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Pesiome: [laHHbiil cnyyai onucelBaeT peako BcTpevaemoe 3abonesaHue: cuHapom lNygnacue-
pa y 6epemMeHHO. MPUYNHOK NepecTPONKN UMMYHHOW CUCTEMbI Ha ¢oHe BepeMeHHOCTH, Be-
POSiITHEN BCEro, iBUnock nepeHeceHHoe OP3. MNpuxusHeHHaa anarHoctuka cuiapoma N'yanac-
yepa B JaHHOM ciiyqae OCNoXHUNAck NOA03PEHMEM Ha CENCUC BBUAY ONepaTUBHOro npepbiBa-
HUS 6EPEMEHHOCTU C MOXOXEN KNMHUYECKON KapTUHOW U JaHHBIMU TABOPaTOPHBIX U UHCTPY-
MeHTanbHbIX 06cnenosaHuit. Beaywim B Havane aaboneBaHus 66110 NOpaxeHUe NoYeK C Hapa-
CcTawLen NoYeYHON Kea0CTaTOYHOCTLIO, NMPUCOEANHUBLLUNECH NO3XE PEHTIEHONOrMYECKNE U3-
MeHEeHUs B NIerkKnux CoBnazanu No KAKHWKE C HapacTaiotleil NOYEeYHOM 1 Nero4YHO-CepaeYHOM He-
JOCTaTOYHOCTbIO, OTEKOM JIETKMX C KPOBOXapKaHbEM W PacLEHUBANUCh Kak NPoABNEeHne OByX-

CTOPOHHEWN 3aCTOWNHOW MHEBMOHUU.

Cunapom I'ypnacuepa (CHHOHHMMEL C€TMEHTap-
HEIM HEKPOTHYECKUH TAOMEDPYAHUT C TeMopparuyec-
KHM aAbBEOAMTOM (THEBMOHHUTOM), A€TOYHAasI IIyp-
nypa 1 He(OpHUT, TeMOppParudeCcKui IyAbMOpeHaAb-
HBI¥ CHHAPOM, AETOYHEIM reMOCHUAEDPO3 C HedpH-
TOM, TeMOpparudeckasi UHTEepPCTHIMAAbHAS ITHEeB-
MOHHS C He(PUTOM, NEePCUCTUPYIOIIUI reMOdTH3
C TAOMEPYAOHedPUTOM H AP.) — TsKeAOe CHCTeM-
Hoe 3a60AeBaHMe HEM3BECTHOM ITHOAOTHH, XapaK-
TepHu3aylollleecss COYeTaHUEeM penUAUBHDYIOleHr
reMopparu4yeckoy ITHeBMOHUH U TAOMePYAOHeppH-
Ta C HPOTPECCHPYIOLIEH MOYeYHON HeAOCTAaTOYHO-
CTBIO.

BriepBrbie cuHApOM ORIA OtHcaH B 1919 ropy rap-
BapPACKUM matoarorom 3. ['yAnmacuepoM, KOTOPHIH
HabAIOAQA ¥ BOCEMHAALLATUAETHETO IOHOIIY, Ilepe-
HeclIero HH(MAIO3HILY, TOSIBACHY e aHEeMUH Ha (hoHe
PELUAUBUDYIOIIErO KPOBOXapKaHbsl H ABYCTODOH-
HUX AETOYHHIX MH(pHUABTpaATOB. Ilocae cMepTy, de-
pe3 6 HepeAb OT Hauyaaa 3ab0oAeBaHUsl, Ha BCKDEITHHU
OBIAM OOHApy>XeHBl aAbBEOASPHAsi reMopparusi,
ARGDDY3HEIN HEKPO3 aABBEOA B IPOAHGEPATUBHEIN
HedpUT.

K 1968 roay B MHpOBOM AuTepaType OBIAC OIH-
caHo 135 cayuyaeB cuHapoma 'yanmacuepa [7], 1984 -
B MupoBoii 280 1 B oTeuecTBeHHOM 21, U3 HUX OBIAO
SKeHUIUH - 8 ¥ My>XuuH - 13 [28]. Hucao onybauko-
BaHHBIX CAyYaeB 3TOro 3a00AeBaHUsI B OTeYeCTBEH-
HOH AnTeparype K 1987 roay yBeauduaocs po 38
[14].
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CunapomoM I'yanaciepa 6OACIOT B OCHOBHOM
AHIa CpeAHETo BO3pAacTa, OAHAKO, ONUCAHKI CAYYaH
3aboAeBaHuUs y AeTel, IOAPOCTKOB U HOKHUABIX AUI]
[10, 18, 23, 26].

BOABIIMHCTBO aBTOPOB BO3HHKHOBEHUE CHHADO-
Ma 'yAnmacuepa CBSI3BHIBAIOT C BUDYCHBIMH M BaKTe-
puaArbHEIMM MHGeKusaMu [11, 15, 20], psip aBTOpOB
B KayeCTBe BO3MOKHOTO 3THOAOTHYECKOro (PaKTo-
pa IPHUBOAUT BO3AEHCTBHE (PU3UYECKUX U XUMHUYeC-
KUX (paRTOPOB BHEIIHEM CpeARl (OpraHu4YeckHe pa-
CTBOPUTEAH, AdKH, Taphl € H3UHA, YTA€KHCABIN ra3,
A-nenunuaramuH). O6CYyKAQETCsE CBA3b CUHAPOMA
I'yanacuepa ¢ Ty6epKyAe30M AeTKUX, OPOHXHAAB-
HOM acTMO¥, GoaesHbro llenaerin-I'eHoxa [5, 17],
pPEBMATOUAHEIM apTputoM [23]. Midyuarack poab
ceMeNHO-reHeTUYECKOH IpeAPaCIIOAOKEHHOCTH
npu cuHapoMe 'yanacuepa [22].

