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Pe3iome

Beedenue. AHTUGDOCHOIUITUIHBIN CUHAPOM — 3TO ayTOMUMMYHHOE 3a00JieBaHe, XapaKTepu3yoleecss HaJuurueM U PKYJIUPY IO X
aHTUGHOCHOTUTTUAHBIX AHTUTEN U TPOMOOTUYECKUMHU OCIIOXKHEHUSIMU MJTU OCJIOXKHEHUSIMU OepeMEHHOCTH.

Lleas pabomer. Ha mpumepe KIMHUYECKOTO CIIyvast IPOAeMOHCTPUPOBATh TPYAHOCTU IMATHOCTUKY aHTU(HOCHOTUITHIHOTO CHHIPOMA
y IeTell ¢ HeKpUTepUaTbHBIMM KJIMHUYECKUMU IMTPOSIBICHUSIMU, 6€3 TpU3HaKoB 11D bYy3HOTo 3a001eBaHsI COSTMHUTEIbHOM TKAaHU
B 1e6I0TE, a TAKKe ONPENCTUTh IMYTH ITPEOAOJISHMST TPOOIEMbl TMATHOCTUKY IMOTOOHBIX CTyYaeB.

Mamepuanvt u memodsr. AHaIU3 MEAULIMHCKOM KapThl cTallMOHapHOTO 60s1bHOTrO (0.003/y, K1nH1YecKue, GyHKIIMOHATbHbIE METOIbI
uccienoaHus. [IpoBeneH aHaIU3 OTKPBITHIX TUTEPATYPHBIX UICTOUHUKOB Ha HayuyHbIX caliTax Kubep Jlenunka, eLibrary, PubMed,
Lvrach.ru no npo6yieme aHTU(HOCHONTUTTUIHOIO CUHAPOMA, €r0 CBS3U C peBMaTUYEeCKUMU 3a00ieBaHUsIMU. B aHaIu3 BKIIIOYaIuCh
0030pBI TUTEPaTYPhl, HAYYHBIE CTAThU, KIMHUYECKUE UCCICIOBAHMSI.

Pezyabmamot. B cTaThe MpencTaBiieH KIMHUYECKUA CIIydail O3MHel TMarHOCTUKH JOCTOBEPHOT0 aHTU(MOCHOIUTTUIHOTO CHH-
NIpOMa B COYETAHUU C CUCTEMHOM KPaCcHOM BOJIYaHKOM XPOHWYECKOT'O TeYeHU I C 1e6I0TOM B BO3pacTe OTHOTO Tojia ¥ pa3BUTHEM
NIBYCTOPOHHEN CEHCOHEBPAJbHOM TYTOYXOCTH 4-ii CTeTNIEHU B XPOHOJIOTMYECKOM CBSI3U C MePEeHEeCEHHBIM PECITUPATOPHO-BUPYCHBIM
3a00JieBaHUEM U B TaJIbHEHIIIEM C MPUCOSTMHEHNEM 09aroBoii ajomellny ¢ MoTepei BOJIOC K TPUHAIIIATU TOaM, BBISIBJIEHUEM
JIOXKHOIIOJIOXKUTEbHOM peakiiuu BaccepMaHa, reMaToJOTMYeCKOro CHHIPOMa, CETYATOTO JUBEI0, apTPAJITHI, TPOMHON MO3UTUB-
HOCTH 10 aHTUDOCHOTUTTUIHBIM aHTUTEJIaM B BBICOKOM TUTpe. Takke BbISIBJIEHBI B IMarHOCTUYECKOM TUTPE MMMYHHBIE MapKephbI
CHUCTEMHOIM KpacHOU BolYaHKU. [IOCTOBEpHBII TMAarHO3 ycTaHoBIIeH yepes 40 JieT oT ne6ioTa 3a60JieBaHu sl B CBSI3U C TPYAHOCTBIO
MUATHOCTUKU: HEKpUTepHaJIbHbIe KIIMHUYECKHUeE TTPOsiBIeHU s aHTU(hOCHOoTUTTMIHOTO cuHaApoMa. KiIImHuYecKue nposiBIeHU ST
1 UMMYHHBIE MapKepbl CBUIETEILCTBOBAJIN O TOCTOBEPHOM ITEPBUYHOM aHTUGHOCHOIUITUIHOM CUHAPOME.

3akniouenue. B HacTosIIee BpeMsT IPEATTPUHUMAIOTCS YCUIIHSI TTO pa3paboTKe HOBBIX KpUTEpHEB KiaccubuKamuu aHTudochorm-
MUIHOTO CHHIPOMa — OTHOCUTEJIBHO PEIKOT0 B MeAMATPUISCKO ITPaKTUKe 3a00JIeBaHMSI, BKJII0Yasi KpUTEPUHM, CITEIIUDUIHBIE TSI
MeANaTPUIECKUX MallMeHTOB.

Krouessie cioBa: aHTHGhOCHOIUTTUIAHBIC aHTUTENa, TPOMOO03bI, TPOMOOTHYECKAsI MUKPOAHTUOTATH ST, TEMOJIUTUYSCKAsI aHEMUSI,
TPOMOOIIMTONEHUSI, CETYATOE JTUBEN0, HEKPUTEepHaIbHbIe TTPOSIBICHUST aHTU(HOCHOTUTTUIHOTO CUHIpOMa
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Abstract

Background. Antiphospholipid syndrome is an autoimmune disease characterized by the presence of circulating antiphospholipid antibod-
ies and thrombotic complications or pregnancy complications.

