KTHHUYECKUH CITYYAH
CLINICAL CASE

https://doi.org/10.20340/vmi-rvz.2022.1.CASE. 1 YOK 616-005.6+811.161.1:8.373.43

CTTYYAH TIEPBUIHOTO AHTADOCOOTUITAIHOTO CHHIPOMA, TIPOTEKAIOTIETO
1101 MACKOH CHCTEMHOH KPACHOH BOTYAHKH

H.C. NMoxunneHko 2, T.B. Monceena'

"MeouumnHCKUIA yHuBepcuTeT «PeaBuna», Camapa
2Camapckast ropofckast KnuHudeckas 6onbHuLa Ne 2 nvenn H.A. Cemalko, Camapa

Pestome. [peacrtaBneH cnyyam no3gHeEN ANarHOCTUKM MEPBUHHOIO aHTUAMOCHOMNAMOHOIO CMHAPOMA Y MaUMEHTKM
C MPWBbIYHbIM HEBbIHALLIMBaHMEM BepeMeHHOCTU. BbiparkeHHas IMMYHOIOrdYeckast akTUBHOCTb aHTidochonmnna-
HOrO CHMHOPOMA C TSHKENbIM apTPUTOM, (O1OPO3NPYIOLLIMM anbBEOTMTOM MMUTUPOBANa CUCTEMHYHO KPacHYH BOJI-
YaHKy.
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Abstract. A case of late diagnosis of primary antiphospholipid syndrome in a patient with recurrent miscarriage is
presented. The pronounced immunological activity of the antiphospholipid syndrome with severe arthritis, fibrosing
alveolitis mimicked systemic lupus erythematosus.
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BBepeHue

AHTUhoconmnunaHsii  cuHapom  (APC) -
9TO ayTOUMMYHHBIA MPOLECC, B OCHOBE KOTO-
POro NexxnT 0bpas3oBaHne B OpraHM3Me B BbICO-
KOM TUTPE B1UMOAasIbHbBIX ayTOaHTUTEN, B3anMO-
OENCTBYIOLNX C OTPULATENBHO 3apsiKeHHbIMU
MembpaHHbIMn hoconmnuaamm (MP) n cessan-
HbIMU C HUMK rankonpoTevHamu [1, 2]. Cpegun
M® OCHOBHbIMU MULLEHAMK aHTU(OCHONMNNA-
Hbix aHtuTen (ADA) aABNAOTCA KapAMONUMUH,
dochagmnncepuH 1 gp., a 13 6eKOBbIX KOMMO-
HEHTOB — b2-rMnkonpoTenH-1, aHHekcuH V ©
MPOTPOMOWH. BONBLUMHCTBO ANNTENbHO Oen-
cTeytomx APA npuHagnexar K knaccam IgG un
IgM. OHm BnokmpytoT hoconmnmnaHo-6enkoBble
KOMMJIEKCbI, BKOYast KNETO4YHble MeMOpaHbl SH-
0oTenus, TPOMOOUMTOB U OPYrX KETOK. ITO
NPVBOAMUT K aKTMBaLumy TPOMOOLIMTapHOMO reMo-
cTasa 1 gucbanaHcy CUCTeMbl KOarysaLMOHHOIO
remocTtaga. [locnegHuin xapakTepusyeTcs pas-
BUTMEM TPOMOBOMUAMHECKOro cTaTtyca in Vivo,
NPy KOTOPOM akTumBauust daktopoB Va, Xa u
NPOTPOMOMHA COYETaeTCH C AenpPeccuen NpoTu-
BOCBEPTbIBAKOLLX MEXAHN3MOB. OTW HapyLLEHNS
NPOSABMATCA N Vitro pasBuUTMEM rUMoKoaryis-
LN, YTO BbIFBNAETCA ChnelnalibHbIMUA METOON-
Kamu 11 0603Ha4aeTCs Kak adpekTbl ADA, obna-
Jarolme CBONCTBaMM BONMYAHOYHOMO aHTMKOAary-
naHTa (BA) [3]. Peaynstatom genctaus ACA Yy na-
LUmeHToB ¢ ADC 4ABNSIETCA 4acTOe MOpPavKeHue
COCY[IOB Masioro 1 CpeaHero kanmbpoB C Hapy-
LLIEHNEM MUKPOLMPKYIALMN KPOBU B KOXE U Op-
raHax, npPeapacrnofiOXXEeHHOCTb K PasBUTUIO
MUKPO- 1 MaKpOTPOMOO30B BEH U apTepuin pas-
JIMHHOM NIoKanm3aummn (Hawle BeH), NpUBbIMHOE
HeBbIHaLLMBaHNE BepPeMEHHOCTM 1N3-3a Hapylue-
HUIA BacKynapu3auun nnaueHTbl U eé€ noxa, a
TakKe pag Opyrux CocyamcTbiX aHOManmin (ceT-
4YaToe nneeno, cuHapom PenHo v ap.) [4-7]. Pas-
NNHaKoT NEPBUYHBIN 1 BTOPUHHBIN ADC, KOTOPbI
pas3BMBaeTCs Ha POHE ayTOMMMYHHbIX 3abone-
BaHUM (cuctemMHasa KpacHaa BondaHka (CKB),
Y3E/IKOBbIV MepuapTepunT, PEBMATOVAHbLIN apT-
pUT 1 AP.), 310Ka4YeCTBEHHbIX HOBOOOPA30Ba-
HWIA, UHADEKLIMOHHBIX 1 MHEKLIMOHHO-UMMYHHbIX
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3aboneBaHun  (bpoHxmanbHast actma, BlY-
NHEKLMS, CTadhUTOKOKKOBasS W CTPENTOKOKKO-
Basi MHMEKLMS) U B CBSA3M C TepMUHANbHOM CTa-
aver noYevyHom M MeYeHOYHOW HegoCTaTOYHO-
ctn. Tak kak B ocHoBe ADC 1 CKB nexar ayTo-
NMMYHHbIE MEXAHWN3MbI, YTO KIIMHUYECKN TakKKe
MOXET MPOSABMATLCH CXOXEN CUMMTOMATUKOMN,
HO PasNNYHON TaKTUKOM BEOEHWS MAUMEHTOB,
JaHHOe HabnMtogeHMe MOXXET MPeAcTaBNSATb WUH-
TEPEC ON151 TEpaneBTOB, PEBMATO/IONOB, aKyLLe-
POB-IMHEKOJSIOrOB.