IMarorenes cuHapoma I'yanacyepa CAOXKEH, AO
KOHIIa He MU3y4eH. B HacTosllee BpeMsl CHHADOM
I'yamlacuepa pacCMaTpPUBAETCSI KAK ayTOMMMYHHOE
3a60oAeBaHME B PE3YABTATE NNOPaXKeHUs 6a3aAbHEIX
MeMOpPaH AETOYHEIX aAbBEOA U NTOYEYHEIX KAy6OU-
KOB, HMEIOLUX OBUIYIO THCTOT€HETHYECKYIO CTPYK-
Typy. O6pa3oBaHHe ayTOAHTHTEA, OTACKEHHE AH-
HeMHEIX AEITO3UTOB, COCTOSIINX U3 UMMYHOTAOOY-
aunoB G u KomnnremenTta C,; Ha 6a3arbHEIX MeMO-
paHax IIOYeUYHEIX KAYOOYKOB M arbBEOA IIPHBOAUT
K Pa3BUTHIO aYyTOUMMYHHOTO BOCHAA€HHS B 3THX
opranax [6, 10, 21, 29].



Psip 3apyGe>KHBIX ¥ OTeYeCTBEHHBIX HCCAGAOBA-
TeAel Ba’KHYIO POAB B ITaToreHese CHHApoMa ['yA-
nmacyepa OTBOASIT HapyIUIEHUIO B CHCTeMe reMOKoa-
ryasuun [9, 14, 21]. HekoToprle aBTOPEI OTHOCAT
cuHapoM I'yaniacuepa K KoarareHosaM [19], pApyrue
- K CUCT@MHEIM aAAePTHYECKHMM BacKyauTam [29], K
aarepruyeckuM 3abonreBaHHSIM C o6pa3oBaHuEM
MMMYHHBIX KOMIIAEKCOB [27].

Onucau cayyail cuHapoma I'yanacyepa 6e3 ruc-
TOAOTHYECKHX IIPHU3HAKOB BaCKyAHUTa [9]. Psaa aBTo-
pPOB OTMEYaeT, YTO IIPH 3TOM CHHAPOME OTCYTCTBY-
IOT IPU3HAKXU CHCTEMHOTO BaCKYAUTA U TOpa>keHUsI
ADYTMX OPraHOB, KpOMe AeTKHX M mouek [24]. He-
KOTOPEIE CUUTAIOT, YTO NOPa’keHHe APYTHX OPTaHOB
10 THIY CUCTEMHOTO BaCKyAUTa (KAIlMAASIPHUTA) HE
TOABKO He IIPOTHBOPEYUT KAMHUYECKOH KapTHHe
cuHApoMa I'yamacyepa, HO B psiAe CAy4aeB AOAXKHO
HAaTaAKHBATh Bpada Ha MBICAL 06 3TOM 3a60A€BaHMHU
[1, 10]. [TpuBOASITCS COOOLIEHUST O PA3BUTHUM Bac-
KYAHTOB A€rKux, ceaesenku [13], Muokapaa [18],
APYTHX OPraHOB (KOJKM, MO3Ta, JXKeAyAKa) [23].

Ilo AaHHBIM psiA@ @BTOPOB IIPH CHHApPOMe ['yA-
nacyepa 6oaee yeM B 3/4 CAydaeB CUMIITOMEI A€T0Y-
HOT'O IOPa’KeHUsi IO THITY FeMOpparu4ecKoi mHeB-
MOHHH (OABILIKE, CAAOOCTh, KPOBOXapKaHbEe, BBICO-
Kasi TeMIepaTypa, Pa3BUTHE JKeAe30Ae(PUIHTHON
aHEeMHU) Ollepe’KaloT Pa3BUTHE NOYEYHEBIX CHUMIITO-
MOB (MOYEBOTO CHHAPOMA C HapacTalollley noyey-
HOM HepoCTaTOYHOCTEIO) [10, 14, 15, 20, 26}]. Ilpu-
yeM KAMHHUYECKasl U PeHTTeHOAOTHYeCcKasl KapTHHa
(rerkux) B Ha¥aAe MOJKET HallOMHHATh KapTHHY
MHAHAPHOTO TyOepKyAe3a A€rKUX, YTO IIPHUBOAUT K
OLUHOOYHON AMAarHOCTHKE U TOCITHTAaAM3aLH GOAL-
HBIX B IPOTHBOTYGEPKYAE3HKIHN AucniaHcep [5, 6, 12,
28].