Objective. The aim of the study was to demonstrate the difficulties of antiphospholipid syndrome diagnosing in children with non-criterial
clinical manifestations, without signs of systemic connective tissue pathology at the onset, using a clinical case as an example, and
to determine ways to overcome the problem in diagnosing such cases.

Materials and methods. Analysis of the medical record of an inpatient f.003/u, clinical, functional research methods. An analysis of open
literary sources on the scientific sites Cyber Leninka, eLibrary, PubMed, Lvrach.ru on the problem of antiphospholipid syndrome,
its relationship with rheumatic diseases was conducted. The analysis included literature reviews, scientific articles, clinical studies.
Results. The article describes a case of late diagnosis of reliable antiphospholipid syndrome in combination with chronic systemic lupus
erythematosus with debut at the age of 1 year with the development of bilateral sensorineural hearing loss of grade 4 in chronological con-
nection with a previous respiratory viral disease. Later, with the addition of focal alopecia with hair loss by the age of thirteen, detection
of a false-positive Wasserman reaction, hematological syndrome, livedo reticularis, arthralgia, triple positivity for high-titer antiphos-
pholipid antibodies. Immune markers of systemic lupus erythematosus were also detected in the diagnostic titer. A reliable diagnosis was
established 40 years after the onset of the disease, due to the difficulty of diagnosis: non-criterial clinical manifestations of antiphospholipid
syndrome. Clinical manifestations and immune markers indicated reliable primary antiphospholipid syndrome.

Conclusion. Currently, efforts are being made to develop new criteria for the classification of APS, a relatively rare disease in pediatric
practice, including criteria specific to pediatric patients.

Keywords: antiphospholipid antibodies, thrombosis, thrombotic microangiopathy, hemolytic anemia, thrombocytopenia, livedo reticu-
laris, non-criterial manifestations of antiphospholipid syndrome

For citation: Titova L. V., Yureva M. Yu. A rare case of late diagnosis of antiphospholipid syndrome with onset in early childhood. Lechaschi

Vrach. 2025; 9 (28): 24-29. (In Russ.) https://doi.org/10.51793/0S.2025.28.9.004

Conflict of interests. Not declared.

HTUGhOCHOTUNTUIHBINA CUHAPOM

(ADC) — cucTeMHOE ayTOUM-

MYHHOe€ 3a00JieBaHUE, TPOsIB-

JIsTioleecs TpoM003aMU cocy-
JIOB JII000r0 Kanuobpa u JoKaJu3aluu,
aKyIepckoit marosorueii [6]. [TaroreHes
3200J1eBaHUs CBsI3aH C MEPCUCTEHIIME
aHTudochomunuaHbX aHTuTed (adJI)
B KPOBOTOKE MallMeHTa B acCollMalluu
¢ Kodaktopamu [7].

Breicokuit Tutp adJI obycioBiuBaeT
IIMPOKUI CIIEKTP MATOJOTUHU LIEHTPaJb-
HOI 1 mepudepuyecKoilt HEpBHOU cucTte-
MBI TPAH3UTOPHbIE UIIIEMUYECKHUE aTaKH,
OKYJISIDHYIO HEellpornaTuio, BHE3aMHYIO
TYTOYXOCTb, MaplajabHble CyIOPOTH, SMHU-
CUHJPOM, XOPEI0, TPAH3UTOPHYIO OOIIY IO
aMHEe3UI0 U rcuxo3s [2].

Herckuit ADC nipu OTCYTCTBUHM aKyIIep-
CKOM1 MaTo0ruu u (akTopoB pUCKa TPOM-
603a nposiByisieTcs B 45% ayTOMMMYHHOM
reMOJTUTHYECKOI aHemuel, B 20% — aru-
JenTUOPMHBIMU CYI0POraMU U yBeJrye-
HUEM YacTOThI BeisiBIIeHU s adJI, muHIyIH-
POBaHHBIX Pa3AUYHBIMU UHDEKIIUSAMU [2].

TpomboTHuyeckass MUKpPOAHTUONATH I
(TMA) ¢ nopaxeHueM COCyI0B CeTYaTKH,
KOXH, MIeYeH U, OpraHa cjayxa He OTHOCUTCS
K yacThiM nipu3Hakam ADC |3, 4]. Dtu npo-
SIBJICHUST ONTMCAHBI KaK ITPU TTEPBUYHOM,
takK 1 BropuaHoMm ADC. [lnarHoctuka AOC
B JIETCKOM BO3pacTe MpeaCTaBIISIeT CI0X-
HOCTH, CBSI3aHHbIE C PEIKUM MPOSIBICHUEM