Llenb pa6oTbl: NpuBAeYb BHMAHNE BPaYen
K CBOEBPEMEHHOW AMArHOCTUKE MNEPBUYHOIO
ADC Ha npMepe KIMHUYECKOro HabntoaeHns 3a
NaLUWEeHTKON C MPVBbIMHBIM  HEBbIHALLVIBAHNEM
BEePEMEHHOCTI.

KnuHnyeckuin cny4van

MNMaupeHTka L., 29 neT, noctynuna B OTAeNe-
Hue cenTudeckon ruHekonorm CIKB Ne 2
nv. H.A. Cemawiko r. Camapbl 23.08.2018 r. ¢
»Kanobamm Ha MoBbILLIEHWE TEMMEPATYpbl Tena ao
38,2 °C, 6071 B KONEHHbIX, FONEHOCTOMHbIX U Ny-
4e3ansaCTHbIX CyCcTaBax, HEBO3SMOXXHOCTb CaMO-
CTOSATENbHO Mepeapuratbcs, 6ONM B NpaBow Mo-
NOBMHE TPYOHOM KNETKW, CyxOW Kallenb. 3a
15 gHen oo noctynneHna B CI'KB Ne 2 B rHeKo-
norvyeckom otaeneHnn COKB um. B.[. Cepepa-
BMHa ObINO NPOM3BEAEHO NPEPLIBAHNE HEPA3BU-
BatoLLenca 6epeMeHHOCTU Ha cpoke 20-21 He-
Oenst nyTemMm BbICKabNMBaHUSA MOMOCTM MaTKM.
Tam >»xe npoBeneHo uccnenosaHne BA-1,0 (oT-
pulaTtenbHbln), aHTuTen (AT) K KapauonunuHam —
161,1 en./mn (Hopma oo 10), akTuBMpPOBaHHOMoO
4acTU4HOro  TPOMOOIIaCTUHOBOIO  BPEMEHM
(AHYTB) — 42 ¢ (Hopma oo 35 ¢).