B psiae cayyaeB cHHApPOM I'yamacdepa MOJKET
Pa3BUTHCS KaK Ha (POHE XPOHUYECKOrO TAOMEPYAO-
HedPUTa C OTHOCHUTEABHO OOABIION AAUTEABHOCTEIO
3aboaeBaHus [16], Tak ¥ HaYaTHCS C OCTPOTO MAH
IIOAOCTPOro rAoMepyaoHedpHTa [4, 6]. Onucanw
CAydYau Hayara 3a00AeBaHUS C TOAMAPTPAATHH, YTO
3aCTaBASIAC AUdPEePEeHIHPOBATE €ro ¢ PeBMATOHA-
HBIM IIOAMapPTPHUTOM, peBMaTH3MOM [2, 6, 23], ¢ no-
CAEAYIOIIMM ITPUCOEAHHEHHEM IIOPAayKeHH s AeTKUX
¥ MTOYEK; C KPOBOU3AUSIHUS B KOXKY B OOAACTH CyC-
TaBOB 6e3 MOP(POAOTHYECKUX U3MEHEeHHH B HUX [8];
C JXeAyAO4YHOH Aucnencuu [20].

IToAuMOpPHOCTh KAUHUYECKON KapPTHHEI CUHA-
poma ['yannacuepa ¢ BO3MOXHBIM OAHOBPEMEHHBIM
MAM TOCAEAOBATEABHEIM [TPOSIBAGHUEM NTOPAKEHHUS
AErKHX, OYeK, CYCTaBOB, MHOKAapAd, CEeAe3eHKH,
KO>XHEIX IOKPOBOB C Pa3BUTHEM re HepaAH30BaHHO-
FO CHCTEMHOTO BACKYAHTA 3aTPYAHSET IPUKU3HEH-
HYIO AMArHOCTHKY 3TOTO CHMHAPOMA, 3aCTaBAsieT
AU EPEeHIIMPOBATE €ro C TyGepKyAe30M, KOAAATe-
HO3aMHM (CUCTEMHOM KPAaCHOHN BOAYEHKOM, CKAEDPO-
AepMHel), Y3eAKOBBIM [IePHAaPTEPHUTOM H ADYTH-
MM CUCTeMHBIMH BacKyaurtamu 1, 2, 3, 10, 21, 25].

BrIAEASIOT TPU KAMHUYECKHUX BapuaHTa 3aboae-
Banus [10, 14, 29]. 3rokaveCTBeHHEIM BapHaHT
BCTpedaeTcs HanboAee YacTo, B ero KAMHHYeCKOH
KapTHHEe IpeobAaAadI0T PeUAHBHDYIOIIas reMop-
paruyeckasi THEBMOHUS U AUDDY3HEIH TAOMEDPYAO-
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HedPUT ¢ GLICTPEIM IPOrPeCcCUPOBAHUEM IIOYEYHOH
HEAOCTATOYHOCTH, JKeAe30Ae(PUIUTHON aHEMUEH.
CMepTh HacTymHaeT OT ypeMHuH (3, 6].

ITpu BTOpOM BapuaHTe 3aboreBaHMsI HaOAIOAQ-
eTCsl OTHOCHUTEABLHO MEAAEHHOE IIPOrPEeCCHPOBaHHE
M3MEeHEeHHH B AeTKHX U IT0YKax. BoAHOOGpa3zHOCTh
TeYeHHSI AeTOYHOr0 CTPAAAHHSA (KAMHHYECKHU H
PEHTTEHOAOTHYECKH) COYeTaeTCsl C MOCTelleHHBIM
HapacTaHHEM NPH3HAKOB IOPa>keHHUsl II0YeK - He-
GOABLIION MOYEBOX CUHADOM U IOBHILLIEHUE apTepHu-
aABLHOTO AaBAaeHMs [12].

[Tpu TperreM BapHaHTe CHHApoMa ['yanacuepa
oTMevaeTcs npeobrapaHHe NMOpPa’keHUs MoYeK B
BUAE AM(DDY3IHOrO TAOMEPYAOHe(@PHTa C Iopake-
HHEeM AerKUX B (puHare 3aboreBaHus [16].

OnucelBaeTcs B AUTEparype elje 1 4eTBePThHIH -
HeONPEAEACHHEIH BapuaHT [14].

HecmoTpst Ha aKTHBHO IIPOBOAMMYIO IIaTOreHe-
THYECKYIO TEPAIHIO (TAIOKOKOPTHUKOCTEPOHABI, -
TOCTATHUKH), @ TAK)Ke MOILITKY IPUMeHeHHs Iapa-
XUPYPrU4eCKUX MeTOAOB B A€UeHUHU CHHAPOMa ['yA-
nacuepa (nrasmadepes, remocopbuus) [10, 27];
CpeAHsisi IPOAOAKHTEABHOCTD JKU3HU 3THX OOAB-
HEIX COCTaBASIET OT ABYX-TPEX MecCsleB A0 OAHOTO
ropa [14, 20, 26], opHaKO, OMMCaHbl CAy4Yay AOCTH-
JKEHHUS peMUCCHUH 3a60AeBaHus ¢ GOABUIEN IPOAOA-
SKUTEABHOCTBIO JKH3HH OT ABYX AO CEMU AET B AUTe-
paTtype oTeuecTBeHHOH [9, 12, 15, 16, 18, 23] u A0
ABEHAALIATH - B 3apyOesKHOM.

Hauboaee papAMKaABHEIM METOAOM A€UEHUSI CHH-
apoma ['yanacuepa R.R. Siegal (1970) cuuraer ABy-
CTOPOHHIOIO HE(PIKTOMHUIO C IIOCAEAYIOLHAM I'eMo-
AHMAAH30M K TpaHCHNAAHTAUeH IOYKH (IHT. IO
B.M. Koaeips, 1987, c. 136-138).