Tpom003a COCyI0B KPYIMHOTo Kajaubdpa, 4To
3aTPYAHSET yCTAHOBJIEHUE TOCTOBEPHO-
ro nuarto3a ADC. [ToctaHOBKa TaHHOTO
MMarHo3a B IeuaTpUIecKoil mpakTHKe
MMeEeT oMpeesitolee MPOrHoCTUYeCcKoe
3HaUYeHMe Ha PUCKU TpoMOOOOpa3oBaHuUs,
TeyeHUe U ucxon narojaoruu. OcooObiit
MHTEpeC npeacTasisier auddepeHumanb-
Hasl AMAarHOCTUKA CUCTEMHOI KpacHOM
Bomyanku (CKB) u ADC. Ha ocHoBaHUM
JUTUTEJIbHOTO HAOJIIOIeHU ST 32 OOJIBIIUMU
rpynnamu nauueHTos ¢ CKB u nepBuu-
HbIM ADC 6bl1a OOHapysKeHa BhIpaXkKeH-
Hasi HEOHOPOIHOCTb 3TUX 3a00JIeBaHU I —
MX T€YCHU I U KTUHUISCKHMX TTPOSIBJICHUIA.
B T0 xe BpeMst KTMHUYECKIE TTPOSTBICHU ST
¥ MMMYHHBIC HApYIIEHWsI MOT'YT OUYeHb
HanomuHatb CKB. [Tpu CKB Habonaercs
TeHAECHIIMS K YBEJTUIESHUIO YUCIa KPUTEPU-
aJIbHbIX MPU3HAKOB 00JIE3HU 10 Mepe YBe-
JIMYEHM S ITUTebHOCTH 3aboeBanust. [Tpu
A®DC pa3BuBalOTCs MPU3HAKU BOJTYaHOY-
HO-TIOJJOOHOT'O CUHIPOMA, KOTOPbIE MOTYT
WMUTUPOBATh KIMHUYECKHE MPU3HAKU
CKB. Kpowme Toro, pa3inuHbie posiBie-
Hust ADC MOryT UMUTHPOBATh aKTUBHOCTh
CKB. AHanu3 MMeoIIMXCsT JTaHHBIX TTOKa-
3aJ1, YTo U3 17 6aJljioB, OTpaXkalolux Mak-
cuMaJibHy1o akTuBHOCTh CK B, Ha nojto
ADC npuxonutcs 9, a Ipyu UCIIOJIb30BaHU T
nHaekca aktuBHoct SLEDAL — 51 n3 105
0aJIJI0B. DTU pe3yJIbTaThl CBUACTEILCTBYIOT
0 HEOOXOIMMOCTH TaJIbHEMIIIETO YCOBEP-
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IIEHCTBOBaHM I KPUTEPUEB TUaTHOCTUKK
A®DC u ouenku aktuBHocT CKB, a Tak:ke
MTOJIXOMOB K N depeHInaIbHOM TMarHo-
cruke CKB u nepsuunoro ADC [7].

TlennatpuyecKuii perucTp 60JBHBIX
¢ ADC (Ped-APS) 3assBu 0 HATUYU U
accolMaluK MeXIy TeMaTOJIOTMYeCK M-
MU TIPOSIBJICHUSIMU 1 BTOpUIHBIM ADC
y neteit. Co CTOPOHBI CUCTEMbI KPOBU Hau-
60J1ee YaCTBIMU MPOSIBIICHUSIMU SIBJISTIOTCSI
TPOMOOITMTONIEHHS M Ay TOMMMYHHasl TeMO-
JuThdeckas anemus [4].

B 2000 rony BriepBbie ObLJI cO3AaH 0hU-
LMaJbHbIN calT «EBponeiickuii hopym
aHTUGOCHONUTUAHBIX AaHTUTE», T/e
perucTpupylorcs aetu ¢ Haaumauem adJl.
Ha ocHoBanuu nanHoii 6a3bl B 2006 rony
OblJ1a onyOIMKoBaHa paboyas Kiaccudu-
kanust ADC y neteit (1Mo mepecMOTPEHHBIM
KpUTepUsiM Sapporo, KOTOPbIE UCTIOJIb3Y-
I0TCS B UCCJIEOBATENbCKUX 1esiX) [1].

PeTtpocniekTuBHBII 0630p neTckoro AOC
B CITELIMAJIM3MPOBAHHOM IIEHTPE B TIEpU-
on ¢ 2000 mo 2019 ronwt Bktouan 21 ciy-
yait ADC y ngeTeit 1 MOAPOCTKOB 10 18 et
(cpenHwuii Bo3pacTt — 16 jiet). BropuuHblit
ADC BcTpeyasicss HECKOJIBKO Yallle, YeM
niepBuuHbIi (11:10). ¥V 2/3 mauuenTtos (67%)
OBLIM HEKpUTepUalbHbIC MPOSBICHU ST
ADC. Y 43% GOAbHBIX OTMEYAsICs pelu-
NMBUPYIOLLIMIA TPOMOO3 Ha (poHe cyOTepa-
MEeBTUYECKOI aHTUKOATYISTHTHOM Teparum
[1]. TToka3aTenun nHAEKCa MOBPEXICHUS
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y MalMeHToB ¢ TpoMboTuyeckum ADC
(DIAPS) yka3bpIBaloT Ha XpOHUYECKOE
TeueHue 3aboeBaHus [S].

Llenbto nTaHHOTO UCCaeA0BaAHU S OBIIO
Ha IpuMepe KJIMHUYECKOTro cliyvast Ipo-
JIEMOHCTPUPOBATh TPYTHOCTH TMaTHOCTH-
ku ADC y neTeii ¢ HEKpUTepUaaIbHBIMU
KJIMHUYECKUMU MTPOSBJICHUSIMU 0€3 ITpH-
3HAaKOB CUCTEMHOI MaTOJOTHU COSTMHM-
TeJIbHOI TKaHU B Ie0I0Te, a TAaKKe OIpe-
NEeJIUTh TYTHU TPEOAOJICHU ST TPOOIeMBbI
NMArHOCTUKY MOTOOHBIX CITyJaes.

