YJIbTPA3SBYKOBASI N ®YHKLUIMOHAJIbHAS IMATHOCTUKA OPUTMHAJIBHOE NCCJIEAOBAHUE

ISSN 1607-0771(Print); ISSN 2408-9494 (Online)
https://doi.org/10.24835/1607-0771-334

Bo3Mo)xHOCTH yABTPaA3BYKOBOIO
MCCACAOBAHUS B AMATHOCTHKE

M KOHTPOA€ MHBa3UBHbIX
BMeLIaTeAbCTB B ACHEHMM TIKEAOH
aHeMMH MAOAA KAK OCAOXKHEHMS
pero-herarbHOro TpaHcghy3MoOHHOro
CHHApPOMA V cTaAmun

A.B. Maxozon'*, H.B. Casacmeesa', M.B.Ceprosa’,
I1.I0. Momuwipesa', K.O. Cunvkos!, B.A. Mexosa?

T AO meduyunckuit yenmp “Asuuenna” I'K “Mamo u JJuma”; 630099 Hosocubupck,
ya. ¥Ypuyrozo, 0. 2, Poccuiickas Pedepayus

2@I'AOY BO “Hosocubupckuil HQUUOHAJLbHBLIL UCCLed08amebCKUll 20cydapcmeeHHbLiL
yrusepcumem”; 630090 Hosocubupck, ya. Ilupozosa, 0. 1, Poccuiickas @edepayus

dero-peranbublil TpanchysuouHbI cuHAPOMOM (PDTC) V craguu — TAKeEI0e OCIOKHEHNEe MOHO-
XOPUAJIHLHOTO MHOTOILJIOAUA C BBICOKMM DPHCKOM DPAa3BUTHUSA aHEMUU TSKEJION CTeIeHUW Y BBIXKUBIIIETO
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BHYTPUYTPOOHOIT TMOEIN 3TOro O6JIn3HeIa.

VY 6epemennoii II., 27 jeT, HOCTYNUBIIEH B TOCIUTAIE C JUATHO30M: OepeMeHHOCTh Bropas, 211! Hex.
DDPTC V craguu (HacTynmuiaa BHYTPUYTPOOHAA rmbesb IIJI0AA C MHOTOBOAVEM), IPU KCCJIEJOBAHUU
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TBEPsKIeHBI MOP(OIOrMUYECKY, BhISIBJIEHA AUCKOPIAHTHOCTD IIJIOZOB II0 KAPUOTHUIY. KIMHHUYEeCKoe Ha-
OJII0IeHIIe CBUIETEIhCTBYET, uTo mommaepoMerpus ¢ omeHKkoir MCCK CMA mioza mo3BOJAET OIIpee-
auTh aHeMuio mioga mpu @DPTC, geMoHCTPUPYET OOJIBININE KOMIIEHCATOPHBIE BO3BMOKHOCTU CEPAEUHO-
COCYIMCTOM CHCTEMBI IIJIOJA, UTO IO3BOJIIET PACCUMTHIBATE HA YCIIEX JICUEHUSA TMKEJON aHEeMUN HAaKe
IIPU KPUTHUUECKUX COCTOSHUAX KPOBOTOKA, W IIOKA3bIBAET BAKHOCTD IIOJHOIIEHHOTI'0 MOP(OJJIOTUIECKOTO
¥ T€HEeTUYECKOro MCCJIEJOBAHUSA IPU HEOJIATrOMPUATHOM MCX0Ie OEPEMEHHOCTH [JIA MOHNMAHUS U IIpa-
BUJIBHOM OIeHKY BLIOPAHHOI aKyIIePCKO TAaKTUKMH.
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BBEJIEHUE

MoHoxopHuaJbHOE MHOTOILIOANE COIPSKe-
HO C BBICOKUM aKyIinepckum puckom [1]. Taxk,
nmepuHaTaJbHbIE TOTEPU HPU AUAMHUOTHUYE-
CKOIl MOHOXOPHAJILHOI JBOWHE COCTABJISAIOT
11% [2]. Yacrora pasBUTHA HEBPOJOTHUE-
CKUX OCJIOKHEHUII y HOBOPOMKIEHHBIX IIPU
MOHOXOPUAJbHOM MHOTOILJIOJUHY BBIIIIE B 5 pas
B CPaBHEHUU C JUXOPUATbHBIM MHOTOILIOMU-
em u B 30 pas BBIIlIe B CDABHEHUU C OJHOILION-
HOIi OGepemeHHOCTHIO. IlaToreHeTHMuecKoi oc-
HOBOM CIIeIIU(PUUECKUX OCTOKHEHUU IPU MO-
HOXODPHWAJbHOM MHOTOILJIONUMN SABJIAETCA He-
cbalaHCUPOBAHHOE IIYHTHPOBAaHUE KPOBU
(pero-peranbuas TpaHcPy3UA) IIO COCYIU-
CTHIM aHACTOMO3aM, BOSHUKAIOIINM Ipu (op-
MUPOBAHUYM MOHOXOPHWAJBHON MJameHTHI [3].
B rakoii miaatneHTe GopMUPYIOTCA KaK ITOBEPX-
HOCTHBIE JBYHaIpaBJIeHHbIE aHACTOMO3BI (ap-
Tepuo-apTepuaJbHble, BEHO-BEHO3HEIE), TAK U
r1y0OKMe ONHOHAINpaBJIeHHBIE aHACTOMOS3BI
(aprepuoBenosubie). Bce dopmbl deTo-dhe-
TAJIbHOM TpaHcy3uu MOKHO Pas3mesJUTh Ha
xpoHudueckue (peto-eTanbubIl Tpanchysu-
oHHBIH cuHAPOM (PDPTC) 1 cuHIAPOM aHEMUU-
MOJMUIIUTEMUN) U OCTPhIe (CHUHAPOM THOESU
OIHOTO ILJIOJA M3 JBOWHU M OCTpas MHTPaHA-
TanbHasa TpaHchysus) [3]. PPTC apadercsa
OOHUM M3 HamboJee TAMKEJIBbIX OCJIOMKHEHUMH.
IIpm MmoHOXOpPHMANBHOM NBOMHE uacTora PPTC
cocraBiasger 10-15% [3, 4]. Kpaiiuaa V cra-
nua PDOTC xapakTepusyercsa rubeIbio OJHOTO
uin oboux OIM3HEI0B. BepoATHOCTh rubenu

OHOTO ILJIOZA IIPY MOHOXOPHWAJBHOUM MTBOMHE
cocrasisier 15% . ¥V BBIKUBIIIETrO IJIOJA MMe-
eTcAd BBICOKUII PUCK HEBPOJIOTUYECKHX OC-
noxkHeHUN — 18-26% (mpu rubenu miona B
cayJae OTUXOPUANbHOU nBOMHU — 1-2%) [5—
10].

