHHbIMU POIaMU IPU
cpoke 34/35 Hele b, B HOXKHOM IpeUIeXXaHuH, 110~
JIOM 3KeHCKOoro rosna Maccoit 2250 r, pimHoi 43 cM,

¢ oLleHKoit no kane Anrap 7—8 6amios. C poxie-
HUS HA MCKYCCTBEHHOM BckapmauBaHuu. lanee pe-
OEHOK pa3BUBAJICS COOTBETCTBEHHO BO3PACTY.

Ofpaniaer BHUMaHMe XapakTep TeueHus Gepe-
MEHHOCTH Y Hallieil MallMeHTKH, KOTOpPYIo ¢ mep-
BbIX Hejleb OepeMeHHOCTH C HapacTaHWeM CUMII-
TOMOB Oecriokowiu ob1ias cinabocTh, MOBbILIEHHOE
CJNIIOHOOT/EC/ICHMUE, 3aTPYAHEHUA TPU TJIOTAHMHU,
HapacTaollas 1aTKoCcTh Mpyu Xoanbe. 1o cocto-
siHWe Hab/ronanoch BClo OepeMEHHOCTh M paclie-
HMBAJOCh KaK TPOSIBJIEHUsA BEreTo-CoCYIUCTOH
aucronuu. [TpU3HaKoB recro3a He oTMeyanoch. Pe-
3YBTATBI OOLENPUHSTBIX J1JADOPaTOPHO-OUOXUMMU-
YeCKMX ¥ DAKTEPUOIOrHYEeCKHX UCCIeIOBAHUIA ObLIN
B mpejenax HopMmbl. Ha BTOpo# IeHb Mocjie poaos
coctosinne Y.0. pe3ko yXyAlMIOCh! 3HAYUTEbHO
VBEJIMYWIACHL CaIMBalLIUsl, IMOSABUIACH JM3ApTPHs,
1uchoHMsA, HACUIBLCTBEHHDBII OCKall, IPOXaHue B
pyKax, KOTOpO€ He OTMEYaloCh B COCTOSIHMM T10-
KOSI, M pe3Kasa MblllieyHas CKOBAHHOCTb B HOraX.
[TpuM HEeBPOJIOrMYECKOM OCMOTpe Obpalllaln BHU-
MaHMe OTYETJIMBasi SKCTparypaMmuiHas MoaAKOPKO-
Basl HEJIOCTATOMHOCTL M OTCYTCTBUE [1ATOJIOTHYEC-
KMX HeBpoJiornyecknx 3HakoB. Ilpu ocmotpe ria3
C 1eeBOi J1aMnoi BbisiBAeHbl Konbua Kaitzepa—
Dreiwepa. Yposens LI B coiBOpoTKE KpOBM pa-
ped 0,1 mr/a. bonbHo# Obll BbICTaBIEH AMArHO3
['J1J1, npoxarelbHo-puruaHas ¢hopma, HazHayeHo
COOTBETCTBYIOLLIEE JIeUeHHeE

B cBf3M ¢ nosiBUBLIEICS] HEBPOJIOTMYECKON CHMIT-
TOMATUKON HOBOPOXIEHHOMY ObLIO Ha3HAYEHO elle
B POIWILHOM JIOME MCKYCCTBEHHOE [MHMTaHue.

Takum obpaszom, npusHaku [J11y V.O. B Buae
001X HecneurdruyecKUxX MposiBJIeHUH Havaluch
BO BpeMsi DepeMEHHOCTH W POIbl SBWJIMCH MPOBO-
uMpylowuM (akropom manudecTalmMu 3KCTpa-
NUpaMUIHON MOJKOPKOBOW HELOCTATOYHOCTH,
crietmduunbie wis [J11. Bo3amoxHo, ecnu 6bl po-
JlopaspelieHue ObLUIO BbITOJIHEHO MYyTeM ONepaLuu
KecapeBa ceyeHus, T. €. Obl1 Obl MCKIIIOYEH I10-
TY>KHOM TEPUO, YTO SBJISETCS CHIIBHBIM CTpec-
COM JUISl LIEHTPaJbHOI HEPBHOM cUCTEMBbI, Oblia
Obl oTnaneHa mMaHudecTauus HEBPOJIOTHYECKUX
cumnromos [JI/1. [Tomaraem, uto eciu Obl DOILHAS
nojyvyana NeHUUMJIaMAH BO BpeMsi GepeMeHHoc-
TH, TO 3TO cnocoOCTBOBAIO Obl MPeIOTBPALLEHUIO
pa3suTus Tsxkeabix npusHakos [,