MATEPUAADbI U METOADI
UCCAEAOBAHUA

IMpoBeneH aHaaIM3 OTKPHITHIX JTUTEPa-
TYPHBIX UICTOYHUKOB Ha HAYYHBIX cali-
tax Kubep Jlenunka, eLibrary, PubMed,
Lvrach.ru o npo6ieme ADC, ero cBsi3u
C peBMaTUYECKUMM 3a00TeBaHUSIMHU
(ByactHOCTH, ¢ CKB Kak caMbIM YacTbIM
couetanueM). [IpoaHanusupoBaHa pac-
npocrpaHeHHOCTh ADC ¢ ne6GroToM
B paHHEM JIeTCKOM Bo3pacTte [2]. B padoTe
MPeNCTaBIeHO KJIMHUYECKOe HaOI0IeH e
C TIPOCITEKTUBHBIM aHAJIM30M MEIUIIMH-
CKOU TOKYMeHTaluu (Kak am0yinaTop-
HOI1, TaK ¥ CTallMOHAPHOM) MaIlUeHTKH,
HaxonuBuieicsa Ha jedyeHuu B BY3 AO
«ApxaHTeJTbcKasi 001acTHasI KIIMHUYeCcKast
6onpHMIa» (TBY3 AO AOKB) B 2019-2023
romax.

PE3YAbTATbI U UX OBCY)XAEHUE
IManuenTka /1., 40 neT, HaGaOOaMaCh
B 'BY3 AO «ApxaHrenbckas obJacTHas
KJMHUYecKasi 60JbHULIa» ¢ BeCHbI 2022
rona. HacinencTBeHHOCTh OTSITOlIEHA:
y OJIM3KUX POACTBEHHUKOB UMEIOT MECTO
peluauBupyolie MHGapKThl 10 50-1eT-
Hero Bo3pacTta. B 1 roa, nocie nepeHe-
CEHHOTr0 pecrpaTOpHO-BUPYCHOTO 3200~
JIeBaHU S, y MAIlMEHTKU pa3BUJIach CeH-
COHeBpaJbHasI TYTOYXOCTh 4-i1 CTeIeHun
C MOCJIEAYIOUIMM UCXOIOM B IJTyXOHEMOTY.
B ceMuieTHeM Bo3pacTe MprucoeaMHUIACh
oyaroBas ajornelus ¢ MoJHOU moTepei
BOJIOC K TPMHAALIATH TofgaM. B neBsiTHa -
1IaTh JIET BO BpeMs MEIUIIMHCKOTO OCMOTpa
repen MoCTyILIEHMeM Ha paboTy BbISIBIIC-
Ha IMOJIOKMTeIbHasl peaklinst BaccepmaHa,
paciieHeHHasl KakK JIOXK HOITOJIOXK U TeTbHasT
MPY MHOTOKPaTHOM KOHTPOJIE B IMHAMUKE.
JlnviTenbHOE BpeMsl cTpajaja xeJe3oe-
(buuTHOI aHeMuelt (1o NaHHBIM amOyJia-
TOPHOI KapThl C MECTa XKUTEIbCTBA, CHU-
JKeHUEe ypoBH4 remoryiobuHa no 80 r/mn),
MOCJIEIHUE IECSTh JIET HAOIIOAAI0Ch ITOBbI-
IIeHUEe CKOPOCTH OCEIaHUsT SPUTPOIIMTOB
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(CODB) no 52 mm/gac. B mocnennue aBa roma
perucTpupyeTcs yMepeHHasi TpOMOOII-
Tonenus 1o 124x10%/1. B 2020 roxy nauu-
€HTKa MPOKOHCYJIbTUPOBAaHA FeMaTOJIOrOM
T'ocynapcTBEHHOro OI0KETHOIO YU peK-
NEHWST 3PaBOOXPaHEHM T ApXaHTeIbCKOI
o0acTu «ApxaHrejbcKasi 00JacTHasI K-
Hudeckas 6onpHuLa» (FBY3 AO AOKDB),
3a00JIeBaHU I KPOBU He BBISIBIIEHO, PEKO-
MEHI0BaHO HaOIIOAeHUE CIISIIMAIMCTOB
10 MECTY KM TEJIbCTBA.

[Mepronnyecku MOSBISIMCH apTPAITUH
B BUJIe MUTPUPYIOIIEil KpaTKOBPEMEH-
HOIi 60JTM B KOJIGHHBIX U TOJIEHOCTOITHBIX
cyctaBax. B ¢peBpane 2022 rona nocie
MOJUTIPKTOMU U MaTK1 HabI0Aa10Ch
yMepeHHOe KPOBOTEUYeHHE C Pa3BUTHEM

TSIKEJIONM aHEMU U CO CHUKEHHUEM YPOBHSI
remMorjoouHa 1o 44-58 r/a, repanus npe-
rnapatamu xese3sa Obljia HedhheKTUBHA.
I'emoTpaHchy3U10 BEIMOJIHUTH HE yaa-
JIOCh B CBSI3U C HECOBMECTUMOCTBIO KOM-
ITOHEHTOB KPOBHU C TJIa3MOM MAaIllMeHTKHU
(monoxutenbHas peakuuss Kymoca).
B pesyibrate 1OMOJTHUTEILHOTO 06CIe-
MOBAHUS IO MECTY KUTEJIbCTBaA OBIIU
BBISTBJICHBI CIJICHOMET AU 10 72 cM2,
PETUKYJIOIUTO3 10 52 MPOMMUJLIE, MOBBI-
LIeHWe HeMpsAMOoro ouanpyouHa 1o 26,5
MKMOJTb/JI, TaKTaTAernaporeHassl go 1271
en/n, neitkorenns 1o 3,8-2,9%10%/n. Tpu
ITOMOIIIY TeJIEeMEIUIIMHCKUX TEXHOJIOT Ui
KOHCYJIbTHPOBaHa reMaToJIOTOM: JaH-
HbIe 3a 3a00JIeBaH1 ST KPOBU, B TOM UKCJIE