Mpu NOCTyNneHun: 6onn, orpaHnHeHHast no-
OBW>KHOCTb, MECTHOE MOBbILLEHME TEMMEPATYPbI
B 00OMaCTV Ny4e3ansaCTHbIX CyCTaBOB, MENKMX Cy-
CTaBOB KNCTEN, NPaBOro KOMeHHOro, IEBOro ro-
JIEHOCTOMHOrO, MtoCHedanaHroBbIX CyCTaBOB
NIEBOW CTOMbl C MMNEPEMUEN KOXW Had, HUMWN.
OKpY>XHOCTb MpaBoro 6efpa v nNpaBon rofieHu
Ha 1 cm BonbLUE, YEM NEBOW.
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Knunnaeckuit cryyait

B aHamHese: 2011 1. — uneotemopalibHbii
TPOMB03 CrpaBa, KOTOPbIA MOCHUTANN OCITOXHE-
HMEM MpuemMa MpPOTMBO3a4aTOqHbIX CPencTs; B
2016 r. — CcamMOonpPoOn3BOJIbHbLIA BbIKUAbIL Ha
cpoke 17-18 Hepenb. Bo Bpema nocnegHen 6e-
pemeHHocTu ¢ 21.06.2018 r. no 29.06.2018 .
nevmnachb B XMPYPrmyeCkoM OTAENEHUM paioH-
HOW BOoNbHULLI C AnarHoO30oM «[locTTpoMmbodne-
BuTnHeckas 60e3Hb NPaBON HUXKHEN KOHEHYHO-
ctn (MTOB). OTevHo-60neBas hopma». [uarHos
OblN NOATBEPXOEH LBETHBIM LYMNAEKCHbIM CKa-
HUPOBAHMEM BEH HIDKHUX KOHEYHOCTER. [poBo-
OWNNIOCb JIeHEeHe renapuHoOM, MNeHTOKCUAUNNN-
HOM, METaME30JIOM HaTPUH, APOTaBEPVHOM, Ma-
NaBEPUHOM, O4YULLEHHON MUKPOHU3NPOBAHHOM
dhnaBoHOMOHOW hpakLpen (QNOCMINH + hNaBoHO-
napl B nepecyeTe Ha recnepunamt). 20.08.2018 r.
Temnepartypa Tena nosbicunacek 0o 39,8 °C, ot-
Meyancs 03HoO. NMprHMMana NPoTMBOBUPYCHbIE
N >kapornoHwxawLme cpencrea. 22.08.2018 r.
nosBUIMChL 60 B CyCcTaBax, X OTEK W ryunepe-
Musa. 23.08.2018 r. ¢ BbllLeyKa3aHHbIMA >Kaso-
Bamn naumeHTKa NoCcTynmna B OTAENeHe centu-
4YECKOW TMHEKONorun. AHanM3 KpoBW Mpwu Mo-
cTynneHun: aputpoumToB — 3,43*10'?/n, remo-
rnobuH — 107 r/n (Hopma 120-140 r/n), ToomMb0-
umtoB — 14010%n (Hopma cBbiwe 160*10%n),
nevkounToB — 10,7*10%n (Hopma 4-9*10%n), B
nenkodopmyne — aumdoumutoB 14 % (Hopma
19-37 %), ocTanbHble Nokasartenn — 6e3 naTono-
TMHECKUX N3MEHEHUN. PubpuHoreH — 6,6 1/n
(Hopma 2-4 r/n), C-peaktvBHbIN 6Genok -
25,7 MmonL/n (HopMa oo 5 MMone/n), nokasa-
Tenb D-gumepa — NonoXXuTeNbHbin. PeTpakuma
cryctka — 33 % (Hopma 44-65 %).