[1pu aHaAM3e TPHUAUATH A€BSATH UCTOYHHUKOB AH-
TepaTyphl Mbl He BCTPETHAHU ONTHCAHHUS CAydast UAM
CCBHIAOK Ha BO3MOJXKHOCTb BO3HHKHOBEHHSI CHHADO-
ma I'yanacuepa y 6epeMeHHEIX, IPDMBOAUM Hallle Ha-
OArOAEHHEe.

BoabHas B., ABaALLATH ABYX A€T, 3KOHOMHUCT, HO-
crynuaa B O6AACTHOH POAMABHEIA AOM H3 paHoHa
o caHaBuanuu 25.04.88 ropa ¢ npeABapUTEARHEIM
AMAarHo3oM: 6epeMeHHOCTh ABAAIIATh TPH HEAEAH,
Hedponartus. [IpH NOCTYNAeHHM HPEABABASIAG XKa-
AOOGBI Ha OABIUIKY IIPH (PHU3UYECKOM Harpyske, ro-
AOBHHEIE 60AH, OT@UYHOCTh HM)KHUX KOHEYHOCTEH,
OAMTYpHIO, MaKporemarypuio. [Ipu ompoce ycra-
HOBAEHO: 6epeMeHHOCTE IepBasi, C OAUHHAALIATH
HeAeAb HabAIOAAAACH aKylIepPOM-THHEKOAOI'OM IO
MEeCTY JKUTEALCTBa. AHAAW3 MOYM U apTepPHaAbHOE
AaBAeHHe OBIAM HOPMaAbHEIE; B IISITHAAIIATE HEAEAD
OTMeYaAach I'MIOTOHUS (apTepHaAbHOE AABAEHUE
80/40 MM. pT. CT.). B nepHOA ¢ IATHAAIIATH AO ABAA-
LIaTH ABYX HeAeAb He HabAIOAAAACH, XOTS IepeHec-
Ad OCTpOe pecnupaTopHoe 3aboareBaHHe B CPOKe
HIeCTHAALIATH - CEeMHAALIATH Hepeab. Ha cpoke ABaa-
LIAaTh ABe HepeAd 6epeMeHHOCTH [TOSIBUAUCH FOAOB-
Hule 60AH, IPH obpallleHHH B (DEABAIIIEDCKO- aKy-
LIePCKUM IYHKT O6blAA BEISIBAGHA apTepUaAbHasi -
nepteH3us Ao 170/100 mm. pT. cT. Yepes Tpu AHS
rmocae obpalieHHs: 3a MEAUIIMHCKON IOMOLIBIO IO-
SIBMAACh MAKPOTEMATyPHsl, OTEKH HIJKHIX KOHEYHO-
cTell. BOABLHYIO rOCIIHTAAM3MPOBAAU B IEHTPAABHYIO



paroHHYIO GOABHHUILY, TA€ B @HaAKW3e MOYM OBIA BBI-
siBAeH 6enroK 0.066-0.165%0, SPUTPOLUTEI CIIAOLIE,
IIpYU COXPAHHOM YASABHOM Bece mouu - 1023. B ana-
AM3e KpPOBU OOHapy>KeHa aHeMHs - TeMOTAOOUH
108 r/A 1 yMepeHHEH AeHKoOnUuTO3. V3 aHaMHesa
JKU3HH YCTAHOBAEHO, UTO paHee ObIAG 3A0POBa, 3a-
6oAeBaHUEM IOYEK He CTpapaAa. [Tepuopuyecku Ha-
OAIOAQAVICH PECIIMPATOPHEIe 3a00AeBaHUS.

HecMoTpst Ha MPOBOAMMYIO CUMIITOMATUYECKYIO
Tepanuio COCTOsTHNE OOABHOM YXYAIIIAAOCH; HAPOC-
AU U PEI CUCTOAUYECKOTO ¥ AMACTOAMYECKOIO ap-
TepUaABHOTO AaBAeHUS A0 200/120 MM. pT. CT., OTe-
ku. [TpucoepnHUAACE OAUTYPHS A0 400 MA B CYTKH.
BoAbHasI 3KCTPEHHO 10 CAHUTAPHOM aBUAllUH OBIAA
AoctaBaeHa B O6AACTHOU POAMABHEIN AOM.

Ilpu mocTynAeHHUM B POAHABHOM AOME COCTOSI-
Hue OOABHO¥ GBINO CcpepHeH TsxkecTH. Ko>KHEBIe nTo-
KPOBH U BUAUMEBIE CAH3UCTLIe OLIAU OAeAHBIE.
OO6GHapy’keHa yMepeHHass OTeYHOCTh HHU>XHUX KO-
HEYHOCTEeH U IOAKOXXHOM KAETYATKHU TYAOBHIIA.
[Tyanc 108 yaapoB B MHH., pUTMHYHBIH. APTePHaAB-
Hoe AaBAeHHe O6b1A0 220/140 MM. PT. CT., TOHBI CEPA-
la PUTMUYHEIE, BEICAYIIHBAACS CHCTOAHMYECKHUH
LTyM Ha BEPXyLIKe. AbIXaHVe Be3UKYASIPHOe, 0CAab-
AEHHO€ B HHJKHUX OTAeAaX. 2KHBOT OBOMAHOM pop-
MBI, MaTKa COOTBETCTBYET CPOKY ABAALIATU TPEM -
ABaALIATH deTHIpeM HeAeAsiM GepemeHHOCTU. [le-
4eHb, MOYKH, CeAe3eHKa He NMAaAbBIIMPOBAAUCE.
CumnTom ITacTepHaKoro GBIA OTPHIIATEACH.