Tabavua 1. KnaccudpukaumoHHblie Kputepuu CKB (EBponeiicKoi aHTUpeBMaTUYeCKoMn
AUrM/AmepuKaHcKou Koaneruu pesmartonoroe — EULAR/ACR, 2019) [7, 8]
[rabanua coctaBreHa aBTopamu] / Classification criteria for SLE (European
League Against Rheumatism/American College of Rheumatology — EULAR/
ACR, 2019) [7, 8] [table compiled by the authors]

Kputepuu Bratouenunsa: AHA B Tutpe = 1:80 npu ncnonb3oBaHum HEP-2 KAETOK MAM NO3UTUBHbIE
pe3yAbTaTbl 3KBUBAAEHTHbIX METOAOB. pK 06HaPYXEHWUM CMOAB3YHOTCA AONIOAHUTEABHbIE KPUTEPUU

KAMHMYecKkue AOMeHbI U KpUTEpPUHU

Bec UmmyHoAOrMuecKue AOMeHbI Bec

W KpUTEPUU

KOHCTUTYLIMOHaAbHbIE

AHTUDOCHOAUMUAHBIE aHTUTEAA 2

N\uxopapka

AHTUTEAA K KAPAMOAUMUHY UAM
aHTUTEeAa K B2-rAnKonpoTenHy |
AMBO BOAYAHOYHBIW aHTUKOArYASHT

KoxHbie

beaku KomnaemeHTa

Anoneums

CHuxexune C3 uam C4

£13Bbl B NOAOCTH pTa

CHuxeHune C3 n C4

lopocTpas BoAYaHKa

BbicokocneunpuyHble aHTUTEAE

AVCKOMAHAS BOAYAHKA

(B ININ

AHTUTEAA K ABYCIMpPanbHOM AHK

ApTtput

AHTUTEAG SM

MAM CUHOBWT, XapaKTepuaytoLuincs
NPUNYXAOCTBIO = 2 CYCTaBOB UAK
60AE3HEHHOCTbIO > 2 CYCTABOB B COYETAHUM
C YTPEHHEN CKOBAHHOCTbIO > 30 MUH

HeBponornueckne

Aenvipuit

Mcuxos

Cyaoporu

Ceposut

MAeBpanbHbI UAM NEPUKAPAUAABHBIN BbINOT

OcTpbifi NepuKapAUT

lematonornyeckme

NeVikoneHus

TpombouuToneHus

AyTOMMMYHHbI rEMOAW3

MoyeyHbie

MpotenHypus > 0,5 r 3a 24 yaca

broncusa noyek: kaaccehl Il uan V Hedputa

Buoncus noyek: kaaccebl lll van IV Hedputa
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Kaaccuouumposatb 3abonreBaHue kak CKB npu Haamumm 10 nam 6oree Kputepues
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ayTOMMMYHHYIO TeMOJIUTUYECKYIO aHe-
MU0, HEYyOeIUTebHbI, PEKOMEHI0BaHA
KOHcyJIbTalus peBmaroJora. [Tocie KoH-
CyJbTallMU NPOMUIBHOIO CrielMalucTa
MPUHSTO pellleHue 0O HEOOXOTUMOCTH
rocnuTaau3anuy B peBMaTOJOrn4YecKoe
otnenenue 'bY3 AO AOKDB a1 uckittoue-
HUSI CUCTEMHOTO 3200JIeBaHUSI COEAUHU-
TelbHOM TKaHu, B ToM unciie CKB u ADC.

[Tocnie obcnenoBaHus B CTallMOHAPHBIX
YCJIOBUSIX PEBMATOJIOTMYECKOTO LIEHTpa
BBISIBJIEHBI KPUTEPUATbHO TOCTOBEPHbIE
npuszHaku CKB xpoHHYecKoro TeyeHusi

(ta6u. 1) ¢ BTopuaHbiM ADC (Tadi. 2)
BBICOKOI CTENEHU aKTUBHOCTU: pa3BUTHE
BHE3aITHOIi MOTEePY CIyXa C UCXOIOM B CEH-
COHEBPAJIbHYIO TYTOYXOCTb 4-i1 cTeneHun
B XPOHOJIOTMYECKOM CBSI3U C MEPEHECEH-
HBIM PECITUPATOPHO-BUPYCHBIM 320071€Ba-
HMEM PAaCLEHEHO KaK MpPOosIBIEHUe TPOMOO-
TUYECKON MUKPOAHTUOIIATUU COCY/IOB BHY-
TPEHHEr0 yXa B paHHEM JIETCKOM BO3pacTe.

IIpu ocMOTpe ManMeHTKU BbISIBJIEHO
MEJIKOSIYeUCTOe CeTyaToe JUBEIO0 Mpa-
BUJILHOU (DOPMBI Ha KOXE BEPXHUX U HUX-
HUX KOHEYHOCTEM, aJlonelus, apTpajiruu.

