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Fetal complete atrioventricular block associated with maternal Sjogren syndrome
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OnucaH KIMHAYECKUIA CITyyaii 00HApYKeHHs Ha cpoKe 32 HeJl reCTaliy NMOJHOI aTPMOBEHTPHUKY/ISPHON 0JOKaIbI cepaua y miona, MaTh
KOTOPOTI0 CTPAZaia PeJIKHM ayTOMMMYHHBIM 3a001eBanieM — curapoMom Illerpena. ITpu curapome Ilerpena mupKy/mpyromue B KDOBH
MaTepy AaHTUTENIA UMEIOT TPOIHOCTb K KAPAMOMHOLMTAM BOJIOKOH [TypKuHbe npoBosmIeii CHCTEMBI CePIA M CHIOCOOHDBI POHUKATH Yepe3
mianenty. IIpu yasTpasByKoBOM HCCJIEIOBAHMH ObLIO MOKA3aHO, YTO YACTOTA COKpamieHuii mpeacepamii — 150 B MUHYTY, a JKeJTyI04KOB
— 75 B MunyTy. O0CYK1a10TCS AMATHOCTHYECKHE BO3MOKHOCTH 3X0OKapIMorpadvu ¥ HEeMHBA3UBHOIA AJIEKTPOKapauorpaduu 171si o0Hapy-
JKEHHS CJIOXKHBIX HAPYIIEHHIA CEPIEIHOr0 PUTMA ILTOIA.

Knrouegwie crosa: naod, bepemennas jHceHwUHa, ampuogeHmpuxyspHas 6aokaoa cepoya naooa, cunopom Illeepena.

The paper describes a clinical case of complete atrioventricular block developed in a fetus at 32 weeks gestation, whose mother has the
rare autoimmune disease Sjogren syndrome. In the latter, circulating maternal antibodies show a tropic reaction to Purkinje cardiomyo-
cytes of the cardiac conduction system and are able to penetrate the placenta. Ultrasonography has shown that atrial and ventricular
contractions are 150 and 75 bpm, respectively. The diagnostic capabilities of echocardiography and noninvasive electrocardiography to

detect complex fetal cardiac arrhythmias are discussed.

Key words: fetus, pregnant woman, fetal atrioventricular block, Sjogren syndrome.

CI/IHJ:[pOM [lerpeHa — cucreMHOe ayTOMMMYHHOE 3200~
JIEBAHUE C MIPEUMYIIIECTBEHHBIM TOPAXKEHUEM 3K30-
KPUHHBIX (CITIOHHBIX, CJI€3HbIX) Xkene3 [1]. B 6onblinHCTBe
clly4aeB 3Ta Marojiorusi HabMIooaeTcsl y KeHIIMH CcTaplie
30 1eT M YacTo COMPOBOXAAETCS CUMIITOMaMU DPEBMaTo-
unHoro aptpurta [2]. TlokazaHo, yto npu cuHapome Iller-
peHa, Kak U B cllydae MHOTHX ayTOMMMYHHBIX COCTOSTHUM
(cucTeMHasl KpacHasl BOJTYaHKA, PEBMATOMIHBIA apTpHWT),
B KPOBH KEHIIWH LUPKYJIUPYIOT CrielU(UIecKre aHTUTeIa
(antu-SSA/Ro u antn-SSA/La), crocoOHbIE TTPOXOIUTH
yepes MJIALIEHTY Y MOBPEeXAaTh KJIETKU MPOBOASIIEH CUCTe-
MBI cepata riofa [3, 4]. PesyasraToM Takoro rnoBpexxaeHust
MOXeT OBITh Pa3BUTHE ATPHOBCHTPUKYJISIPHOM OJIOKaIbI
paznuyHoii crenieHu [S]. [omHas BpoxkneHHas orepeyHast
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0J10Ka1a BCTpevaeTcst JOCTATOYHO PEAKO — MPUMEPHO B Ofl-
HoM ciyyae Ha 20 000 6epemenHocTeli [5]. PazBuTue Tex-
HHMKH YJIBTPa3BYKOBBIX WCCIIENOBAaHUIN U TOMILICPOBCKUX
PEXUMOB  3xoKapAavorpaduu TMO3BOJSIET  OCYIIECTBIISITh
BHYTPUYTPOOHYIO TUArHOCTUKY HAapYIICHWIA TPOBEICHUS
BO30YKIIEHUSI B CEpLIE MJI0/Ia HA JOCTATOYHO PAHHUX CPO-
Kax 6epeMeHHOCTH.