AHaAu3 KpOBHU IIpH nocTynaeHuu (25.04.88): re-
MOTAOGUH 61 /A, AedikonuTe 18.0x10°%/A, COD
40 mM/4. OcTratoyHeli a30T 651A 0.39 r/A. 'eMaTOK-
purt or 27.04.88 paBHsAcs 18%, a 29.04.88 - 19%.

B anaause moyu onpeaeasiacsi 6eroK A0 5.7%o,
3puTpouuTH A0 100 B noae 3peHus.

BoabHast ocMOTpeHa HePOAOTOM, AMarHOCTH-
POBaH OCTDPHIM rAOMepyAOHedPUT, pa3BepHyTast
dopmMma.

BBuay TaxecTu coctosiHusi 60ABHOMN U He3d-
PeKTUBHOCTU NIPOBOAUMOM TepanuH, IO JKHU3HEH-
HBIM ITOKa3aHMsM, dKCTpeHHO 25.04.88 B ABapnaTh
TPH Yaca NPOU3BEAEHO MAaAOe KecapeBoO CeyeHHe B
LEeAsIX IIpepBIBaHUs 6epeMeHHOCTH, IIOCAE Yero
OOABHAsT HAXOAUAACH B I1aAaTe HHTEHCUBHOM Tepa-
iy u peanuManuu O6AaCTHON KAMHUYECKOH O0Ab-
HHIIEI TOA HaOAIOAEHHEeM T'MHEeKoAOTra U HedpoAao-
ra. Bo BpeMsi 1 11ocAe onepaTUBHOIO BMEIIaTEAb-
CTBa IIPOBOAUAACEH MH(Y3HOHHAS Tepanus (BBeAe-
HUe IIAa3Mbl, aAbOYMHUHA, reMOTpaHCcy3Uu), aHTH-
ouoTukorepanus (neHunuAAUH 1o 500 Teic. EA. 6
pas B CYTKH), COKpalllalolie MaTKy CPEACTBa, AUY-
PETUKU U TUIIOTEH3UBHBIE IIpenapaThl.

CocTrossHue GOABHOH HECKOABKO YAYYIIHAOCH!
yBeAruHAcs Anypes Ao 1050 MA B CyTKH; CHU3HAOCH
aprepHaAbHOe paBaeHue Ao 150/100 - 140/90
MM PT.cT. OAHAKO B NIOCA€OIIEPAllHOHHOM IIEPHOAE
OTMeYaAoCk NIOBHIIIIEHUe TeMIepaTyprl Ao 37.8°C,
C KPaTKOBPEMEHHEIM CHH)KeHHeM Ha poHe aHTubu-
OTHKOTepanuu. BHOBb AUXOpaAKa ITOSIBUAACEH Yepes
IISATH AHEH I0CAe OTMeHEI aHTHOHnoTHuKOB. Hapocaa
aHeMus: B IOBTOPHOM aHaAu3e KpoBH oT 06.05.88 u
13.05.88 cHU3UANCE: TEMOTAOOHH € 64 A0 49 T/A,
spurpouuTs ¢ 2x10'% a0 1.53x10%2/a, LI - 0,9; Ha-

poc AefikonuTos ¢ 10x10% ao012.0x10%/a, 10-1%,
n-11%, ¢-72%, -2 %, M-10%, 6-2%, AuMd.-2%, TpOM-
GonuTe 382x10%/a, yBeanunracs COI - ¢ 69 po
75 MM/ 4.

CoxpaHsAcs MoueBOM cuHApPoM (28.04.88):
yAeAbHBIH Bec 1013, 6erok 2.42%o, AeHKOUUTH -
70-80 B moAe 3peHHs. AHaAu3 Mouu 1o Heuunopen-
KO: 6en0K - 1.95%,, AeKoLHTH 12500, 3pUTPOLUTH
3HAYUTEABHOE KOAMYECTBO.

O6uapyrxeHa 4.05 u 13.05.88 runonporeunse-
MUs: 061U 6eAOK OBIA OT 55.6 /A A0 52.5T/A.

HecMoTpst Ha yBeAuueHUe Auype3q, ¢ 24.04 no
12.05.88 otMeueHO 6BIAO HApPACTaHUE OCTATOYHOTO
azota ot 0.39 A0 0.69 r/A, KpeaTrHuHa KpoBH 0T 0.28
20 0.56 MMOAB/A B MOYEBUHE! OT 17 A0 26 MMOAB/A.
YcraHoBAeHO 6.05.88 cHUXKeHHe YAEABHOIO Beca
Mouy 110 pobe 3umuunKoro Ao 1005-1007. Cyrou-
HEIM aAuype3 paBHSAACS 1440 MA, IpH 3TOM HOYHOM
Anype3s (840 Ma) npeo6aapas Hap AHEBHEIM (600 Ma).

Ha OKI ycTaHOBA€HO HOPMAAbHOE IIOAOKEHHe
SAEKTPUYECKOH OCH CEepAlla, CHHYCOBasi TaXMKap-
AHsl, yMepeHHbIe AU dy3HEIe U3MEHEHUs] MUOKap-
Ad.