Tabavua 2. OnpepeneHue Kputepue knaccudukauum AGC ACR/EULAR (2023) [tabanua
cocTaBAeHa aBTopamu] / Definition of the 2023 ACR/EULAR classification
criteria for antiphospholipid syndrome (APS) [table compiled by the authors]

KAMHUUYeCcKue Kputepumn | Bannabl | Bannbl
1. MopaxeHne KpyMnHbIX COCyAOB: BEHO3Hasn 2. MopaxeHue KpynHbIX COCYAOB:
Tpomb0o3amboaus (BTI) apTepuanbHbIi TPOM603
EcTb BbICOKMI prck BT 1 ApTepuanbHbiii TPOM603 2
NpW HaAUYMK BbICOKOTO pUCKa
CEPAEUHO-COCYANUCTBIX 3aboAeBaHW
Het Bbicokoro pucka BTI 3 ApTepuanbHbli TPOM603 Npu 4
OTCYTCTBUMW BbICOKOIO pUCKa
CEPAEYHO-COCYAUCTIX 3a60AEBAHMI
3. MUKpPOCOCYAUCTbIE MOPAXEHMUSA 4. Akywepckas natoaorms
lMpeanonaraemble NpuU3HaKu 2 3 nocaepoBaTEABHbIX NpedeTanbHbIX 1
(0AMH 1AM Bonee): livedo racemosa (< 10 HepeAb) U/UAWM paHHUX
(Npu 06BEKTUBHOM UCCAEAOBAHMK), BbIKMABILLEN/BHYTPHUYTPOOHBIX
AMBEAOUAHAA BaCKyAonaTus cmeptent (10 Hepenb O pAHeW —
(NpY 06BEKTUBHOM UCCAEAOBAHUM), 15 Hepenb 6 AHEW)
ocTpas/xpoHuyeckasa ADC-
paar Mbeab nropa (16 Hepenb O 1
Hedponatua (Mo AaHHbIM z o
AHEN — 33 HepeAn 6 pHel) npu
06bEKTMBHOIO MAM AaBOPATOPHOro o
OTCYTCTBUM TAXKEAON NPEe3KAAMMCUK
WUCCAEAOBAHWSA), AeroYHoe o o
VAU TSKENOW MAALLEHTapPHOW
KpOBOTEYEHUE (CUMNTOMbI AU
HEAOCTaTOYHOCTU
PEHTrEHOAOTMYECKOE UCCAEAOBAHUE)
AoKazaHHble MPU3HaKK (OAMH UAK 5 Taxenas npeakaamncusa (< 34 3
6onee): AMBEAOMAHAS BacKyAonaTus HeAEeAb) UAU TSKEeAas NAaLEeHTapHas
(rncTonorus), ocTpasn/xpoHuyeckas HEAOCTaTOYHOCTb (< 34 HepeAb)
A®C-HedponaTua (TMCTOAOTHS), ¢ rnbenbto nnopa nav 6e3 Hee
AEroYHOE KpOoBOTEUEHUE
p & Taxenas npeakramncus (< 34 4
(6POHX0AAbBEOASIPHBIV AaBaX UAW
HEAeAb) U TAXEeAas NAaueHTapHas
rMCTOAOTUA), MOPaXeHWe MUOKapAa
HEAOCTaTOYHOCTb (< 34 Hepenb)
(BM3yaAM3npytoLLMEe METOADI
¢ rnbenbto naopa nav 6e3 Hee
MCCAEAOBaHUA WA TUCTOAOTUSA),
KPOBOM3AUSIHUE B HAAMOYEYHUKK
(BM3yaAM3upytoLLMEe METOADI
UCCAEAOBAHUS AU TMCTOAOTHS)
5. MNopaxeHue knanaHoB cepaLa 6. lfemaTtonorMyeckune NposBAEHUA
YTOALLEHWE CTBOPOK 2 Tpom6oumTonerus (20-130x109/a) 2
Beretauus 4
NabopaTopHble KpUTEpUMU BaAanbl Bannbl
7. BOAYQHOYHBIV @aHTUKOATYASHT 8. AT K KapAMOAUMNUHY U/MAK AT K beTa-2
TAMKOMPOTENHY METOAOM DA
MOAOXMTEABHBIA OAHOKPATHO 1 OAMH U3 TECTOB YMEPEHHO UAU 1
BbICOKOMOAOXMUTEABHBIN (IEM)
OAMH U3 TECTOB YMEPEHHO 4
NOAOXMTEABHBIN (IEG)
MOAOXMTEAbHbIV MOCTOSHHO 5 OAMH 13 TeCToB 5
BbICOKONOAOXMUTEABHBI (IEG)
0Ob6a TecTa BbICOKOMONOXHUTEAbHbIE 7
(1gG)
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JlaGoparopHo: neiikoneHus g0 2,9-
3,5%10%/n1, KyMGc-TONOKHUTENbHAS TEMO-
JIMTHYEeCKasi aHeMU sl (CHUKEHUE yPOBH ST
reMorjioouHa o 44-51 r/n), HU3KU ypo-
BeHb C3-KOMITOHEHTa KOMITJIEMEHTa —
cHukeHue 10 0,56 (pedepeHcHOe 3HaUe-
Hue — 0,9-1,8), C4 — no 0,03 (pedpepeHc-
Hoe 3HaueHue — 0,1-0,40), moaoXUTEeb-
Hasi peakiiusi Ha OOIIYI0 FTeMOJIUTUIECKYIO
criocobHoCcTh KoMIiemeHTa (CH-50 +),
antutena (AT) k HatuBHol JJTHK — 6onee
200 En/mi, COD — o 52 MMm/4ac, 1moJjio-
KUTEIbHBI aHTUHYKJIeapHBII (pakTOp
(AH®), ymepeHHast TPOMOOIIMTONICHU ST
(mo 124-150%10%/11), TOKHOMONOKHUTEITh-
Hag peakuus BaccepmaHna (peructpupy-
eTcs ¢ 19-neTHero Bo3pacra), TpoilHas
MO3UTUBHOCTH 110 aDJI B BHICOKOM TUTpE —
nonoxurteabHbie aKJI IgG u IgM (6onee
90 GPL), MojoXXuTeAbHbI BOJTYaHOYHbI i
aHtukoaryiasHt (BAK) — 1,31, antu-g2-
rmukornpotenH-1 IgG > 100 oTH. ex/mi,
YIUTMHEHUE aKTUBUPOBAHHOTO YaCTUIHOTO
TpoMOOIIaCTUHOBOrO BpeMeHu 110 44,00
(pedepeHcHoe 3HaueHmne — 26,00-34,00 c).