ITpuBonvM coOCTBEHHOE HAOIONEHUE.

Botnenenue mnaronoruv OepeMEHHBIX YPaJIbCKOTrO
HUW oxpaHbl MaTepuHCTBa U MJlajieHYeCTBa Obula TO-
crnuTajau3upoBaHa XeHirHa 30 JIeT Co CpOKOM OepeMeH-
Hoctn 37 Hen. M3 aHamHe3a MalMeHTKHA OBbLIO M3BECTHO,
YTO B TeUEHUE §JIET OHA CTpafaeT CUCTEMHBIM 3a00JsieBa-
HueM — cuHapomoM LllerpeHa ¢ Hammurem antu -SSA/Ro
aHTUTEN B KpoBU. B cpoke GepeMeHHOCTH 21 Hel KeHIITHA
MepeHecia OCTPYIO PeCIMPAaTOPHYI0 UH(MEKIINIO, B 22 Hel
MpU CKPUHUHTOBOM MCCJIEI0OBaHUM Y TUIoNa Obljia OOHapy-
>keHa Opanukapaus (o 75 B MuHyTy). B 32 Hen 6epemeHHO-
CTH B CBSI3M C HEKOTOPBIM YXYIIIICHUEM TeUSHMsT CHHIPOMA
lerpeHa u 6pagukapaueii y riona nauveHTke 0bul Ha3Ha-
YeH MPeAHU30JI0H Mo 10 Mr B CyTKU.

[Tpu noctyruieHun  ylIbTPa3BYKOBOE — HMCCIIENOBaHUE,
MPOBEIEHHOE C UCTIOJIb30BaHUEM JMATHOCTUYECKOTO arlra-
para Philips HD 11 (CILIA), He BbISIBUJIO aHATOMUYECKUX
HapyllIeHUIi CTPOEHUsT cepala ToAa U KPYIHbIX COCYIOB,
aTakXke KakKux-aubo IpYyrux MOpoKOB pa3BuTusl. YacTtoTa
cepLeOreHnit cocTapisia 75 B MUHYTY, TIPU 3TOM He ObUTH
OOHapyXeHbl OTeKW WM Apyrue TpU3HAKU CepAeYHOM
HEIOCTaTOYHOCTU. bromerpuyeckue mokazaTeau Iuioaa
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KAPAQUWOJ1OMNSA

COOTBETCTBOBIN TeCTAIIMOHHOW HopMme. OoIMuIepoBcKoe
VICCIICIOBAHME KPYITHBIX COCYIOB BBISIBIUIO HE3HAYMTEITh-
HOE YBeJIMUYCHNUE MHICKCAa PE3UCTEHTHOCTH B apTepUU TIy-
TTOBHUHEI.

Dxokapauorpaduyeckoe HCCIACIOBaHWE IT0KAa3alo,
YTO BCe YeThIpe KaMephl cepilla Tutofa OBUTM yMEpPEeHO
pacipeHbl. Tak, KOHEYHBIM JUACTOJIMUYESCKWIA ITUAMETP
JICBOTO JKeJTyIoYKa COCTaBIISLT 6,5MM, TIPABOTO KeTymIOu-
Ka — 6,7MM, 9TO SIBIISIETCSl BepXHEUW TIPaHUIIEH HOPMBI
IUTS JAHHOTO TecTallMoHHOro cpoka [6]. Ilpwstom Ha-
cocHas (YHKIMS cepaia ObDTa YIOBJICTBOPHUTEIHHOM,
YTO 00ECTIEYMBAIO OTHOCUTETFHO HOPMATBHBIN POCT TUTO-
na. OTO CBUICTEIILCTBOBAIO O TOM, YTO amanTaius K Opa-
MUKApIUA TIPOM3O0IIIAa 33 CYeT BKITIOYCHUS MeXaHW3Ma
®panka — CrapiaMHra, MO3BOJISTIONIETO YBEUIUTh CHITY
COKpaIlleHi MUoKapra Tpy BO3pacTaHUM KOHEYHOTO M-
ACTOJIMYECKOTO 00BheMa.

