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KINMHUYECKOE HABJIIOAEHUE COYETAHUA MATOYHON M BHEMATOYHO BEPEMEHHOCTU
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Pesrome. BuemarouyHas 6epemeHHOCTb (BB) 3aHMMaer 2-e MeCTO B CTPYKType OCTPBIX I'MHEKOJOTMYEeCKUX 3abore-
BaHUIT ¥ IIepBOe — CPeiyt HO30/IOIMYeCKUX (GOPM, COIPOBOKAAIOLINXCS BHY TPUOPIOIIHBIM KpoBoTeueHneM. Cpenn aKc-
TPEHHbIX TMHEKOTIOIMYeCKMX OIepaluil ollepaTMBHbIe BMEIIAaTe/NbCTBA 110 HOBOAY BB 3aHMMaoT OfHO Y3 IepBBIX MECT.
ITpepcraBieHo KIMHNYECKOe HAOIOfleHNe PEfKO BCTpedaroliericss GOpMbl 9KTOMMYECKOI OepeMeHHOCTI: COYeTaHMsI Ma-
TOYHOI I BHEMATOYHO HePEMEHHOCTH.
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KrmroueBrie cmoBa: peiko BCTpedaromuecs GopMbl SKTOINYECKOIT 6epeMeHHOCTH, BHY TPUOPIONITHOE KPOBOTEYEHNeE, CO-

YyeTaHMe MaTOYHOI ¥ BHEMATOYHOM 6ep6M€HHOCTI/I.

A RARE COMBINATION OF MASTERBATCH AND ECTOPIC PREGNANCY

V.V. Florensov', V.A. Zuev?, E.A. Gorobec?, N.N. Davydova?, E.V. Krasniak?
('Irkutsk State Medical University, Russia; “Irkutsk Municipal Clinical Hospital Ne 1, Irkutsk, Russia)

Summary. Ectopic pregnancy (EP) takes 2-nd place in the structure of acute gynecological diseases and first among

nosological forms, accompanied by intra-abdominal bleeding. Among
intervention in the EP occupies one of the first places [2]. A case o

masterbatch and ectopic pregnancy is presented.

gynecologically emergency operations operational
rare form of ectopic pregnancy: a combination of

Key words: rare forms of ectopic pregnancy; intra-abdominal bleeding; the combination of masterbatch and ectopic

pregnancy.

BuemaTouHas 6epemenHocTh (BB) mpopormkaer octa-
BaThCA aKTYyaJIbHOI NPOO/IEMOJT aKyLIepCTBa U IMHEKOJO-
TUJ, HECMOTPA Ha 3HAYUTe/IbHBIE YCIIeX) B e€ paHHell fua-
THOCTMKE ¢ HIMPOKUM Mclonb3oBanueM Y3V u onpenerne-
HieM [(-XI'Y. CoxpaHsAeTcs CTaOMIBHO BBICOKas 4acTOTa
BB B CTPYKType HEOT/IIOKHBIX COCTOAHMII B IMHEKONIOTUY
[2]. Bb B Hacrosiiiee Bpems 3aHUMaeT 4-5 MecTo cpenm
IPUYVH MaTePYHCKOJ CMEPTHOCTY B 3KOHOMMYECK) pas-
BUTBIX CTpaHax [3].

B Hpxymckyto eopodckyro knunuueckyto 6omvruuy Ne 1
nocmynuna nayuenmsa E., 31 200a, ¢ sanobamu Ha 3adepac-
Ky 04epe0HOl MeHCPYAUUU HA 6 Heeslb, NONOHUMENbHbIM
mecmom Ha bepemMeHHOCHIb, OONAMU BHU3Y HUBOMA, YCUTU-
sarouumucsa 60 epems 600oxa. Hacmosuas bepemeHHOCHb
- mpemvs. [ee npedvidyusue OepemeHHOCU OKOHYUIUCH
ceoespemeHHbIMU Pusuonoeuteckumu pooamu. Ilo nosody
bepeMeHHOCU 8 HEHCKOTI KOHCYNbMAul He HA000aacy,
Y3U ne nposodunoce. Ilpu ocmompe: cocmosiHue cpeoHei
cmenenu msxcecmu, memnepamypa mena 36,7°C, KoxcHovie
noKposvl 6nedHvie, maxuxapous 00 90 yo é mun., AJl 100/60
MM pm.cm, nanvnayus xueoma 6onesnennas. Ipoussedero
871A2A7TUULHOE UCCTIe008aHUE: UleliKa MamKU 07IUHOTL 00 3,5¢cmM,
NAOMHAS, OMK/IOHEHA K3A0U, HAPYHCHDLI 36 3aKPbim, meno
Mamu yeenuueHo 00 9 Hedenb OepemMeHHOCU MAZKOBAMO
KoHcUcmenyuu, 6e30071e3HeHHOe NPU NATbNAUUL, NPUOAIKU
¢ 0beux CMoOpOH 4emKo He 0npedensiomcs, 001acmo ux 60-
TIe3HEHHAS.