PentreHorpadusi OpraHOB IPYAHON KAETKU OT
27.04.88. BEIsIBUAG YCHASHHBIN ACTOYHBIN PUCYHOK
¢ 06eHX CTOPOH H3-3a COCYAUCTOTO KOMIIOHEHTAQ,
CHUJKEHHE IPO3PavyHOCTH AeTOYHOM TKaHU CAEBa 3a
CYET COAEPIRMMOTrO B IA€BPaALHON IIOAOCTH (KOTO-
pasi pacTeKaeTcs B TOPU3OHTAABHOM HOAOKEHHU),
nAeBpoAHadparMasbHEIE CIIAaNKU. /AeBBIN KYTIOA AU-
adparMul OBIA MOATSHYT CIaMKOM. PazMepr! cepa-
I1a OBIAH HECKOABKO YBEAHYEHE!I B 00€ CTODOHHI.
TaAust cepalla CraaskeHa.

Darooporpadus rpyaAHon kKaeTku oT 06.05.88
ropa IIOKa3aAa, YTO A€TOYHEIE MOAsI CAeBa B HUXK-
HHUX OTAEAAX C IA€BPAABHBIMH HACAOEHHSIMH, B KO-
TOPBIX He HCKAIOYAETCs] HAAUYHEe JKUAKOCTH OT IIsi-
TOrO pebpa IO aKCUAASIDHBIM AMHUAM. TeHHu Kop-
HeH paclIupeHbl. Mi3aMeHeHHH cepAla, aOPThI He
OGBIAO OOHapy’)KeHO, KPOMe paCIIHMPeHUH IpaHHI]
cepala.

B mocaeaytoleM IpoBeAeHHAsi PEHTTeHOCKOIIHS
JKHAKOCTH B IA€BPAALHEIX IIOAOCTSIX He BRISIBUAQ.

OxocoHorpadus ot 16.05.88: 0b6e nouku GLIAK
YBEAHYEHE! B pa3dMepax A0 14x7 cM, caou auddes
PEHIIHPOBAAUCH [TAOXO, KaK U CTPYKTYpa JallleqHO-
ro KoMnaekca. KoHTypsI mouyek pa3MbIThie. AOIIOA-
HHUTEABHEIX 00pa30BaHUM B IPOEKIUY ITIOYEK He 00-
Hapy’>XUBAAOCH. B meyeHH, JKeAYHOM ITy3BIpE, CEAe-
3eHKe, IIOAJKEAYAOYHOM >KeAe3e NaTOAOTHH He BRI-
SIBASIAOCD.

Oxokapauorpacdus oT 17.05.88 BEIgBHAE NATO-
AOTHIO CO CTOPOHEI KAAIIAHHOTO amrapaTa cepalia:
BEreTalUy Ha TPUKYCIIHMAAABHOM KAaanaHe, OAHAKO
ipu noBTOpHOM Ox0KI AaHHEIe M3MeHEeHHs He Ha-
IIIAU CBOETO ITOATBEDIKACHHUS.

HecMoTps Ha npepriBaHue 6epeMeHHOCTH U
IIPOBOAVMOE AedYeHHe, OTpUllaTeAbHasi AMHaMUKa
KAUHUYECKUX (TUIEPTOHHUS, OABILIKE, CAAGOCTE,
OTEeKH, JXa>kAa), AabopaTOPHEIX (aHEMHUS, a30TeMHUs,
AEHKOIIUTO3, pe3Ko yckopeHHass COD) AQHHEIX, a
Takke Y3C nouex (yBeAHYeHHBIe pa3MepHI I0YEK),
MMO3BOAMAM AUATHOCTUPOBATEL Y OOABHOM IOAO-



CTPEIN 3KCTPAKANHUAASIDHEIM FAOMEDYAOHEPHT,
CaMOCTOSITEABHOTO MAM CUCTEMHOTO XapaKTepa.
[Tpu npoBepeHUH AUPDEPEeHIINAABHOTO AMATHO3a
0GCYKAQAUCE TaKHe 3a00AE€BaHMUs, KaK F€HUTAAb-
HEIM CEeIICUC, CUCTEMHAsI KPacHasi BOAYaHKa, CHHA-
pom I'yamacuepa, y3eAKOBEIM IePHAPTEPUUT, 60-
are3Hb lllenneriH-I'eHOXa.

B AaabHeIIIeM IIPOBOAUAACE WHQY3UOHHAS Ae-
TOKCHKAI[MOHHAs, KPOBe3aMeCTHUTEeAbHAs!, aHTH-
OakTepHaArbHasi, 3¢pdepeHTHasi Tepanus (IArasMa-
depe3 U reMocopOLUs), ABAaXKAEL IIYALC-TePAIINs
TAIOKOKOPTHUKOCTepouAaMu (MeTunpea no 500 u
1000 Mr B/B KalleABHO), HA YTO OTMEYAACS AUIIDb
KPATKOBPeMEeHHBIN 3(PdeKT.