HccnenoBanne CoOKpaTtuTeNlbHOW — (DYHKIIMM — Ceplia
B M pexknme, TIPOBECHHOE 10 OCH, TIepeceKaroliei mpa-
BOE TIpeNceprie ¥ JIEBBII XeyIoUeK, TTO3BOIMIO 3apeTh-
CTPUPOBATh COKPAIICHUST CTEHOK TPEACEPArsT C YacTOTOMN
150 B MUHYTY, a CTEHOK 3XeJIy0o4Ka — C 4acTOTOi 75 B MU-
HyTy (puc. 1). B nomnmiaepoBcKoM pexkxume MpoBefeHa Ofl-
HOBpPEMEHHAs PETUCTPAlds TPAHCMUTPATHHOTO ITOTOKA
KPOBM U BbIOpOCa U3 JIEBOTO Xesynouka. st aToro npoo-
HBII JOMNTUIEPOBCKUIA 00beM (1,5MM) ObLT YCTAaHOBJIEH He-
TTOCPEICTBEHHO B TIOJIOCTH JIEBOTO JXeJTyI0YKa M HECKOJIBKO
OTKJIOHEH B CTOPOHY €ro BBIBOTHOTO TpakTa. [1pu Takom
TOJIOXKEHUY MPOOHOTO 0ObeMa (puc. 2) Ha 3KpaHe Iprubdopa
MOXXHO OBITIO 3apeTMCTPUPOBATh CHCTOIMICCKUN BBIOPOC
U3 JIEBOTO Keyynodka ¢ reprogaoM 820 mMc (BBepXHarpas-
JICHHBI CWTHAT) Y TPAHCMUTPATBHBIN TIOTOK, TIPEICTaB-
JIEHHBbI BOJMHOW A (arpuaibHOii) cnepuogoM 420 Mc
(BHM3HAIPABJIEHHBI CUTHAT). PacyeT 4acToThI CepaeTHbIX
COKpAIIIEHUI TT0 CUTHATYy BBIOpOCA JKEJTyMoYKa COOTBETCT-
BOBaj 75 B MMHYTY, a IO TipeacepaHoit BosHe — 150 B Mu-
HYTY. DT MCCIIeNOBaHUS TIO3BOJIWIIN CIeIaTh 3aKITIOYeHUE
0 HAJTMYUH TTOJTHOW aTpUOBEHTPUKYIISIPHON OJIOKaIBI cep-
A TUTOZIa, SIBJISTIONIEICS IIPUYMHON HabJTromaeMoit Opamu-
KapIouu.

Ha ocHoBaHMM aHamHe3a OOJIE3HM TAITMEHTKU U pe-
3yJIBTATOB  YJIBTPA3BYKOBOTO WCCJICMOBAHUS TUTOA OBIT
clesiaH BBIBOJ O TOM, YTO IMPWMYMHON TTOJTHOM TTOTIEPEIHOMN
GJIOKAJIBI SIBIISICTCS TIOPAXKEHUE KIIETOK TIPOBOISIIIEH CUCTe-
MBI cepjlia riofa aHtureaamu SSA/R, nupkynvpyooimmmMu
B KPOBM MaTepH 1 CITIOCOOHBIMU ITPOHUKATH Yepes3 TUTarieH-
Ty. YuuTBIBasl CTOJNIb Cepbe3HOE HapyIIeHHWE CepIeYHOTO
pHUTMa TUTOMA, OBITO PEIIIEHO ITPOM3BECTH POIOPa3pelcHIe
MyTeM KecapeBa cedeHMsl Ha 39-11 Heziene 0epeMEeHHOCTH.