KAMHUYECKWIA AUATHO3

Ocnosnoil. CKB, xpoHuueckoe Teue-
Hue, ymepeHHast akTuBHOCTb (SELENA-
SLEDAI — 4 6anna), c reMaToJOrM4YecKuM
CUHIPOMOM (JIEIiKOTIEHH ST, TPOMOOIIMTOIIE-
Hust, Kym6¢c+ reMoauTryecKast ayTouM-
MYHHast aHeMMsi), CIIEHOMEeTaIusl, apTpaJ-
ruu, agoneuusi, tAH®D, AT Kk HaTUBHOI
JHK+, runokoMmjieMeHTEM U I, BTOPUY-
HbIii ADC (JTIOXXHOTOMOXUTETbHAST peaK-
uust Baccepmana, BAK+, AT K kapnuou-
NuHy+, aHTu-P2-rukonporenH-1 1gG >
100 oTH. e11/MJ1, BHe3aITHasi TOTePsT CIyXa).

Conymcmeyrwwuii. AHTpaJlbHBbI I
racTpuT. JIMCKUHE3U S KeJIynKa U IBe-
HaIaTUNEePCTHON KUIIKHU IO TUITOMO-
TopHOMY TuITy. K1cTa ieBoro suaHuKa.
Muoma MaTK¥ MaJibIX pa3MepoB. Muomust
CpeaHel CTeNeH!.

TIpoBeneHo jJeyeHne: MOAABIISTIONIAS
aKTUBHOCTH 3a00JIeBaHU I TITIOKOKOPTU -
KOCTepOMIHAS TepaInus: IPeTHU30J0H
cucTeMHO 110 30 MT B CYTKH C MOCEAYI0-
LM CHUKEHUEM J03bI 10 15 MT B CyTKU;
MaJiasi myJbC-Tepanusi MeTUJITTPEIHM -
30JIOHOM — 250 MT BHYTpUBeHHO No 3
C MOCJEAYIONMIMM ITPOBEeAeHUEM TTPO-
rpaMMHOI Tepanuu nukiodochaHom
1 pa3 B Mecs11, B KypcoBoii 1o3e 6000 mr
Ha ¢oHe cyOTepaneBTUYECKO aHTUKOAa-
TYJISTHTHOM Tepanuu TUIpOXJIOPOX MHOM
(200 MT B CYTKM) U alleTUJICATIULIUJIOBOI
kucioToi B 1o3e 100 Mr B CyTKH.
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MeanaTpua. HeoHatonorus

TMosy4yeH MO0 UTEIbHBIN KITWMHUKO-
J1abopaTopHbIii 3(DhEKT B BUIE KyTUPOBa-
HUsI aHEM MU JIO JIETKOI CTeIeHU (3pUTPO-
Tl 10 4,17x1012/11, ypoBeHb reMoriobnHa
1o 103 r/m), HopMaau3aluy ypOBHS JIe KO-
IIUTOB 110 5,6%10%/11 1 TPOMGOIITAPHOTO
poctKa 110 221x10%/71, CHUXEHUS ypOBHS
COD no 21 mM/uac. Ly noanepxaHus
MUWHHMMaJIbHOW aKTUBHOCTHU 3a00JIeBaHU
Ha3HavyeHa 6a3MCcHast Teparus [IUTOCTATH-
YeCKUM, HO HE IMTOTOKCHUYECKUM CPeJi-
CTBOM, 3apEerMCTPUPOBAHHBIM TSI JICUCHU ST
CKB, — npenaparom MmukogeHosata Mmoge-
TuJ (100 Mr B CyTKU B MOAJAEPXK M BatOIIEn
no3ze). [IpongoJizkeHa Moaiep>K MBatoIas
cyOTepaneBTHUYeCKast aHTUKOATryJIsTHTHAsI
Teparus TUIAPOXJIOPOXMHOM U alleTHIICa-
JIMLIUJIOBOM KUCTOTOM.

B HacTos11IIee BpeMst TallMeHTKa YacTh Y-
HO TPYIOCITOCOOHA (TPeThsI IpyIIa MHBA-
JIMITHOCTH 10 3a00JIeBaHUIO OpraHa CIyxa),
peryJisipHo HabJIroIaeTCcss pEeBMaTOJIOTOM
I'bBY3 AO «ApxaHrejbcKkast odacTHas
KJIMHUYeCKasl MTOTUKJIUHUKA.