Boimonnenvt nabopamopivie uccied08aHus: no 0aHHbIM
06we20 ananusa Kposu — neiikoyumos 12,6x10°/1; eemoeno-
6un — 119 o/n. Ilpu Y3U noomeepocden npednonazaemulii Ou-
azHo3 MamouHoul bepemenHocmu 9 Hedenv, 06veMHbIX 06pa-
308aHUTI 8 0671ACMU NPUOAINKOB He 6bIABIIEHO, 6 MATIOM MA3Y
MexHOy nemuAMU KUMeYHUKA Heb0buioe KONUUectso c60-
600H011 Huokocmu. I100 neuervio u cene3éHKoll — c60600HaAsT
HUdKocmo 00 5 Mm. B nonocmu mamxu - 00uH iusoti niod
¢ onpedensiemvim cepOueOueruem. 3aKnouenue: Mamo4Has
bepemenHocmb 9 Hedenb, 2UOPONEPUNOHEYM.

IIposedena sxcmpennas nanapomomus. B 6prouinoii
noznocmu 00Hapyucero: 250 ML KPOBU CO C2YCKAMU, Meno
MamKu yeenuueHo 00 9 Hedenb, MAZKOBAMMOL KOHCUCHIEH-
YU, npasvle NPUOAMKU, TIe6bIll AUUHUK He USMEHEHDbl, Te6as
mpyba ymonujena 00 2,5 cm Ha 6cem NpomsIeHU ¢ gas—
poleoM 6 amnynApHot uacmu, kposomouum. IIpouseederna
71e60CMOPOHHAS mybakmomus. O6uyas Kpoeonomeps co-
cmasuna 350 mn. Ilamozucmonozuueckoe 3axnw4eHue —
npepeasuiascs mpyoHas bepemMeHHOCHb ¢ Pa3pbleoM 1eoll
MAmMo4Hou mpy6oL 6 AMNYNITPHOM Ormoere.

B meuenue uemvipex Oneti nayuenmyy 6ecnoxounu ms-
Hyuwjue 601U 6HU3Y HUB0MA, HA3HAYEH MUKPOHUSUPOBAH-
Houll npoeecmepon 200 me 2 pasa 6 cymxu UHmMpasazuHaib-
Ho. Ha 4 cymxu nocneonepauuonnozo nepuooa 6vinosiHeHo
YIbmMpaszeykosoe uccnedosamue: noodmeepideHa npozpec-
cupyrouas mamounas bepemenrocmo 10 Hedenv, nnooHoe
SAUYO 0e3 NPU3HAKO8 OMCnouKUY, cepoyebuerue (+), 08uice-
Hue (+), KTP 29 mm (10 nedenv), eunepmomyc noo XopuoHom.
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3axnouerue: Cumnimomol yeposvl npepovLanus bepemeHHo-
cmu. IIpodonicero 86edeHue MUKPOHUSUPOBAHHO20 Npoze-
cmepona. Illevt Ha nepedreti 6pIOUIHOL crheHKe CHAMDbL HA 9
CYMKU, 3axcuenenue nepsutnvim Hamsaxcenuem. Ilayuenmxa
8 Y0067IerE0PUMENLHOM COCMOAHUU BLINUCAHA C NPOZPeccU-
pyroueti bepemerrocmoio 10-11 Hedeno.

YacToTa coyeTaHUsA MAaTOYHOI JM BHEMAaTOYHOI Oepe-
MEHHOCTH, II0 JAHHBIM PA3HBIX aBTOPOB, COCTAB/AET OT
1:100 o 1:30000 6epemenHocTeit [2]. Onpenenus wIogHOE
A0 B MaTKe, Ipy Y3V Hepenko He 06pallaloT BHIMAaHUA
Ha BTOPOE IJIOHOE A0, YTO MOBBINIAET YACTOTY JAMATHO-
cTHYecKuX omnboK. TeM He MeHee, 3TO CBUJIETE/IBLCTBYET O
HeoOXOMMOCTH IIpU 0OHAPY>KeHN! IUIOAHOTO siflja B HO-
JIOCTM MATKM IO JJaHHBIM Y3Vl BHMMaTeIbHO IIPOBOAUTH
OCMOTP BCETO MaJIoro Tasa.