Ponunack neBouka maccoii 2830 1, utnHoit 46 cM, OLieH-
KU 10 liKajie Anrap Ha 1-i v 5-ii MUHYTax XXU3HU COOT-
BETCTBEHHO 5 M 6 GayutoB. DieKTpoKapauorpadudyeckoe
HCCIieIoBaHKMe peOeHKa, TIPOBEICHHOE B TeUCHHME 3 U TIOCIIe
POXIEHWS, TIOTHOCTHIO IIONTBEPAMIIO TUATHO3, TIOCTABIICH-
HBIIl BHYTPUYTPOOHO, — TIONHAS aTpPUOBEHTPUKYISIPHAS
osokana (puc. 3). PebeHok rociie o0cienoBaHus B IETCKOM

Puc. 1. Yasrpa3sykoas 3anuch coKpameHuii ipaBoro npeacep-
JIMS ¥ JIEBOTO XKeJTyd04Ka.

CreHKa npeacepaust cokpaliaercs ¢ yactotoit 150 ynapoB B Mu-
HYTY, XeJyaouka — 75 ynapoB B MUHYTY.

Puc. 2. lonnieposckas 3anuch NOTOKOB KPOBH B JIEBOM KeJTy-
JI0UKe I104a.

BBepxHamnpaBieHHbII CUTHAT — BBIOPOC M3 JIEBOTO XEIyI04YKa.
BHu3HanpaBiIeHHBII CUTHAJI — TPAHCMUTPAJIbHBII TOTOK, OTpa-
KaIOIIMI COKpallleHNsI JIEBOTO Mpeacepaus.

KJIMHUKE MHCTUTYTA Ha 10-€ CyTKM XXU3HU ObLT BBINMCAH
JIOMOi1 1101 HAaOJIIoIGHUE  TIeAraTpa-Kapauosora ¢ LeJIblo
JaJbHEMIIIEro pelieHrs Borpoca 0 HeOOXOIMMOCTH B Oymy-
11IeM UMIUTAHTALIMU UCKYCCTBEHHOTO BOAUTEJISI pUTMa.

OBCYXIEHUE

TpaHcrnaueHTapHblil iepexon antures SSA/Ro, nme-
OIIMX TPOITHOCTh K BoJIokHaM [lypkuHBE cepmlia 1iona,
onmcaH Tipu cuHapoMe LllerpeHa W cUCTeMHOlN KpacHOM
BoiuaHke y maTtepu [3, 4]. BozneiictBue aHTMTEN Ha MU-
OIIMTHI MOXET IIPUBECTH K MMMYHHOMY TIOBPEXKICHUIO
KJIETOK C TIOCJISMYIOIIUM CKJIEPO3UPOBAHNEM 3JIEMEHTOB
MPOBOJSIILEN cUCTeMbl cepaua [5]. DToT mpouecc Bbipa-
XaeTcsl B HApYIIIEHUH TTPOBEICHUST BO3OYXKICHUS OT Tpe/-
cepmuil K KeJymoykaMm (pa3BUTUM aTPUOBEHTPHKYJISIPHON
0JI0KaIbl MIEPBOIA, a 3aTeM M BTOPOI CTETIEHU), a TIpu OoJiee
TTPOIODKUTETEHOM U BHIPasKEHHOM BO3IEHCTBUM — B BO3-
HUKHOBEHUH TOJTHOI aTpPMOBEHTPUKYJISIpPHOM O10Kasl [5].
Ha done neyeHnss KOPTUKOCTEPOUIAMU, KOTOPBIC BBOIAT-
s 9epe3 MaTepUHCKUI OPTaHU3M, OTTMCAHBI CITydar yMeHb-
IICHWs] CTETICHW BBIPAKCHHOCTH M Jake WCYC3HOBCHMS
HETIOJIHBIX aTPUOBEHTPUKYJISIPHBIX Ookan |5, 7]. OmHako
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Llvievan I1.5. u coasm. NonHas aTpMOBEHTPUKYNSIPHas Gnokaaa cepaua ninogay matepu ¢ cuiapomom LLlerpeHa
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Puc. 3. Dnexrpokapauorpadudeckas 3anuch NOJIHOI ATPHOBEHTPHKY/ISAPHO# 0J10KaIbI, CAeaHHAs yepe3 3 U 1ocJie POKIeHNs pedenKa.