Bo3HVKNO Mogo3peHne Ha MocneponoBbiv
METPOSHAOOMETPUT U aKyLLEPCKO-TMHEKONOMNYE-
CKu cencuc. Bmecte ¢ TeM HOpMasibHbIN MHe-
KOJIOTMHECKN CTaTyC NPy OCMOTPE, OTCYTCTBME
BbIPa)KEHHOIO JNeMKoumMTo3a, capura fenkoum-
TapHOM PopMySibl «<BIEBO», CRIEHOMEranuu, na-
TONOMMHYECKUX U3MEHEHWNA CEePAEHHbIX KanaHoB
npuy axokapauorpadun, oTpulaTesbHbli Npo-
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KaUIbLIWTOHMHOBBIA TECT, OTCyTCTBME Nabopa-
TOPHbIX MPU3HAKOB ANCAHYHUMM B paboTe NeveHm
N MNOYeK NO3BOSIMN UCKITKOHYUTL 3Ty MaTONOrAHO.

Moy nocTynneHun Obln Ha3HaqeHbl Le-
dTPUMaKCoH, METPOHNOA30/1, TOPHOKCUKAM BHYT-
PUBEHHO, OHEM MO3XKE — OEKCAMETa30H BHYTPU-
BeHHO. 24.08.2018 r. npoBengHa KOMMbOTepHas
ToMOrpaust OpraHoB MPYAHON KNeTKU. 3akito-
YeHune: «B napeHxume nerkux ¢ obemx CTOPOH
ONpdysHO ONpPenenstoTcsa NepUBaCcKyNsAPHbIE,
nepnbpPOHXManbHbIE YHaCTKM YIIIOTHEHNUS NIeroY-
HOM MapeHxMMbl MO TUMYy MaToBOro CTekna. Pe-
KOMEHOO0BaHO AndepeHLmpoBaTh OBYCTOPOH-
HIOKO MOJSIMCErMEHTAPHYKO MHEBMOHWIO W1 mopa-
XKEHUS NErkux npu andpdysHoOM nHTepcTULmalis-
HOM MPOLIECCE CUCTEMHOIO Xapakrepa mno Tuny
KonnareHosa». [pu ynsTpasBykKOBOM UCCeno-
BaHUM COCY0OB H/KHUX KOHEYHOCTEN 1 Manoro
Taza oT 24.08.2018 r. obHapy>xeHbl NMPU3HaKK
nmmdocTasa, noctrpombodnebutTnyeckon 6o0-
NE3HV MPaBON HVKHEN KOHEYHOCTW, YaCTUYHbIN
TPOMB03 HapPY>XHOW NOAB3AOLLHOM BEHbI CrpaBa,
TPOMBO3 €QMHMNYHBIX BEH MaTKWU. YUnTbiBad Cu-
CTEMHOCTb MOPaXXeHNs (apTpuT, (Prbpo3npyro-
LA afIbBEONNT), NINXOPALKY, TPOMBO- 1 IMMAO-
LUMTOMEHNIO, MOBbILLIEHVE YPOBHS aHTUTEN K Kap-
OVONNNHaM, a Takxe Hanmdme npradHakos ADC
(HeBbIHaWMBaHE GEPEMEHHOCTU, PEUUOMBUPY-
tOLLME BEHO3HbIE TPOMBO3bI), BOSHVKIIO NMpeano-
JIOXKEHME O CUCTEMHOW KPACHOW BOMYaHKe C BTO-
pryHbM ADC. B cxemy neveHua 6obin gobasneH
aekcameTadoH 8,0 Mr/CyTkn, Ha (hOHE KOTOPOro
4epes 4 OHA TemnepaTypa Tena HopMan3osa-
acb, YMEHbLUMNUCH SIBAEHUS apTpuTta (mauy-
€HTKa CMOor/ia CaMOCTOATENBHO NepensuraTscs),
NoO OaHHBbIM KOMMBIOTEPHOW TOMOrpadum Nerkmnx
oT 27.08.2018 r. oTMeYdeHa NoNoOXXnTenbHas gu-
HamVKa — COKpalLLeHe B 0B60UX NErkux Konmnde-
CTBa MEepuUBaCKYNSAPHbIX W NepUbPOHXMaNbHBbIX
YYaCTKOB YIMIOTHEHNSA NErO4HON MapeHX MbI.
28.08.2018 1. ypoBeHb aTUHTUKaPAMONMMHOBBLIX
aHtuten — 170,6 eg./mn (Hopma — go 10 en./mn),
aHTuTen K asycrnvpansHon OHK — 32,8 en./mn
(HopmMa — 0o 25 en./mn), aHTUHYKNEeapHbIE aHTU-
Tena — He 0bHapy»xeHbl, COD — 52 mm/4ac.
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KoHCynbTaHT-peBMaTosor amarHocumpoBan
CUCTEMHYHIO KPaCHYO BOSHaHKy. Kpome noparke-
HWUSI CYyCTaBOB W NErkux no Tuny ubposnpyto-
Lero anbBeonMTa OH OTMETUN SpUTeMy mua v
30HbI OEKONNBTE, a TakKKe HedpKoe ceTHaToe Jin-
BeOO B 06MacTV TyfOBULLA U KOHEYHOCTeN. Pe-
KOMEHO0BaH NepeBof, B OTAENEHNE PEBMATOSO-
AV 019 fanbHenLero 06CneaoBaHns 1 ieqeHyst.