BoigensaioT 4 OCHOBHBIX IIPUYNHBI I'HOEIN
MOHOXOPHUAJIbHOTO GyimsHera: 1) cmoHTaHHAsA
(HeT ocJIO}KHEHUI, XapaKTepPHBIX IJA MOHO-
XOPHUAJIbHOTO MHOTOILJIOAUSA, aHOMAJUU pas-
BUTHA); 2) BTOPUYHAA IIPU OCJIOKHEHUU MO-
HoxXopHuaabHOro MHOromIonusa (PPTC u ap.);
3) ATpoTreHHAas IIOCJIe BLIIOJHEHUS JIeUeOHbIX
W/UIU OUATHOCTUYECKUX WHBA3SUBHBIX BMe-
IaTeJabCTB; 4) IpU aHOMAJUAX PA3BUTUSA
[11]. Tubens 6ausHerta mocae 14 Hem OKa3bI-
BaeT HaMOOJIBbIITNI HeOJIATrOIPUATHBIN a(pdperT
Ha TeueHue 6epemenHocTH [11, 12].

B Hacrosinee BpeMsa KOHKYPUPYIOT 2 Teo-
puu ImopakeHUsd IeHTPaJbHOI HEPBHOM CH-
crembl (ITHC) u gapyrux cucreM mjoga IIpu
rubesin MOHOXOPHAJBLHOTO OJmM3Hena. ITOo
TpoMOOaMOOINUeCcKad W HUIlleMuYyecKas Teo-
puu [13].

Tpom6GosMboIYECKas TEOPUS, NN TEOPUST
smbosn3anuu 01u3HeIa, mpeairoxentas C. M.
Moore B 1969 r. [14], 3axkaiouaeTrcs B IOCTY-
IIJIEHUU TPOMOOILJIACTUYECKOTO MaTepuaia OT
rorubirero 0JiM3Hea UJIN 3JIeMEeHTOB TPoQo-
0Js1acTa B KPOBOTOK JKMBOTO, UTO BHI3BIBAET CO-
OTBETCTBYIOIINE HUIIEeMUUYECKNEe CTPYKTYPHbIE
usmenenuda [11, 15]. B monbsy aToil Teopum
CBUIETEILCTBYIOT JIOKAJbHBIE aCHUMMETPUU-
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Hele mopakeHus ITHC, KoHeuHOCTeH, KOXKU
mwiona. OMHAKO TOYHO YCTAHOBUTD, UTO UCTOY-
HUKOM 9MOOJIOB OBLJI YMEPIIIUI ITepPBbIM 0JI13-
HeIl, ITOKa He IPeJCTABJIAETCS BO3MOYKHBIM.
JlokanbHBIE TOpPaAYKEHUs Ualle BCTPEYAIOTCS
y mionoB, nepeHecmiux @PTC u/unu sasep-
KOaryJIAIUIO C IeJbI0 JeUeHUs OCJIOMKHEeHMUMN
MOHOXOPUAJIBbHON GepeMeHHOCTH, UTO CBUIE-
TeJIbCTBYET B IOJb3y TEOPUU 9MOOIU3AIUU
[13, 16]. Teopua smbGosmsanuu He ABJIAETCS
Benyleii B HacTosIee Bpems [11, 17].

WiemMmuuecKkas TeOpusi, UJIU TEOPUS I'eMO-
IUHAMUYECKOTO IIIYHTUPOBAHUSA, IPEIJIOMKEH-
Hasg R. Bajoria u coast. B 1999 r., noMmuHupy-
eT U IpejcTaBisgeTcs 06ojee JOKAas3aTeJbHOMN
[6, 9, 18]. IIpu rubeaum MOHOXOPHAJIHLHOTO
O0nu3Hela M3 KPOBEHOCHOTO pPycJa YKUBOTO
IJI0/Ia Yepe3 OTKPLIThIE apTepHUo-apTepuab-
HbIe U BEHO-BEHO3HbIEe AaHACTOMO3BI COCYIOB
IJIAIEHTHl IPOUCXOMUT OCTpasi TPpaHCPys3Usd
(ImyHTHpOBaHKe) KPOBU B ITIOCMEPTHO PACIIIH-
PEHHYIO COCYAMCTYIO CeTh IOTHOIIero IIoaa
BCJIeICTBYEe BO3HMKHOBEHUS TI'pajueHTa maB-
JIEHUS, YTO BeJeT K I0Tepe »KUBBIM ILJIOLOM
YacTU CBOETo 00'beMa IUPKYJIUPYIOIeil KpoBU
(OIIK), pa3BUTHIO THUIIOBOJIEMHUU, BBbIPAXKEH-
HOIl aHeMM3aliy, BTOPUYHON I'MIIOTEH3UU U
runonepdysun TKaHeN BBIKMUBIIETO ILJIOAA,
YTO 0COGEHHO Iary0HO AJis OJOBHOTO MO3Ta
[3, 5,9, 19-21]. B monb3y 3T0ii TEOPUU CBUIE-
TeJbCTBYeT TMpeobiafaHue IBYCTOPOHHUX
CHMMETPUYHBIX TSAMKEILIX IIOPAKeHUH BBI-
JKUBIIIEro 0JM3HeIla KaK TMIIOKCUYeCKU-HUIIe-
MUYECKOT0, TAK W reMOpPpParnvyecKoro xapak-
Tepa[13, 17, 22]. TaKecThb IOpaKeHUA JKUBO-
ro IJIOZA 3aBUCHUT OT MPOMOJIMKUTEIHLHOCTA U
o0beMa IITYHTHPOBAHHON KpoBuU [3], nMeeTcs
BBICOKUH PUCK I'ubeJsiu BToporo miaoga [5].