B MOMEHT poXkIeHUs] — XeayIOYKOBBIi pUTM 68 y1apoB B MHHYTY.

HaJIM4Me TIOJTHON 6HOKaJIBI CBUICTCJIILCTBYCT, KaK ITpaBUJIo,
o H€O6paTV[MOM TTOBPCKICHUUN l'[pOBOJIHH.[ef?I CUCTEMBI CEP-
aua [35].

BHyTpuyTpOoOHasi IMarHocTMka HapyllleHWid MpoBee-
HUA B cepale 1aoaa npeacTaBasdeT ONMPEACICHHYIO HpOGJ’IC-
My, 0COOEHHO B TOM ClIydyac, Korjga pasBuBacTCs 6]'[0](8.)1&
HCpBOﬁ CTCIICHU, XapaKTCPpU3yromasacs TOJIbKO YBEJINYCHU -
€M BPEMEHU aTPUOBEHTPUKYJISIPHOTO TpoBeneHusl. B Ha-
CTOAIIEC BPEMA OILICHKa 3TOro BpeMeHHéFO MHTEpBaJa,
Kak ImpaBujio, IMpOBOAUTCA METOOOM IOOIIIIIEPOBCKOIO YJib-
TPa3BYKOBOT'O UCCIIeAOBaHUS. [jis1 5TOro mpoOHbIii qomTIe-
pOBCKP[VI 00BeM pacioJjiararoT B IOJIOCTHU JIEBOT'O KEJTyI0YKa

10712, TPUMEPHO MEXITY TIepeTHEl CTBOPKON MUTPATbHO-
ro KJaraHa W YCTbeM BbIXOIHOIO TPaKTa U3 JIEBOTO XKeTy-
nouka [8]. HTepBas Mexy HauajioM A BOJIHBI (CUCTOJIOM
npeacepaust) ¥ HA4ajoM BOJIHBI CUCTOJIMYECKOTO CHUTHasIa
WM3THAHUSI U3 JIEBOTO KEyI04Ka SIBJISIETCS MEXaHUYECKUM
aHaJIoroM uHTepBaia P — R aeKTpoKapArOrpaMMbl.
HecMoTtpst Ha xOpolilylo KOppesiUIo MeXay AoI-
TUIEPOBCKMMU U AJIEKTpUYeCKUMM P — R WHTepBajlaMu,
HEOOXOIMMO TMOHUMATh, YTO NOMIIEPOBCKOE HU3MEPEHUE
OTpaxkaeT BTOPUYHBbINA, MexaHWuecKuil curHan [7]. bonee
TOTO, UMEIOTCSl JaHHbIE, TOBOPSIILIME O 3HAYUTEIbHON 3a-
BUCUMOCTH KauyecTBa MOJYYaeMbIX CUTHAJIOB OT MECTOMO-
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JIOKEHUST JOTITUIEPOBCKOTO 00BeMa B ITOJIOCTH KETyI0UKa,
YTO HE BCeTna TO3BOJISIET HAIEXXHO OIPENeNTUTh HAIMINe
aTPUOBEHTPUKYJISIpHOTO Os10Ka [9]. Bosee TouHoit aybrep-
HaTUBOM 3TOMY CITOCOOY SIBJISIETCS M3MEpPEeHHE BpPEMEHU
ATPUOBCHTPUKY/ISIPHOTO TIPOBENCHUS Ha OCHOBE MeTona
TKaHEBOTO JOMILUIepa, WCIOJIB3YIOIIET0 CUTHAN TBVDKECHUS
CTEHOK ITPaBOTO TIPEICEPIUS 1 TIPABOTO XeTyI09Ka BMECTO
pPErucTpaLmy CKOpOCTeil ABUKEHUSI TOTOKOB KPOBH [5].
OueBHMIHO, YTO MPABMIIbHEE OPUEHTUPOBATHCS TIPH U3-
MEpEHUM BPEMEHU AaTpPUOBEHTPUKYIISIPHOTO TPOBEICHMS
Ha MepPBUYHBIN 2JIEKTPUYECKUIA CUTHAT BO30YXaeHMsI. Me-
ToIbI HeMHBa3uBHOU peructpaimy KT 1 MarauToKapmm-
orpaMMBI TUTOIIa TIO3BOJISIIOT 3TO caenaTh. K coxkareHuto,
HaIMYME CHIPOBMIHOM CMa3KU IUTONA, SKpaHUPYIOIIEH
DJIEKTPUIECKUN CUTHAJ, CYIIIECTBEHHO CHITKAeT KadeCTBO
u HanexxHocTh peructpauu DKI [10]. Meton perucrpa-
1IN MarHUTOKapIUOTpaMMBI He o0JiagaeT MOIOOHBIM He-
JOCTATKOM, OIHAKO BBICOKAsi CTOMMOCTH SKMIKOTO TEJHs,
HEOOXOMMMOTO JUTS 3aITOJTHEHUST CBEPXTIPOBOIAIIMX Mar-
HUTOMETPOB, 1O CUX TIOP He ITO3BOJIIET MPUMEHATh 3TOT
METOJI B IIIMPOKOW akyiepckoit npakruke [11]. Cremyer
OTMETHUTBD, YTO IMPOTPECC B PA3BUTHH BHIYMCIIUTEIEHOM TeX-
HUKY TIO3BOJIAJI CO3/IaTh HOBOE TMOKOJICHUE TTOPTATUBHBIX
OKI-MOHUTOPOB 11042, O0IANAIONIMX YAYUILIEHHBIMU Xa-
PaKTEepPUCTUKAMU PETUCTPALINT, HEOOXOIMMBIMHU JJISI U3Me-
pPEHUST BPEMEHU aTPUOBEHTPUKYJISIPHOTO MpoBeeHus [12].
Kak yxe 0bl10 OTMEUEHO, MOJTHAsI aTPUOBEHTPUKYJISIP-
Hast 6J10Kaia cepiIiia Iutoaa, BEI3BAaHHAS LIMPKYJISIIUCH B €T0
KPOBM MaTEepUHCKMX aHTUTEI, SIBJISIETCS HeoOpaTuMon |5,
7]. OnHako OOHapyxXeHue HEMOJHON OJ0Kabl MO3BOJISI-
€T HayaTh Teparuio, HalpaBlIeHHYIO0 Ha BOCCTAHOBJICHUE
HOPMA&JIbHOTO TpOBeNeHUsl. TeopeTnuecku JieueOHble Me-
POTIPHUSATUS MOTYT OBITH CILUIAHMPOBAHBI IO IBYM HaIlpaB-
JICHWSIM: YMEHBITICHIE KOJTMUECTBA aHTUTE]T, TIOCTYTAIOIITIX
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KAPAQUWOJ10MNs