Jna 06bACHeHNA IPMYMH AVICCOUVMMPOBAHHOIO PasBU-
TH IUIOJA M3aBHA oOpallaeT Ha ce0s1 BHMMAHVS TUIIOTe3a
CBepX3a4yaTiA ¥ CBEPXOIUIONOTBOPEHMA (OIIOfOTBOPEHNe
SIMLIEK/IETKM, OKY/IMPOBABILeil y>Ke Ha (OHe CYIIeCTBYIO-
et 6epemennoctn) [1].

Ham mpencraBisietcst 6ormee BepOSITHON IIPUYMHOIN
HACTYIUIEHUsI MaTOYHOI M BHEMAaTOYHON OepeMeHHOCTHU
OIIOZOTBOPEHME [IBYX AMIEKIETOK IIPM X OFHOBPEMEH-
HOJ1 OBY/IALMM ¥ Pas/IMYHON INTEIbHOCTU Ipolecca Mu-
rpaLyy IJIOFHOTO AiIA IT0 HAIIPaB/IEHNUIO B IIOI0OCTh MATKMA.
B monb3y 3TOro IpefIoNoXKeHMs MOTYT CBUJETEeNbCTBO-
BaTb pe3y/lIbTaThl pabOThl aMepUKaHCKMX aBTOpoB [4]. Ha
OCHOBAaHMM OMOXMMIYECKOTO MOHMTOPMHIA HACTYIIICHNS
6epeMeHHOCTH UCCIIefoBaTeny 0OHAPY>KIIIN, YTO CPOK Oe-
PEMEHHOCTM TIPAMO 3aBUCUT OT JNIMUTENbHOCTM IIpoIecca
MMIUTaHTaLuK SMOPUOHA B MATKY, U 9TY PasINIUsA MOTYT
pocturarb 12 cyrok. [Ipyrum BapMaHTOM IIpOLeCCa OJHO-
BPEMEHHOTO OIIJIOIOTBOPEHUA IBYX AMIEKIETOK MOXeT
ABUTBCA_ HACTYIUIEHME ABYCTOPOHHEN TPYOHOI GepeMeH-
Hoctu. V. Haiaun n JIx. llep B 1979 1. coobummm o 233
CIy4asx ABYCTOPOHHeN TpyOHOII 6epemenHoCTH [3].

ITpy oxasaHUM SKCTPEHHON TMHEKOIOTMYecKol IoMo-
1y u nposefeHyy Y3V 1o moBofy mpepmonaraeMoit 6epe-
MEHHOCTI HeOOXOAYIMO TIOMHNTb O peakux ¢opmax Bb u
BHIUMaTebHO OIIeHMBATh COBOKYITHOCTb BCEX aHAMHECTM-
YeCKUX, KINHUYECKNUX, Ta0OPaTOPHBIX U MHCTPYMEHTAIb-
HBIX JaHHbIX.

Kongnuxm unmepecos. Asmopui 3asesnsiom 06 omcym-
cmeu KOHPUKmMa uHmepecos.

IIpospaunocmv uccnedosanus. Viccnedosarue He uMesno
cnowncopckoti noodepxcku. Vccnedosamenu Hecym HNOmHY10
0MBEMCMBEHHOCMY 3a NPedoCmaessieHue OKOHUAMeNbHOL
8epcuL pyKOnucu 6 ne4amo.

Hexnapayus o punancosvix u unvIx 63aumooeticmeu-
ax. Bce asmopul npunumanu yuacmue 6 paspabomxe Kow-
uenyuy u OU3atiHa uccned08aHus U 6 HANUCAHUU PyKONUCH.
OxonuamenvHas sepcust pykonucu 6via 0006peHa ecemu as-
mopamu. Aémopol He NOTyHANU 20HOPAP 34 UCCTIE00BAHIE.

Pa6oma nocmynuna 6 pedaxuyuio: 26.12.2016 .
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ANATHOCTUKA N NEYEHVE OP®AHHOTIO 3ABOJIEBAHUA - BONE3HU ®ABPU

FOpuii Hukonaesuu Bacunves', Enena Ilemposna Cumaxosa?, Opuii Huxonaesuy Buvikos!
('MpxyTckuit rocygapCcTBeHHDI MeVILIMHCKII YHUBEPCUTET, PEKTOP — I.M.H., Ipod. V.B. Manos,
Kadeqpa HepBHBIX O0JIe3Hell, 3aB. — I.M.H., Ipod. }0.H. brikos; *Ouman Hay4Ho-1ccnenoBaTebekimit
MHCTUTYT KIMHNYeCKON MeguLuHbI «bonbHmIa I. AHrapckar, 1. Bpad — H.P. Buxynosa)