CoBpemMeHnHas HEeWHBA3WBHAA IpeHATAJb-
Has AUarHOCTUKA aHeMUH ILJIoJa OCHOBAaHA Ha
MOMILIEPOMETPUUECKON OIeHKe MaKCUMAaJIb-
HOW CHCTOJIMYECKO! CKOPOCTH KPOBOTOKAa B
cpenteii moarosoii aprepum miaoma (MCCEK
CMA), BenruumHa KOTOPOH KOpPpPeIupPyeTr cC
YPOBHEM IeMOTJIO0MHA ¥ IJIOJA, YTO C YCIIeXO0M
MIPUMEHSEeTCA AJIS OIeHKH TSKECTH aHEeMUU Y
BBIKUBIIIETO ILJI0/IA B CJIyuae rmbeaIr MOHOXO-
puaabHOTO OaM3Hena [2, 5, 9, 19, 23—-25].

B ciyuae BeISIBIEHHUS IMIPU3HAKOB TAMKEJIOMN
aHeMUHU y BBIKHUBIIIETrO ILJIOJa MMOKasaHa BHY-
TPUYTPOOHAsA TpaHCHY3USA MO0 aHAJOTUU C Je-
YyeHUEeM TeMOJUTHUUYECKOH O00Je3Hu ILIoja.
MakcumanbHas KJauHudyecKad dPPeKTUB-
HOCTb TaKOU OIlepanuu MOCTUTAeTCS IIPU ee

BBITIOJIHEHUH B 1-€ CyTKU IOcje Tubesd MOHO-
xopuaJgbHOTro 6au3Herna [5, 8, 10, 19, 23-25].

Haumayuymum MeTomoM, TO3BOJAIOIIUM
orneuuTh cocroauue ITHC miaoma, sBiasdercs
MarHUTHO-pe3oHaHcHasas Tomorpadua (MPT),
BBITIOJIHeHHAaA uepe3 2—4 HeH IIOCJIe OCTPOTO
cobpITuA (rubens 6ausHeria). B Tom cayuae,
€CJIM Y OCTaBIIIETOCSA B JKUBBIX OJIM3HEIA HE OT-
Mmeuasoch npusHakoB amemuu (MCCK CMA
He mpeBbrmaga 1,5 MoM), mopaxkenue ITHC
MmaJjioBeposATHo [9, 11, 22, 26].

Ilens uccaeqoBaHUS: IPEACTABUTH KJIUHU-
yecKoe HaOJII0JeHNe TAMKEJON aHeMUU ILIoJa
npu @PTC V cragmm; IpoaeMOHCTPUPOBATH
BBICOKYIO 3(0h(PeKTUBHOCTh YJbTPa3sBYKOBO
JUATHOCTUKU B ONPENEeJIeHUN COCTOAHUS IIJIO0-
a, BBICOKYIO 3(P(PeKTUBHOCTHL HMHBA3UBHOIO
BMeIIIaTeJbCTBA II0J] YJIBTPa3BYKOBBIM KOH-
TpojsieM (BHYTPUYTPOOHOE BHYTPUCOCYIUCTOE
nmepeuBaHVe KPOBU IJIONY), & TAKKe TOUHYIO
VJIBTPa3BYKOBYIO AMArHOCTUKY TS KEJbIX OC-
JIO}KHEHUI, PasBUBIIUXCA y ILJIOAA, IIOCJE
BHYTPUYTPOOHO# TpaHCchY3UU; MOTUEPKHYTH
He00X0IUMOCTH OJIHOIIEHHOTO 00C/IeJOBaHUA
MaTepuaja mocJje mMpepbiBaHuA 0epeMeHHOCTH
M0 MEeIUITMHCKUM IMOKa3aHUAM, KOTOpPOe IO-
3BOJINJIO BBIIBUTBH PEeJKOEe HapyIllleH!e PasBuU-
THUA, & UMEHHO: TMCKOPAAHTHOCTh MOHOXOPHU-
aJIbHOM MBOWHU 110 KAPpUOTHUILY.

Kauanuyeckoe HaGIOMeHUE

Bepemennaa [II., 27 jer, mocTynujia B T'OCIIH-
tans AO MI] “ABunenna” 'K “Mare u Hura”
¢ amarHosom: OepeMeHHOCTL BTopas, 21t Hem.
DPDPTC V craguum. Hacrynuna BHyTpuUyTpoOHAS
rubeJisb mIoza ¢ MHorosoaueM. HakanyHe mpu aMm-
0yJIaTOPHOM HCCJeJ0BaHNY 00a I1JI0]a ObLJIY JKUBBI.

NudbopMupoBaHHOE COTJIacHe TAIlMeHTKN HA 0C-
MOTP, MEIUIIMHCKOE BMEIIaTeJIbLCTBO 11 00PabOTKY
IaHHBIX OBLIO ITOJYUEHO.

IlepBasi 6GepeMeHHOCTH 3aBEPIIUIACH CAMOIIPO-
W3BOJIbHLIM pPAHHMM BBIKHIBLIIIEM B 5 Hes.
Hacrosmias 0epeMeHHOCTb BTOpasi, HaCTYIIUJa
€CTeCTBEeHHBIM IIyTeM, MOHOXOPHAJIbLHAS JUAMHIO-
Tuuyeckas aBoiiHsa. CocTosanaa Ha yuere ¢ 10 Hex Ge-
pemennoctu. IIpy ImepBOM CKPUHMHIE AHOMAJINA
pPasBUTHSA ILIOLOB He BhIsABJIEHO. B 13 Hen BoIIOJI-
HEHO HEeMHBA3WBHOE IIPEHATAJbHOE TEeCTHMPOBAHUE
(HUIIT) ua ocuoBHble aHeymtouauu (13, 18, 21,
IIOJIOBBIE XPOMOCOMBI), OIpe/ieieH HUBKUU PUCK.
C 20 Hen GepeMeHHas oTMeuasa GbICTPOE yBeJInue-
HUe pas3MepoB JKUBOTA, OCOOEHHO B IIOCJEIHUE
3 IHsA mepen rocuuTaausanueii. BoIIoJHeH BTOPOHi
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CKPUHUHT, [AUATHOCTUPOBAH (heTo-deTasbHbIi
curgpoMm V craauu, HapaBjeHa B CTAI[OHAD.