OT MaTepy K IUIONY, M MPenynpeXIcHe ayTOMMMYHHOTO
BOCITAJICHUS] 1 JATBHEHINETO TTOBPEKICHUS KIIETOK BOJIO-
KoH [TypkuHbe.

[lepBoe HarpapiIeHWE TPEICTABICHO METOAAMU TUIA3-
macdepesa [13]. B psne paGboT mpoaeMOHCTPUPOBAHO 3Ha-
YUTENILHOE CHIDKEHUE KOHIICHTPAIMY I[MPKYIAPYIOINX
BKpPOBM AHTUTET Yy OEepPeMEHHBIX KEHIIMH C CUCTEMHOMN
KpacHOU BOJTYaHKOM TIPY eXXeHEIETEHOM ITPOBEICHUH TIPO-
nenyp ruiazmacepesa [14].

VYMeHbIIIeHNe ayTONMMYHHOTO BOCTTAJICHUST KapIAOMU -
OIIMTOB TOCTUTACTCS BBEICHNEM B MAaTCPUHCKUIT OpraHN3M
KopTuKocTeponmoB. [TokazaHo, YTo TIPUMEPHO B ITOJIOBUHE
CJTyJacB Pa3BUTHS OJOKAIbI TIEPBOW CTETICHW TaKasl Tepa-
YIS TIO3BOJISIET BOCCTAHOBUTHh HOPMAJIBHOE aTPUOBEHTPH-
KyJisipHoe TipoBefeHue [7]. B onuceiBaeMoM citydyae MaTh
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