C 30.08.2018 . Mo 15.09.2018 r. mauneHTKa
Haxoaunachb Ha 06CnefoBaHUM N IEYEHUN B PEB-
MaTofiormdeckoMm otaeneHun Camapckon 06-
JACTHOW KIIMHMYeCKom 60bHULBI M. B.[D. Cepe-
pasuHa. JuarHos CKB He nogtBepawncs 3a He-
OOCTaTO4YHOCTBIO KPUTEPUEB. 3aktoYUTENbHbIN
OnarHos: «AHTUPOCHONMMUAHBI CUHOPOM C UM-
MYHOJIOMMHYECKOW aKTVBHOCTLO». JledeHne B OT-
OeNeHn peBMaTOoSIoNMn BKIIKOHAIO MESNIOKCUKaM,
FMOPOKCUXIOPOXMH,  FeCnepuavH  OMOCMUH,
PEHTreHOTepanuio Ha cycTaBbl. [ IIOKOKOPTUKO-
CcTepovapl He HagHa4YanMeb. BeinncaHa co 3Ha4u-
TenbHbIM ynyulleHvem. CnycTa 17 MecsueB ca-
MOYYBCTBME MALUMEHTKN YOOBNETBOPUTENBHOE,
paboTaeT, 060CTpeHUn 3abonesaHust He 6bIno,
HabntogaeTca y remMartonora, NOCTOSAHHO MPUHN-
MaeT puBapokcabdaH no 20 Mr B CyTKU M TMAPOK-
CUXNOPOXMH No 200 Mr B CYTKN. PEKOMeEHO0BAHO
B Te4YeHWe [AByX JIEeT [MOCNie On1CbIBAEMOro
0B0CTpEHNA BO3AEPKATbCA OT BEPEMEHHOCTN.

O6cyxpeHune

CornacHo pekomeHgaumsam Mpynnbl Mexxay-
HapPOOHbIX COTRYAHNYAOLLMX KITMHUK CUCTEMHOW
Bon4aHkn (The Systemic Lupus International
Collaborating Clinics, SLISS, 2012) Hanu4ne 4e-
Thlpex AMAarHOCTUHECKNX KPUTEPUEB OenaeT au-
arHo3 CKB pgoctoBepHbiM. B gaHHOM cnyyae K
NOSNIOXKUTESIbHBIM  AVArHOCTUHECKUM KPUTEPUAM
MOXHO OTHECTU TOMbKO apTPUT U MOBbILLEHWE
ypoBHa aHTuten K OHK. OuarHos «[lepBuyHbIiA
aHTUdoCHONMMNMAHBIN CUHAPOM» OblNl MOCTaB-
JIEH HA OCHOBAHWM COYETAHWUS KIIMHUYECKMX U
nabopaTopHbIX MPOSABEHUA, a UMEHHO — peLu-
OVBUPYIOLMX TPOMBO30B BEH MPaBON HUDKHEN
KOHe4HoCTM (2011, 2018 rT.), Npmu3HaKkoB heTo-