Tpemve nabarodenue. Y 60/bHOMN, ONMUCAHHOU
Hamu paHee [3], serkuve NposiBIEHUS HEBPOJIOTH-
YeCKOM CMMITOMATMKM TMOSABMIMCH 3a 2 roaa 1o
OepeMEHHOCTH U Pe3K0 MPOrpeccHpoBalvd Ha ee
done. Ilpuuem Haubosee spkas mMaHudecTauus
CUMNTOMOB OTMevanach Bo 11 Tpumectpe 6epemeH-
HOCTH, Koraa 00JibHasl cTaja JKajloBaThCs Ha MOBCe-
MECTHYIO MBILIEUHYIO c1abOoCTb, MOBBIIIEHHYIO
pasApaxkKMTeNlbHOCTh, IUIaKCUBOCTL. IlocTeneHHo
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YCWIMIIMCh M3aPTPUs, IPOXKAHKUE PYK MO IKCTpa-
nupamMuaHoMy Tiny. JKeHumHa 6Gb1a ponopaspe-
lIeHa Yyepe3 eCTECTBEHHLIE MYTH, HO YKe B PaHHEM
Moc/Iepo/I0BOM MeEpHoJIe HabIIOaaI0Ch PE3KOe yXyil-
lieHNe COCTOAHMA BOILHOM: MOABUIOCH ApOXKAHME
B HOrax M TYJIOBHLIA, M3MEHWIAch rnoxoaka. Yepes
HECKOJILKO MECALIEB 10C/e PoAoB GONbHAS yXe He
moria cebst o0CayKuBaTh. Bbln BeICTaBIEH AMArHO3
paccesiHHbIA CKIEPO3 IMIEPKMHETUYECKON (POPMBI
M orpenesieHa MHBAIMIHOCTL |-t rpymnsl. TonbKo
yepes TpH roaa rnocje poaoB ObUT BLICTABIEH MC-
THHHBIHA auarHo3 TJII, npoxarenshas dopma. Ot-
METUM, YTO J104epu OOJNILHOI B HacTosillee BpeMs
23-i1 ron. OHa NMPaKTUYECKHU 3[0pPOBbIii YeT0BeK.

[IpuBeneHHbie HabMOneHUs BepeMeHHbIX, CTpa-
natowmnx I'JIJ1, no3BonsioT caenars ciaeayioiee 3a-
KJIIOYeHUE:

— cBoeBpeMeHHasa avarHoctuka IJIJ1 u anex-
BaTHOE JIeYEHWE B MEPUOI MOATOTOBKYU W/WIKN B
npoiecce OEpeMEHHOCTH MO3BOJSIOT TPeNoTBpa-
THTb 0BOCTPEHME HEBPOIOTMYECKON BUILCOHOB-
CKOM CHMITTOMATUKU V KEHILUUH U TOJYYHUTDL BJa-
TONPUATHBIA MCXO BepeMeHHOCTH;

— KyNnpeHW1, Ha3HavyaeMblil B MaJlbIX /103ax, He
0Ka3bIBaeT TEPATOTreHHOrO BIAMSHMS Ha TUIOL;

— T'JI1 He cyXUT NpOTUBOIOKA3aHUeM LI Oe-
PEMEHHOCTH, OJHAKO B OTCTYTCTBHE aleKBATHOTO
JeyeHUs GepeMeHHOCTh MOXKeT Croco6CTBOBATh
0BOCTPEHUIO M MPOTPECCUPOBAHNIO OCHOBHOTO 3a-
boseBaHMSA;

— BO M30exKaHUe YXYALIEHUS KIMHUYECKOM Kap-
tHbl [J1]1 nenecoobpasHo pomopaspeleHue xeH-
LLIMH TTPOM3BOAUTD MYTEM Kecapesa CeueHus; He pe-
KOMEH/I0BaTh I'PyIHOE BCKapMIIMBaHHE MIAeHIIA.
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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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