YIbTPasBYKOBOE WCCJIEJOBAHUE BBIIOJIHSIIOCH
na annapare Voluson E10 (GE Healthcare, CIITA)
a6JOMUHAJIBHBIM KOHBEKCHBIM MYJbTHYACTOTHBIM
matTunkomM RABG6-D (2—8 MTI'1r) B AByXMepHOM pe-
JKUMe C IPUMEeHEeHUEeM I[BETOBOTO JOIIJIEPOBCKOTO
KapTUPOBAHUS, MMIIYJIbCHOBOJHOBOM [OIILJIEPO-
rpaduun.

deromMeTpus C IEJbI0 OMEHKM MAacChl ILIOAA
B MOMEHT BBIMTOJHEHUSA MAHUIYJIAINNNA BBIMOJJIHI-
aace no anropurmy F.P. Hadlock u coasr. [27],
IpeayCTaHOBJIEHHOMY B YJIBTPA3BYKOBOM ariapa-
Te. TakuM 06pasoM onpeAesAINCh Pa3Mephl ILJI0AA
¥ COOTBETCTBYIOIIMI WM CPOK OepeMeHHOCTH.
HaHHBIA TOAXO0J BRIOPAH B cBA3U ¢ TeM, uTo OITK
maona ABJjAeTca GyHKIMEN ero pa3MepoB, a He re-
CTAIIMOHHOT'0 CPOKa KaK TakoBoro [28].

Namepenus MCCK CMA BBIIOJIHAJNCH B aKCHU-
aJIbHOM CEeYeHUHU I'OJIOBBI ILJI0[a HAa YPOBHE TaJlaMy-
COB U TOJIOCTH IIPO3PAYHOM IIePEeroOPOSKU.
KoHTposbHBIN 00beM (2—3 MM) yCTaHaBJIUBAJCS
B HauboJiee mpokcuMaabuoM oTaeae CMA (61u3Ko
K TOMY MECTY, T'Jle¢ apTepusi OTXOJUT OT BHYTPEH-
Hell COHHOII apTepuU) B [eHTPAJILHOH 30HE COCyAa.
YToJI CKAaHUPOBAHUA MaKCUMAaJIbHO IPUOIMIKATIC
K 0°. Ecau 5TOro JocTUYh OBLIO HEBO3MOJKHO, TO
IOIyCTUMBIH yroJ He mpeBbiman 20°. O6a3aTebHO
yuuThIBaJIACh MOMPaBKa Ha yroj. Iyia usmepeHus
MCCK CMA nmoay4aau cTaOUJIbHYIO KPUBYIO CIIEK-
Tpa CKOPOCTeli KPOBOTOKA, COCTOSAIIYIO U3 CEepUU
OMIMHAKOBBIX cmekTpoB (7—10 KoMIJIeKCOB).
Nsamepanack MakcuMaabHasg CKOPOCTb KPOBOTOKA
(HauBBICIIAA TOYKA IOWKA — MUKOBAs CUCTOJIHYE-
CKasd CKOpoCTh). IIpy nsMepeHNN IO HaXOJUJIC
B COCTOAHUM TOKOSA W HE COBepIasl AbIXaTeJbHBIX
OBUKEHUI.

VHBasuMBHBIE MAHUIYJIAIUA IPOBOAUINUCH Me-
TOmOM “CBOOOMHOM PYKU”’ ABYXUTOJBLHBIM CIIOCO-
6om uraamu 18 u 21-22 G nox yabTpasBYKOBBIM
KOHTPOJIEM C IPUMMeHeHUEeM YJbTPasByKOBOI'O all-
napara Logiq e GE ¢ a6goMuHaIbHBEIM KOHBEKC-
HBIM MyJbTHUAcTOTHBIM gatuukom C 1-5-RS 2,0—
5,5 MTI', mox MecTHOI aHecTes3reil 1 TOKOJIM30M.
IlapamiameHTapHO BBIIOJHAJICA AaMHUOIEHTE3
¥ IYHKTAPOBAJIACHh BeHa CBOOOLHOM MeT/IN IyIIOBHU-
Hbel. Penakcamnus IJoZa DOCTHUTAJNACh BBEIEHUEM
B BEeHY NIYIIOBUHBI pacTBopa apayaHa B gose 0,2—
0,3 MI'/KTI mpeamojgaraeMoil Macchl ILJI0A.

KinHuueckue TeCThI ILJIOAY BBIMOJHSJINCH HA
anaausatope Mindray BC-3600. I'emaToxpur mo-
HOPCKOII 3PUTPOIUMTAPHON B3BECU OIPEAEJIAJNIC
METOZOM IEeHTPUDPYrupOoBaHUA B KaNWJJIAPE Ha
nertpudyre Hematocrit centrifuge CM-70.

O0BeM TpaHC(DY3UU OMPENEeIANCcA II0 METOAUKE
K.H. Nicolaides u coasr. [29].

i BHYyTPUYTPOOHBIX TPAaHCHY3UN IPUMEHS-
JIach OTMBITBHIE€ YPUTPOIATHEI C YPOBHEM I'eMaTo-
kpura 92% . CKopocThb TpaHC(PY3UU COCTaABJAIA
3 mui/MuH. B TeueHMe Bcell omepaiiiy OCYIIECT-
BJIAJIOCH HaOJIOJIeHUe 3a cepAalebueHueM ILIOna,
MOJIOJKEeHMEeM WIJIbl B BeHe IIYIOBUHBI, IIOTOKOM
IOHOPCKON KPOBM B BEHE IIYIOBUHBI, BUIMNMBIM
B B-perxkume.

IIpu ocMoOTpe BBICOTA CTOSHUSA JHA MATKU ObLIA
32 cM, OKPY:KHOCTh ;KuBOTa 95 cMm. BrimosHeHO
YJIBTPa3ByKOBOE UCCIefoBaHue. [{luaruoctupoBana
BHYTPUYTpPOOHaA rubesib epBoro Iiojaa (¢ MHOTO-
BOAMEM). AMHMOTHYECKUIT KapMaH y IIePBOTO0 ILIO-
na (c mHOTOBOAMEM) ObLT 135 MM, pasMephl COOT-
BercTBOoBau 20 Hen 6epeMeHHOCTU, HIpeAIoaarae-
mas macca maozga 300 r. BTopoii mios cooTBeTCTBO-
Basa 2072 Hex GepeMeHHOCTH, IpeAIIoIaraeMas Mac-
ca miaoxa 347 r, aMHMOTHYECKHUN KapmaH 13 MM
(mastoBogue). [IUCKOPAaHTHOCTD IT0 Macce COCTaBH-
aa 14% . 9roT maox ObLT ¢ BOAAHKOM (aciuT, I'u-
IPOTOpPaKc, OTEK MOAKOMKHOM KieTuaTKu) (puc. 1).