CoxpaHsiaaCh AMXOPaAKa, HapacTaAa aHeMus,
AEHMKOIIMTO3, IPOrPeCcCHPOBaAa II0YeYHasT HEAOCTa-
TOYHOCTB CO CHIDKEHHEM pAuypesa Ao 500 MA B CyT-
KU, TOSIBUAUCH KPOBSTHUCTEIE BRIAGACHUSI U3 BAAra-
AHULIA, GOAE3HEHHOCTEL B HUDKHHUX OTAEAAX JKUBOTA.
IToceB KPOBHU BEIIBUA POCT CUHETHOMHOM IIaAOYKH,
Bce 3To He IO3BOASIAO UCKAIOYHTE HAaAMYHKE Odara
“H(PEKIIUH CO CTOPOHEI TeHUTAANY C KAMHUKOM Cell-
cuca. B cBsizu ¢ aTuM 24.05.88 npoBeaeHa onepanus
AKCTUPIAIMS MaTKU C IPHUAATKaMH. TeAO MATKU
GBIAC MSITKOBATOM KOHCUCTEHIIUY, YBEAHYEHO AO 6-
7 HepeAb GepemeHHOCTU. Ha pa3pese causucras
MAaTKU OBIAA 3€A€HOBATOrO IiBeTa C y4aCTKaMU CH-
HIOLIHBEIX 06pa30BaHUM, COCYARl MUOMETPHS C Opra-
HH3YIOIUMUCS TpoMbaMu. IIpu MUKpOCKONHYeC-
KOM MCCAEAOBaHHUHU (haopa He OhIAA OOHApy’KeHa.

HecMmOTpst Ha IPOBOAMMYIO KOMIIAEKCHYIO KOp-
PUTHDPYVIONIYIO TepalHio, COCTOsIHHe OOABPHOMU CTa-
AO KpaUWHe TS>XeABIM, IPHCOCAUHUAACE KAMHHKA
ABIXaTEABHOM A€BO- U IPABOXKEAYAOUKOBOM CepAeY-
HOY U IOYEeYHON HEAOCTAaTOYHOCTH, B CBSI3U C UeM
GOABLHOM OEIAO IIPOBEAEHO YETHIPE CeaHCa I'eMOAM-
aAM3a B peXuMe YABTPadUABTPALlUU U ABE TeMO-
copbuuu. Habaropaacsi KpaTKOBPEMEHHEBIH 3P (eKT
c yBeAndeHneM auypesa ¢ 400 oo 1100 Ma B cyTKH,
CHM>XEHHEeM a30THCTHIX IIOKa3aTeAel (MO4YeBHUHEI
KpoBu ¢ 35.0 Ao 25.4 MMOAB/A, KpeaTruHuHa ¢ 0.7 po
0.46 MMOAB/A), yMeHbIIEHHEM KAMHUKHU A€TOYHO-
CEPAECYHOU HEAOCTATOYHOCTH.

11.06.1988 r. BHOBE YMEHBIINACS AUy PE3, IOSIBH-
AOCH KPOBOXapKaHbe, HapOC KpeaTHUHUH A0 0.57
MMOAB/A. CocTosiHue 6oabHOM 13.06.88 pe3ko yxya-
IIUAOCE. BeIpa>keHHast OABIIIKa YA - 44 B MUH, KPO-
BoxapkaHse, puypes -300 ma, HCC 148 ya. B MuH,,
AA 1507100 mm pr. cT.

PenTreHOAOrMYeCKHU Ha (POHE BEHO3HOTO 3aCTOST
MOSIBUANCH MHO>XKEeCTBEHHEIEe OYaroBEle TeHU B 060-
UX AETKUX, B IPDUKOPHEBEIX OTA€AAX OYaru CAHMBA-
AUCE. [TOCKOABKY CEpAEYHO-COCYAUCTast TEHb IIO-
IIpe>KHEMY OCTaBaAacCh PacUIMPeHAa B MOIepeyYHu-
Ke, PeHTTeHOAOTUYeCKasi KapTHHa OBlAa paclieHe-
HA KaK OTeK AETKHX C ABYXCTODOHHEH 3aCTOMHOU
IHEBMOHHUEH.

B BuaAy Heah(peKTHBHOCTH MEAHNKAMEHTO3HOM
Tepanuu oreka Aerkux 14.06.88 6oanHas nepeBepe-
Ha Ha MIBA. TIpu HapacTarollleli AeTOYHOM, CepAed-
HOM U NNOYEYHOM HepOCTaToyHOCTH 15.06.88 HacTy-
ouAa cMepTh. PeaHUMallMOHHBIE MEPOIPUSATHUS
OBIAN He3(P(PeKTHUBHHEI.
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KAavHMYecKui AHarHos:

OCHOBHOM: OCTPBIN TAOMEDPYAOK<(PUT Ha hOHE
6epeMeHHOCTH 22-23 HepeAH.

KoHKypUpYIOLIUI: THUHEKOAOTUYECKHH CeIICHC
(cuHerHo¥Has aAO4YKa, CEeNTUKO-NIHEeMHIYecKas
dopma). HPEKIINOEHEIN 3HAOKAPAUT C IIOpaXke-
HHEeM TPUKYCIUAAABHOTO KAallaHa. Manoe Kecape-
Bo ceyeHue ot 25.04.88. Peranaporomust ot 25.05.88 -
SKCTHUPNANUs MaTKU C IPHUAQTKAMHU.