Pestome. boresup ®abpu (chMHronmmmmuo3) — 9To HaCAeACTBEHHOE, MYIbTICUCTEMHOE 3a60/IeBaHMe, KOTOPOe OTHO-
cnTCA K 0paHHBIM, U, HAPAAY C IOPaXKEHVeM HEPBHOII CHCTEMbI, IPOAB/IACTCA HapylleHueM GYHKIVIN 1 CTPYKTYPBI ApY-
TUX CUCTEM OPraHM3Ma U XapaKTepusyeTcsa BapuabelbHOCTbIO KIMHIYECKMX IIPOSBJICHMIA, IIPOrPeCCUPYIOLINM TeYCHUEM,
paHHelT MHBa/IMAN3ALMell M CMEPTHOCTBI0. CI0OXKHOCTD AMArHOCTYUKM 3aK/TI04aeTCsl B MHOT0OOpa3uyl CUMITOMATVKI 1 He-
06XOIMMOCTBIO FeHeTNYECKOTO IIOATBepxKeHA OoesHi. [IpencTaBIeHO KIMHNYeCKOe HAOMIOeHYA IUarHOCTYKY, TIaTo-
TeHeTUYEeCKOII Tepaluy ¥ JUHAMIUYeCKOTo HabmogeHnA allueHTa.

KnroueBbie cnoBa: 6ome3np ®abpy; cHUHIOMMINEO3; HOMMHENPONATS; MHCY/IBT; arancuias 6era; msocoMHas 6o-
JIe3Hb HAKOIUIEHN:; TeHHas MyTanus B Xq22.1.

A CLINICAL CASE OF DIAGNOSIS AND TREATMENT OF ORPHAN DISEASE - FABRY DISEASE

Y.N. Vasiliev', E.P. Simakova?, Y.N. Bykov'
(Irkutsk State Medical University, Russia)

Summary. Fabry’s disease is a congenital multisystem disease. It is named orphan due to very rare prevalence and is
characterized by nervous and other systems’ disorders, multiple clinical features, progressihg course, high level of disability
and mortality. Genetic investigation is an obligate diagnostics of Fabry’ disease. A clinical case of diagnostics, pathogenetic
treatment and dynamic monitoring of a patients with Fabry disease is presented.

Key words: Fabry disease; polyneuropathy; stroke.

Bonesnp abpy - 310 MM30cOMHaA 60/Ie3Hb HAKOIIEHNA, B xamHMYecKoil KapTyHe 4Yallle BCEro HaO/IOfAloTCA:
BIepBble onucaHHasA B 1898 roxy BunbsAMom AHlepceHOM M IMIOTHAPO3 (CYXOCTh KOXKI); HEIIePEHOCHMMOCTD YKapbl, XO-
Vloxanecom ®abpu He3aBUCHMMO ApYT OT Apyra. [Ipmunua —  oma v pusMYecKyx Harpy3oK; yTOM/IAEMOCTD; IOMYTHEHNe

reHHas MyTaums B Xq22.1, BbI3bIBaIOIIas HELOCTATOYHOCTD ~ POTOBUIIBL; IICMXOJIOTMYECKUE OTK/IOHEHUs (mermpeccus);
Q-ITTIIOKO3MAIa3bl A U HaKOIUIeHMe CyOcTpaTa — HellTpalb-  paHHME MHCY/IbThI; TPAH3UTOPHBIE MIIEMUYECKVe aTaKM;
HBIX [IMKOC(UHTONNINIOB, [TABHBIM 06pasoM — rmo60-  KapauaabHbIE CMIITOMbI (APUTMIH, HAPYILIEHNS IIPOBOMM-
TpuaosmiLepaMusioB. JacTora BCTpeYaeMOCTY B MUPOBOIL  MOCTH, AMCQYHKLMA KIAlaHOB, MH(MAPKT MMOKApHa, cep-
nonyssanyy — 1:40000 — 1:117000 cpenyt My>kunH, 1:20000  freuHas HEZOCTATOYHOCTD, BHE3aIlHAs CMEPTh); Hepudepu-
cpenn xxeHmyH [3,5]. Tem He meHee, B VIpKyTcKoit o6acTi  deckas Heifpomarusi (XpoHudeckas 607b, 60eBble KPU3bI,
He 3aperucTpUpPOBAHO HY OfJHOTO C/Iy4asi, YTO MOXKET FOBO-  IApecTe3ns, HapyIIeHUs YyBCTBUTENbHOCT); HApyLIEH
PUTD O CTIO>KHOCTSX IUArHOCTUKY 3TOTO 3a00J/IeBaHIL. ClIyXa U TMHHUTYC; TTOYEeYHbIe OCTIOKHEHVS (YMeHbIIeHVe
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