YuursiBas BbIpasKeHHOE MHOTOBOME, ObLIa BbI-
moJIHeHa aMHUOPeayKIuA B oobeme 2500 M1, HOP-
MaJIN30BaHO KOJIMUYECTBO OKOJIOIJIOAHBIX BOJ (MaK-
CUMaJIbHBIM BePTUKAJbHBIN KapMmMaH 64 wMwM).
Y BTOpPOTO, KMBOrO ILJIOAA, UMEIOIEro BOAAHKY,
oTMeueHo 3HaunTeabHoe yBeauuenue MCCK CMA
o 45,8 em/c (1,77 MoM) (3HauUUTEIHLHO IPEBHIIIIA-
eT BepxHOI0 rparuIty 95% U [24, 30]) (puc. 2a),
KPUTHMUYECKUU KPOBOTOK (HYJIEBOM [OuacToJImue-
CKUII KPOBOTOK) B apTepuu NHYIOBUHEI (puc. 3a),
rOJIOCUCTOJINYECKAsA TPUKYCIUIAJIbHAA Perypru-
ranud (puc. 4).

Tei-ungexc y maoma cocraBaan 0,52, Bpems
M30BOJIIOMUYECKOH peslakcanuu — 56 mMc, Kapamo-
BACKYJIAPHBIA IPOQUIb — BCero 5 6ajioB, 4TO CBU-
IeTeJIbCTBOBAJIO O CHUCTOJIOAMACTOJIUYECKONH IUC-
byHKIIMU U cepAeuHoii HexocTtaTouHocTHu [31-39].
HecmoTrpsa Ha Kpaiine HeGJIArONPUATHYIO aKyIep-
CKYI0O CUTyaluio (TssKesioe OCJIOKHEeHUEe MOHOXO-
puanbHOTO MHOTOImIOAUA B Bune @PTC V craguu,
TAMKEJIYI0 aHEMUIO U BOOAHKY ILJIOa, KPUTHUUECKOe
HapyllleHne KPOBOTOKA B apTepUU IIYIOBUHBI U
MaJIoBOuE), OBLJIO IPUHATO PEIIeHNe O BHIIOJIHEe-
HUM TpaHCHY3UU IIOAY C yYeTOM MHeHus Gepe-
MEeHHOII (HacToATeJIbHOE JKeJIaHWe BBIMOJHUTH
TpaHCcPy3UIo).

BrinmosHeHa TpaHCQy3Us OTMBITBIX SPUTPOILK-
TOB B 00beme 20 M. ['eMaTOKPUT ILJI0a VBT MU~
cac 14,6 no 42,3% , remorobuu miaoxa — ¢ 45 r/xa
(0,39 MoM) mo 134 r/x (1,17 MoM). CrapToBbIii
YPOBEHb I'eMOrJIOOMHA COOTBETCTBOBAJ aHEMUU TH-
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1 D0.48cm

Puc. 1. YibpTpasByKoOBOEe MCCJIELOBAHIE BTOPOTO
ILJI0/ia. a — TUAPOTOPAKC; 6 — aCIlUT.

Fig. 1. Ultrasound of the second fetus. a —
hydrothorax; 6 — ascites.

Puc. 2. [Jonmnneporpadus CMA BToporo miaoza.
a — MCCK CMA 1o tpauchysunu; 6 — MCCK CMA
mocJyie TpaHchys3uu.

Fig. 2. Spectral Doppler waveform of the middle
cerebral artery (second fetus). Peak systolic
velocity in the middle cerebral artery. a — before
transfusion; 6 —after transfusion.

Puc. 3. Honnneporpadusa apTepuu ITyIOBUHBI
BTOPOTO ILIOZA. a — IO TpaHcdysuu; 6 — IocJe
TpaHchy3UU.

Fig. 3. Spectral Doppler waveform in the
umbilical artery (second fetus): a — before
transfusion; 6 — after transfusion.

skeqoit cremeuum (Hb <0,55 MoM) [24]. Ilocie
tpanchysuu miaony MCCK CMA cHusuiach g0
19,6 cm/c (0,76 MoM)[24](cm. puc. 26). [Ipuaumasn
BO BHHMAHUE OCJIO}KHEHHOE TeUeHUe MOHOXOPHU-
aJIbHOM 6ePEeMEeHHOCTH, BOASHKY ILJI0/a, ObLiIa B3ATa
KPOBBb [JII T'€HEeTUUYECKOrO WCCJIeJOBAaHUS ILIOMA.
TemomuHAMMKA IJI0[la HOPMAJIN30BaJach, B apre-
PUM IYIIOBUHBI YCTAHOBUJICS HOPMAaJIbHBIN JUACTO-

Puc. 4. Tonocucronmyueckas TPUKYyCHUJATbHAA
perypruTamnus BTOporo IJjoza.

Fig. 4. Holosystolic tricuspid regurgitation
(second fetus).

JInYecKuil KPOBOTOK (cM. puc. 30). IIpu nunamuye-
CKOM HaOJIOJAEHUU COXPaHAJOCH MaJIOBOJIUE.
MoueBoii y3bIph Y ILJIOa He HAIOJHAJICA B Teue-
Hue 2 cyrt. Uepes 2 cyT mociie TpaHchy3uu IIpu
YJIBTPa3BYKOBOM KCCJIELOBAaHUU OBLIO 3al0m03pe-
HO cybapaxHOUWJaJbHOE KpoBou3auaHUe (puc. H),
KOTOPOE XOPOIII0 BUIHO B 3 ILJIOCKOCTAX B PEKUME
3D u moarBep:xaennoe npu MPT (puc. 6).
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Puc. 5. Heiipoconorpadusi Broporo maoga. O6GpasoBanue (remarToma) 3amHeil
YepenHod AMKU (CTpesaKa).

Fig. 5. Fetal neurosonography. Posterior fossa lesion (hematoma) (arrow).

ne

Puc. 6. MPT. Cy6apaxHougajibHOEe KPOBOUBIUSAHNE. ['MIIOMHTEHCUBHOE BKJIOUE-
Hue (ctpesnka) Ha T2-B3BeIIeHHOM N300paKEeHUN.