OcA0KHeHHe OCHOBHOTIO: OCTpasi Io4edHasi He-
AOCTATOYHOCTbh, OAUTO-aHypHUUYeCKasl CTaAUs; aHe-
MMU$; OTeK AeTKUX; OTeK MO3ra; AByCTOPOHHSISI CAUB-
Hasl MHEeBMOHHUS,

Ha ayromcuu : opraHbl aHEMUYHE], TOAOBHOM
Mo3r 1450.0 r, ¥3BUAMHBI CTAAKEHBI, BEIPa’KeHa
60p0O3Aa BKAMHEHUS Ha MUHAAAUHAX MO3’KedKa.
Aerkre yBeAndeHH B o6beMe Ao 800.0 r kaxxpo0e.
TIreBpaAbHBIE TOAOCTU CBOOOAHEI, AMCTKHY MAEBPEI
raapkue, 6aectsamye. TKaHb AeTKHUX YIIAOTHEHaQ,
CyOTIIAEeBPAABHO U Ha Pa3pe3e MHOKeCTBeHHEIE OYa-
T KPAaCHOTO IBeTa PAa3AUYHON BEAMYMHEI U dOp-
MBI, C TOBEPXHOCTH pa3pe3a CcTeKara OOMABHas
MEHUCTass KpacHas >KUAKOCTb. [TOUKH YBEANYEHE
(420.0 r 06e), Kancyaa CHUMAaAaChk AErKoO, IIOBEPX-
HOCTB MX 'A@AKas ImecTpasi, Ha pa3pese LIHpPHHA
KOpHI yBeanueHa A0 1.0 cM, mecTpasi. MOYEBEIBOAS -
1jMe nyTH 6e3 MaTOAOrHH.

I'lpu rECTOAOTHYECKOM HMCCACAOBAHUU B TOAOB-
HOM MO3re IIOAHOKPOBUE COCYAOB, BEIPa>XeHHBIN
IlepHBa3aAbHBIN U I DUITEAATOASPHEIHN OTEK, YTO CO-
OTBETCTBYeT MOP(OAOTHYECKOM KapTUHE OTEKa
Mo3Ta. B Aerkux BHIpa’kKeHHOE IOAHOKPOBHE COCY-
AOB, B IPOCBETE YaCTH AABBEOA KPOBE C HAAMUHEM
HeOOABIIIOrO KOAWYECTBA CHAEpPO(aros, B MUKPO-
IIUPKYAATOPHOM DyCA€ OYaroBasi I€PHUBACKYASID-
Hasi AMMOIUTO-TAA3MOIUTaPHAS HH(PHUABTPALIMS
C HeOOABIINM COAEePIKAHMEeM HEUTPOPUABHEIX ACH-
KOIIMTOB. B mpocBeTe GOABIIMHCTBA AABBEOA UMe-
AOCBH CEPO3HO-TeMOopparudeckoe copepxumoe. I1pu
OKpacKe Ha (pUOPHH BEIIBACH (PUOPHHOUAHBIN He-
KpO3 CTeHOK apTepHoA. ['mcTorornyeckass KapTHHa
MoYeK BBEISIBUAA IIPEMMYIIeCTBEHHOE IIOpa’keHUe
KAYOOYKOB: MAaAOKPOBHE, TOAYEDKHYTast AOAbYa-
TOCTB ("AanyaThIN" BHA), B IDOCBETE KANICYABI KAY-
60uKOB 6@AKOBEIE MACCHI ((hMOPUH) C KAETKAMHU CAY-
II[@HHOTO KAIICYABHOTO 3MUTEeAUs], OOABIIas YacThb
KAYOOUKOB C 3KCTPAKAIUAASIPHBIMU BOAOKHUCTEI-
MU CTPYKTYpaMHu B BUAE "TIoAyAyHU". KoandecTBO
CKAEPO3HPOBAHHBIX. KAYODOYKOB HE3HAUUTEABHO
(1-2 B nonae 3peHUusi). KAeTKHU 3NMUTEAUs] IPOKCH-
MAAbHBIX KaHaAbIleB B COCTOSTHUM BAKYOABHOM U
6aANOHHOM AUCTPOU Y, B IPOCBETE KAHAABIIEB OEeA-
KOBEIe MAacchl. B cTpoMe nmouek yMepeHHO BHIpa-
>KeHHEIM CKAePO3 C O4YarOBBIMU AMMMOUUTaPHEIMU
UH(MPUABTPATAMH.

B oCTaABHEIX OpraHax ITaTOAOTHMU He OBIAO BEHI-
SIBACHO.

Ha ocroBannM MopdoAOrHYeCcKol KapTUHEI U
aHaAu3a UCTOPUU OOAe3HU BEICTABAEH AMArHO3:

OcHoBHOM: CHHAPOM I'yATiacyepa - IOAOCTPEIN
9KCTPAKANUAASIDHEIKN rAOMepyAoHedpHUT (Macca
nouek 420.0 r obe, mupuHa KOpPH A0 lcM); remMop-
paruyeckuy NyALMOHUT.



OcAo’RHeHMe: moYeyHasi HEAOCTaTOYHOCTS (Kpe-
atuHuH 0.57MMOAB/ A, OAUTYDHUS - CYTOYHBIHN AHype3
300MA); ARIXaTeAbHasi HEAOCTATOYHOCTE: OTEK Aer-
KuX (1o 800 rKa>kp0e AerkKoe); ruIOKCUYEeCKUM OTEK
MO3ra C BKAMHEHHUEM CTBOAA B OOABILIOE 3aTHEIAOY-
Hoe oTBepcTHe (Macca moara 1450.0 r).

Takum o6pasoM, coueTaHHe Y 60OABHOH IOAO-
CTPOTO SKCTPAKAIIMAASIPHOTO TAOMEPYAOHE(DPHUTa |
reMOppParuyeckoro MyAEMOHHTa ¢ (PUOPUHOUAHEIM
HEKpPO30M apTEPHOA SIBUAOCH IOATBEDPIKAECHHEM
cuappoma 'yanacuepa. [TporpeccupoBaHue rnoyey-
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GUDPASCHER’S SYNDROME
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