-80 -

niaueHTapHON He[oCTaTOYHOCTY C HEBbIHALLIN-
BaHueM BepemeHHocTn (2016, 2018 rr.), yme-
PEHHOM TPOMOOUMTOMEHUM, HaNNYUS aHTUKap-
OVONIMMNHOBBIX aHTUTEN, yomHeHuss AHTB. B
KIIMHWYECKOM MpakTuke Onsa avarHoCcTukmu APC
4acTo MCnofb3ytloTcsa  kputepun 2006 roga
(cchopmynmpoBaHbl Ha Xl MexkgyHapOaHOM KOH-
rpecce no APA). OuarHos ADPC ctaButcs mpu
HaIN4YMN HE MeHee OOHOro KIIMHNYECKOro CUMM-
TOMa M OOHOrO NabopaTopHOro mpusHaka [4].
[MosgHee OMarHOCTUHECKME KpUTepumn Obinv ne-
pPecMOTPeHbI B pekomeHaaumsx EULAR ot 2019
roga [7]. K knuHundecknm nposisneHusam APC oT-
HOCATCA pPeLVavBUPYIOLLME BEHO3HbIE TPOM-
603bl (HaLle TPOMO03 rNyOOKMX BEH), BOSMOXHbI
apTepuanbHble TPOMOO3bl U TPOMOBO3IMOOMNN,
paHHWe BbIKUOBILN N NMPeXOeBpeMeHHble poabl
[9]. K coBpeMeHHbIM 1abopaTopHbIM Mpr3HaKam
AD®C oTHOCATCA aHTUTena K aHTudocdonmnm-
0am OfIHOro 13 Tpex TunoB.: BA, aHTuTena K kap-
ONONUNHY 1 aHTuTena K B2-rankonpoTtenHy |.
Hannune B3anmoceasn CKB 1 BTOpUYHO pasBu-
BatoLerocst AOC akTVBHO M3y4anoch B pasnny-
HbIX rpynnax naupueHToB [8—10]. B 4oCTynHoOn n-
Tepatype Mbl HE BCTPETUMN OMUCaHUS MepBuY-
Horo A®C C BbIPaKEHHbIM MNOMAPTPUTOM 1
PrBPO3NPYIOLLIM albBEOSIUTOM, YTO 3aCTaBUIO
npwY NOCTYNIEHNX NaumneHTKn B asrycte 2018 r.
3anogo3putb CKB ¢ BTOpuyHbiM ADC 1 obpa-
TUTBCHA 3a KOHCYNbTaUMEN K PEBMATONIOTY.

B paHHOM HabnogeHun nepsuyHbin ADC
BOBpPEMS He Obin 3anogo3peH. Mneodemopanb-
Hblh TPOM603 B 2011 . COYIN OCNOXHEHNEM
npuemMa KOHTPaLENTUBOB, a CaMOMPON3BOSIbHbIN
BbIKMObILL Ha cpoke 18 Hepenb B 2016 1. cBA3anu
C VMHeKUMOHHBIM npoLieccoM. B nioHe 2018 T.
y>xe Ha (boHe nocnegHen 6epemMeHHOCTV Npu ne-
HYEHUN B XUPYPIMHYECKOM OTAENEHUM MO NoBOOY
[MTOB npaBon HUXKHEN KOHEYHOCTW aHTuKoary-
JIAHTBI He BblIN Ha3Ha4YeHbl Ha MOCTOAHHOW OC-
HOBE MOC/e BbINMUCKM 13 cTaumoHapa. [Npu ceoe-
BPEMEHHOM M COOTBETCTBYIOLLIEM OBCNeaoBaHNN
Ha ADC 1 nedeHnn aHTUKoarynsHTamMn 1 aesa-
rperaHTaMu, BO3MOXXHO, MOoCnedHss 6epemeH-
HOCTb 3aKOH4YMIaChb Obl HOPMasTbHBIMKX POAAMMN.
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3aknioveHue ONarHOCTMKa N NeYeHne MOXET NpenoTBpaTuTb
[aHHoe HabnogeHne CBUAOETENLCTBYET O Cepbe3HbIE OCNOXHEHUS U OCHACTMBUTL MaTe-
HeOoCTaTOYHOM OCBEAOMSIEHHOCTM BpaYel B OT- pen ¢ ADPC poxxaeHnem 300P0BbIX AETEN.

HOLLEHUM KIIMHUYECKUX MPOSBAEHNA 1 nadbopa-
TOpHbIX NposaBneHnin ADC. Ero ceBoeBpemMeHHast
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