Fig.6. MRI. Subarachnoid hemorrhage. Hypointense focus (arrow) on T2-weighted
image.
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Puc. 7. Ayroncusa. Kposousnuauusa: 1 — BHyTpu-
JKeJYI0UKOBOE; 2 — cy0oIeHANMAIbHOR; 3 — KOH-
BEKCUTAIBHOE.

Puc. 8. T'ucronoruueckoe ucciemoBanue. KpoBo-
UBIUAHNE W M'eMOJU3 B MATKUX MO3TOBBIX 060JI0Y-
kax (1) u kope rosioBaHOro moara (2). Okpacka rema-
Fig. 7. Autopsy. Hemorrhages: 1 — intra- TOKCHJIMHOM ¥ 203UHOM. X200.

ventricular; 2 — subependymal; 3 — convexital. Fig. 8. Histological examination. Hemorrhage and

hemolysis in the in the pia mater (1) and cerebral
cortex (2). Hematoxylin and eosin stain.
Magnification. x200.

Puc. 9. FISH-Tect. CupeHeBbIil cUTHAT

(cTpenka) coorBercTByeT 16-if Xpomo-
come.

Fig. 9. FISH test. The purple signal
(arrow) indicates the chromosome 16.
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Puc. 10. ITuToreneTnueckoe nccaeqoBaHme IIOL0B.
Fig. 10. Fetal cytogenetic study.
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Puc. 11. ®eroTHn BTOPOro mjioga ¢ Mo3anuHoi (opmoii Tpucomuu 16. Bpaxunedannsa, aHTUMOHTOJIOUTHBINR
paspes rias, 3amaBIiiias IePeHOCUIa, MAJIEHbKUI HOC C OTKPBITBIMU BIIepeJ HO3APAMHY, YJIUHEHHbIH GUIbTp,

MHUKPOT€HUA, MUKPOTUA.

Fig. 11. Phenotype of the second fetus with mosaic trisomy 16. Brachycephaly, antimongoloid slant, saddle
nose deformity, short nose with over-rotated nasal tip, elongated philtrum, microgenia, microtia.

C yueToM BcexX 3TUX OOCTOATEIbCTB KOHCUJIUY-
MOM OBLIO IPUHATO PellleHre O IpepbiBaHuu Gepe-
MEHHOCTH I[I0 MeAWIMHCKHUM ITOKasaHuaM. Ilpu
ayToncuy OBLIO IOATBEPIKIEHO IeMOpparnvecKoe
nopaxkenue ITHC (puc. 7, 8).

BbImoJiHEHO TeHeTUYeCKOoe WCCJIeJOBaHue.
JBOIHA OKa3aJ0Ch AUCKOPAAHTHON II0 KAPUOTUILY:
MePBBIA ILJI0J], MOrUOIINN BHYTPUYTPOOHO, KMeEJI
HOPMAaJbHBIN MY:KCcKo# Kapumorun (46,XY[20]),
BTOPOI ILJIOJK, KOTOPOMY ObLIA BBIIIOJHEHA TPaHC-
(ysus, uMes MaTOJOTUUYECKUN MYIKCKOHU Kapuo-
Tun: mosamuyHas dopma (25%) Tpucomuu 16
(mos47,XY,+16[10]/46,XY[30]) (puc. 9, 10).
®@eHOTHUII BTOPOTO IIJI0Ja IpeacTaBaeH Ha puc. 11.
DeHOTHII ITEePBOro ILJIoJa He UMeJ OCOOEeHHOCTEH.
AnoMauinii pasBUTHUSA BHYTPEHHUX OPraHOB Y ILJIO-
OB He BBIABJIEHO.

OBCY:KJIEHUE

IIpu MoHOXOpPHATBHON AMAMHUOTHUUYECKOH
IBOMHE PUCK rubesiu OJHOTO ILJIoa B 5 pas mpe-
BBIIIIAaET TAKOBOI IIPU IUXOPUATIBHOU JBOMHE.
DDPTC HapaAgy ¢ CUHAPOMOM 0O0paTHOII apTe-
puasbHOU Nepysuy U KOJJIUSUEH ITYIIOBUH
P MOHOAMHUOTUYECKOUN IBOMHE OTHOCUTCS
K cnenmudpuuecKuM OpUUYXHAM T'rOeau ILIoaa
IIPU MOHOXOPHUAJBHOM MHOTOILIONUH [5].

B cayuae rubesn MOHOXOPUAIBLHOTO OJI3-
Hella HACTYIIaeT OCTPOe IITYHTUPOBaHNIE KPOBU
¢ morepeii vactu OIIK sxuBOTO 1IJI07a B KPOBE-

HOCHOe pycJo morubirero mioza [3, 5, 9], uto
MOJKeT IIPUBECTH K TAMKeJI0! aHeMUu, TpedyIo-
mei TpaHcysum miaony. BeicTpas KOppek-
A TUIOBOJIEMUM, TAMKEION aHeMHUU I103BO-
JseT n3besKaTh Cephe3HbIX IIOPAKEeHUN U Tpe-
skae Bcero ITHC ocraBIiierocs B »KUBBIX ILIOAA
¥ PacCUMTHIBATL HA YCIIEITHOe AajbHeiilee
BHYTpUYyTpOOHOe pasButue [5, 8, 10, 19, 23,
25]. BmoioGHBIX CUTYaIIUAX CUNTAETCA OIIPaB-
MauHO TpaHchysusd IJIOAY IPU aHEeMUU Jer-
KOl cTelleHM MU AasKe MOTPAHUYHBIX C HOP-
MO# 3HAUEHUAX TeMOrJIOOMHA IIoJAa, IIOJY-
YeHHBIX IPU KOPAOIeHTe3e U HCCJIeJOBAHUU
€ro KpoBH. ITO CBSA3BIBAIOT C T€M, UTO ObICTPASA
oTepsA KPOBU Yepes3 aHaCTOMOS3bI BeJIeT K T'UII0-
BOJIEMHUM U HAPYIIEHUIO KPOBOOOpAIIeHUS.
IIpu sTOM reMOAUJIIONUA MOYKET He ycIieBaTh
CKOMIIEHCHPOBATb OCTPLIA meduuT obbema
K MOMEHTY BBIMOJIHEHUS WHBA3UBHOI'O BMe-
mareabcTBa [19]. B omumchiBaemMoM ciydae
IUArHOCTUKA aHeMHUM, OCHOBaHHAS Ha M3Me-
peauu MCCK CMA, okasaigack 3(PeKTuB-
Ho#. CKOpPOCTHL KPOBOTOKA Oblja yBeandyeHa
o 45,8 cm/c, uTo cooTBeTcTBOBaJIO 1,77 MoM
[24], m sHauMTEeJbHO HpPEBBINIAJA BEPXHIOIO
rparuny 95% U [30], remorio6uH ke maoma
obL1 cHMKeH 10 45 r/a1 (0,39 MoM), uTo cooT-
BETCTBOBAJIO AaHEMHUM TSKEJIOH CTemeHu.
Tpancdysus miaoay Oblaa BLIOJIHEHA B Kpaii-
He HeOJaronpUATHBIX YCJIOBUAX MPU KPUTH-
YEeCKOM COCTOSHUU KpoBoToka. OmHaKo yma-

A.V. Makogon et al. Ultrasound capabilities in diagnosis and control of invasive interventions in the

treatment of severe fetal anemia as a complication of 5-th stage twing-to-twing transfusion syndrome

61



YJIbTPA3SBYKOBASI N ®YHKLUIMOHAJIbHAS IMATHOCTUKA

OPUTMHAJIBHOE NCCJIEAOBAHUE

JIOCh [OCTUYh HOPMAaJIM3AIUU IEeHTPAJbHOM
reMOAUHAMUKUA ¥ TJIOJOBO-IIJIAIleHTapPHOTO
KPOBOTOKA, UTO CBUIETEJIHBCTBYET O BBICOKHX
KOMIIEHCATOPHBIX BO3MOJKHOCTAX CEPJeYHO-
COCYIMCTOI CHCTeMBbI ILIofa. BoaAHKa 1ioma
U HYJI€BOM AUACTOJMNUYECKUH KPOBOTOK B apTe-
pUH IIYIIOBUHBI, CBUETEIbCTBYIOIIUNA O BBICO-
KoM nepudepryeckoOM COCYAUCTOM COIPOTUB-
JIEHUH, OTPaKaIOT MaToOPU3UOJIOTUUECKE U3~
MeHEeHUs, XapaKTepHble IJs MPOrPecCrupoBa-
Hua @PTC [31]. Anemusa y miaoga pasBuJiach
OCTPO B CBABU C OCTAHOBKOM CepJeUHON mes-
TeJILHOCTH O0JIM3HeIla U CBA3aHHBIM C 9TUM IIa-
IeHeM apTepUaJbHOTO MaBJIEHUSA, UTO IpPel-
CTaBJISIET BHICOKUU PUCK TMIIOKCUUYECKU-UIIIe-
MUYECKOTO M TreMOpPParundyecKoro mopakeHusd
ITHC [17, 13, 10] u B mociaenymolneM OBLIO
IWarHOCTUPOBAHO NIPU YJbTPa3BYKOBOM WC-
cJaeqoBaHUM U ToATBep:KaeHO Tpu MPT.

T'emopparuueckoe mopakeunume IJHC 6nL10
MMOATBEPIKIeHO MOP(OJOTUUECKH, UTO OUEHbDb
BajKHO [OJA OIeHKHU IIPaBUJIBHOCTU BBIOOpA
aKyIIepCKON TaKTUKU. AHOMAJIU PasBUTHUA
BHYTPEHHUX OPTaHOB Y ILJIOJIOB Ha OBLJIO BBIAB-
JeHo. Bropoii miog umes ocobeHHOCTH (DeHOTH-
ma (cm. puc. 11). HeoxugaHHON HaXOIKOI
SABUJIACH AUCKOPAAHTHOCTb MOHOXOPHUAJILHOI
IBOMHMU TI0 KapuoTuUily. B HacTosIee BpeMs
TaKkoe ABJIEHUE [OCTATOYHO XOPOIIO OIMCAHO,
MogYepPKUBaETCsI HEOO0XOAUMOCTh WHIWBULY-
aJIbHOTO TeHEeTUYEeCKOTO TECTHUPOBAHUA KarK-
nmoro miozna [32—34]. B cBa3u ¢ 3TUM BaKHO
MMOHUMATh, YTO MOHO3UTOTHBIE TBOMHU MOTYT
OBITH IUXOPUAJBHBIMU, & JU3UTOTHBIE MOHO-
xopuaidbHbIMu [34], KpoMe TOTO, BO3BMOKHA
u rubpugHaA X0pUaJbHOCTh [35]. Beigensdior
HECKOJIbKO MeXaHM3MOB (DOPMUPOBAHUS AVC-
KOPAAHTHOCTH ILJIOJOB IO KAPUOTUIIY B MOHO-
XOpUaJbHOM ABOIHe: 1) AMBUTOTHOCTH C paH-
HUM CJIUSHUEM BHEKJIETOUHBIX Macc; 2) MUTO-
TUYecKas IOCT3UTroTHUYecKas OINMOKa, Jaro-
Iad aHOMAaJIbHYIO KJIETOUHYIO JIMHUIO; 3) CIIOH-
TaHHBIA TpoOIlecc “u3baBIeHUA OT TpUCOMUU”’
[36, 34, 37].

Tpucomusa 16-ii XpOMOCOMBI ABJIAETCA Ca-
MOM YacTOW HaXOAKOI IIpU PAaHHUX 3MOPHUO-
HaJbHBIX MOTEPAX. OMOPUOHBI C OJHOI (op-
Moii TpucoMum 16 HeyKusHecmocoOHBI. IIpu
Mo3auuHOi (Qopme Tpucomuu 16 sMOPUOH
sKusHecnocoben [32, 36, 38]. T.N. Sparks
u coaBT. [38] usyunsiu cyas0y 44 mereii ¢ Mo-
danuuyHOll (opmoii Tpucomum 16. Teuenwue
0epeMeHHOCTH OCJOMKHUJIOCH IIPedKJIaMIICHel
B 38,1%, mpe)XIeBpeMEeHHBIMU pOSaAMHU —
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71,4% , 3amenyieHHBIM pocToM myona — 73,8%,
YTO IPUBEJO K He0OXOAMMOCTH KecapeBa ceue-
HUA B 73,8% cayuaeB. B 60% mnpenaTaiabHO
OBLLIN BBISABJICHBI AaHOMAJINY PA3BUTHUS, ¥ HOBO-
POKIEHHBIX AHOMAJIUN PA3BUTHUA OBLIN JUAT-
HOCcTHpOoBaHEI yake B 70% . IBe u 60oJiee aHOMA-
Jinu pa3Butud umean 47% nereii. BposkaeHHbIe
MOPOKM CepIila BCTPEUaloTCA uYallle APYTIuUx
aHomasnii — 67% . Oguaxo 82% nereii cocob-
HBI IIOCEMIATh OOIIYIO0 IITKOJY. TsaKecTb COCTO-
AHUS pebeHKa 3aBUCUT OT CTEIeHU MO3au-
mu3Ma: CpeiHuil ypoBeHb MO3auIu3Ma y Je-
Tell ¢ mopokamu cepamna 45%, 6e3 IOPOKOB
cepamna — 3,6%, 69,7% co cKeJeTHO-MBIIIIEY-
HBIME aHoMaauamu 1 9,1% 0e3 TaKux aHoMma-
auii, 60,3% c amomanuavu ITHC u 15% 06e3
anomaunii ITHC. Ha mporHo3 BIUAIOT HAJIUYNE
OTHOPOIAUTEIbCKOI JUCOMUU U CTEIIeHb MO3au-
nusMa. BiraronpuAaTHBI IPOTHO3 He MCKJIIO-
yaercsa [39].

BepemenHoii B I TpuMecTpe OBLIO BBITIOJIHE-
"o HUIIT, ahheKTUBHOCTH KOTOPOT'O IIPU MHO-
FOILIOAUY JOKYMEHTHPOBAHA MHOTHMMU HCCJIE-
nmoBanusamu [40, 41], ograxko 16-a xpomocoma
He BXOAUJIa B 00'beM HCCJIeTOBaHUSA. BbICOKUit
PHCK XPOMOCOMHBIX AHOMAJHI II0 SAHHBIM
HUIIT TpebyeT nmoATBEP:KAeHUA NHBABUBHBIM
TEeCTOM, KOTOPBIN HEOOXOAUM KaKAoMy OJIm13-
Hery [40, 41].

SARJIIOYEHUE

MoHnoxopuanabHas ABOWHS MIpenCTaBJIAET
0epeMeHHOCTh BBICOKOT'O PHUCKA. YJIbTPa3BY-
KOBas IMATHOCTUKA SBJISETCS OCHOBON MOHU-
TOPUHTA TAaKOM MIBOWHU W OIpeJesaseT aKy-
mepcKyo TakTuky. Ogquum us Haubosee yac-
TBIX OCJIOMKHEHUII TaKOoll IBOWHU SABJISIETCS
(ero-deranbHBIH TPaHCHY3UOHHBIM CUHIPOM.
IIpu rubenu ogHOrO OGJIM3HEIIA BTOPOI TepsAeT
yacTb cBoero OIIK B pesyiabTaTe IITyHTHPOBA-
HUSA KPOBU B PYCJIO TOTUOIIIETO GJIM3HEeIa, UYTO
BeJleT K TUIOBOJIEMHUM, AaHEMHUU Pa3JTUUHON
TAMKECTU U CBSI3AHHBIM C 3TUM OCJOKHEHUIM.
YabpTpasByKOBOe HCCJENOBaHUE, MOIILIEPO-
metpusi, usmepeaune MCCK CMA 1mo3BOJIAIOT
OIEHUTH COCTOAHUE ILI0/A, TAMKECTh aHeMUMH,
OIIpeleJINTh MOKA3aHUA W BBIMOJHUTEL TPAHC-
(ysuro miaogy ¢ IeJbl0 KOPPEKIMN aHeMUU
¥ TUIIOBOJIEMUU, a TaKyKe MOHUTOPUPOBATH
COCTOSTHME ILJIOfA W BBIABIATDL OCJOMKHEHUSA
mocJjie BHyTpUyTPoOHOU TpaHchysuu. Kinau-
yecKoe HalOJofeHre IeMOHCTPUPYET, ¢ OJHOM
CTOPOHBI, BHICOKYIO KINHUUECKYIO d3(hPeKTHB-
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HOCTH [JOIILJIEPOMETPUN B AUATHOCTUKE OC-
JIO}KHEHUN MOHOXOPUAJIBHON ABOWHU, C APY-
TOM CTOPOHBI — O6OJIbIIIE KOMIIEHCATOPHBIE
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Twin-to-twin transfusion syndrome (TTTS) Stage V is a severe complication of monochorionic mul-
tiple pregnancy associated with a high risk of severe anemia in the surviving co-twing, cerebral hemor-
rhage or ischemic stroke and fast intrauterine fetal death of this co-twin.

A 27-year-old pregnant patient D., admitted with the diagnosis: second pregnancy, 21 weeks 1 day,
TTTS Stage V (intrauterine death of the hydropic donor twin), underwent ultrasound evaluation of the
surviving fetus, which demonstrated signs of severe anemia (peak systolic velocity in the middle cere-
bral artery [MCA-PSV] 1.77 MoM), hydrops, and absent end-diastolic flow in the umbilical artery).
The first step was amnioreduction of 2500 ml, followed by fetal transfusion of 20 ml.. Fetal hemoglobin
levels were normalized (45-134 g/L, 0.39-1.17 MoM), and hemodynamics was stabilized. Despite this,
the fetus developed persistent anuria for 48 hours, and hemorrhagic central nervous system injury was
diagnosed. The pregnancy was terminated for medical reasons. All abnormalities were confirmed mor-
phologically, and karyotypic discordance between the twins was identified.

The clinical case demonstrates that Doppler assessment of fetal MCA-PSV allows reliable detection
of anemia in TTTS, highlights the significant compensatory capacity of the fetal cardiovascular system
that may permit successful treatment of severe anemia even under critical hemodynamic conditions,
and emphasizes the importance of comprehensive morphological and genetic evaluation following an
adverse pregnancy outcome to ensure correct interpretation of obstetric management decisions.

Keywords: monochorionic twins; single intrauterine fetal death; fetal anemia; cerebral injury; trisomy
16; prenatal diagnosis
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