OBCY)XXAEHUE

CKB — 3T0 XpoHUYecKoe ayTOUM-
MYHHOE€ 3a00JIeBaHUE C TeTEPOreHHbIMU
KJIMHUYECKUMU MTPOSIBICHUSIMHU OT JIETKO-
r'0 KOXHOTr0 3a00J1eBaHU sl 10 KaTacTpo-
¢durueckoit opraHHOI HEAOCTATOUHOCTH
U aKyIIepCKUX OCJOXHEHU . Mosoabie
JKEHIIMHBI HEMPOTTOPIIMOHAJIBHO YaCTO
crtpagator CKB, pacnpocTpaHeHHOCTb
KOTOPOI1 BbIlle B ONIpeAeTeHHBIX 3THU-
YecKHuX rpymmax [6].

B 2019 rony pazpaGoTaHbl HOBbIE
kBanudukanuoHHbeie kputepuu CKB
(EBporeiickoit aHTUpeBMaTHUECKOM TUTH/
AMepUKaHCKOI KOJIJIETUU PEBMATOJIOTOB —

EULAR/ACR, 2019), mmupokoe BHe-
NpeHure KOTOPBIX OBLJIO CPOKYCUPOBAHO
Ha YyJIy4IIeHUU TUAaTHOCTUKH DTOTO
3aboseBaHus (Tadha. 1) [7]. ¥ mauueHTKH
MOJIOKUTEIbHBIN TUTP AaHTUHYKJI€aPHBIX
aHTuTea (AHA) ¢ KIMHUYECKUMU KPU-
TepusiMU: ajorneuus (2 6aana), apTpuT
(6 6aystoB), NeiiKoreHus (3 6aia), TPOM-
oouuToneHus (4 6anna), ayTOMMMYHHBI I
remoJiu3 (4 6aja), aHTUTE A K Kapauo-
JIUTIMHY, WJIX BOTYaHOUYHBI aHTUKO-
aryasHT (2 6anna), cHuxenue C3 u C4
(3 6asna), aHTUTENA K IBYCIUPAJIbHOMI
JIHK (6 6ay110B) MO3BOJUIIN KJ1acCUP-
nupoBaTh 3aboseBaHue kak CKB npu
Haanuuu 30 6aJ10B B 001LEI CTOXKHOCTH.

CorjacHO OOHOBJIEHHBIM KPUTEPUSIM
kinaccudpukanuu ACR/EULAR (2023),
ADC — 310 3a60JIeBaHME, XapaKTePU3y-
foleecst TPoM0030M U/UJIU BOZHUKAIO-
1ee Bo BpeMsi 6epeMeHHOCTHU C MOCTO-
SHHO TToJioxkuTeIbHBIMU adJI (Taba. 2).
Ouenka kputepuen: ADC MoxkeT ObITh
NMUAarHOCTUPOBAH MPU HAJTUIUU KaK
MUHUMYM 3-X 0aJIJJOB HA OCHOBAaHUMU
KJIMHUYECKUX KPUTEPUEB U KAK MUHUMYM
3-x 6aJIJIOB HAa OCHOBAaHU M J1aOOPAaTOPHBIX
KpUTEpUEB.

OnHaxko y manueHToB ¢ ADJI MmoryT
TakKe HabII0AaThCsT HECKOJIBKO HETPOM-
GOTUYECKUX KIMHUIECKUX MTPOSIBIICHU,
TaKMX KaK TPOMOOIIUTOIIeHU I, 3a60Jjie-
BaHMe KJIallaHOB cepalia, HedbpornaTus,
sI3Ba KOKY MJIU KOTHUTUBHAS TUCGHYHK-
1M1, KOTOPBIE B COBOKYITHOCTH UMEHY-
OT HEKPUTEPUAJTbHBIMK MPOSIBJICHM -
amMu ADC. DTu NposiBJIeHUS HE CUM-
TaloTcsa auarHoctTuyeckumu aiast ADC.
HenocraTouHo maHHBIX 006 3TUX HEKPU-
TepUaJIbHBIX MPOSIBJICHUSIX, MX TATOreHe-

Tabanua 3. Haubonaee pacnpocTpaHeHHOE HEKpUTEpPUAAbHOE NPOABAEHUE
npu A®C [Tabanua coctaBAreHa aBTopamu] / The most common non-
criterial manifestation in APS [table compiled by the authors]

MpoaBaeHusa PacnpocTtpaHeHHOCTb, %
KoXHble nposiBAeHUA
Cetyatoe AvBeAO 24,1
KoXHble f3Bbl 5.9
CepaeyHble NposiBAEHMUS
YToAWEHUE/ANCHYHKLMSA KAaNaHOB 11,6
Beretauuu 2,7
HeBpoaormyeckue nposiBAEHUs
MurpeHb 20,2
Anuaencus 7,0
AemeHuun 2,5
Xopes 1,3
lemaronornyeckue nposBAEHUSA
Tpombouutonenus (< 100 000/TpoMOOLMUTOB Ha MKA)) 29,6
[emoAuTHUeckas aHemus 9,7 9,7
MoyeyHbie MPOSBAEHUS 27
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TUYECKOM MEXaHU3ME U crieMdUIEecKOM
TeparneBTUYECKOM IMOAXOE.

Hexputepuanbhbie nposiBieHuss ADC
OTHOCHUTEJILHO pacrpocTpaHeHbl (Tad. 3),
HO UX TOYHAs paClIPOCTPAHEHHOCTb U CBSI-
3aHHBIN C HUMU TPOMOOTUYECKU 1 pUCK
Heu3BeCTHbBI. TOUHBI MaTOreHeTUYECKU I
MEXaHU3M BOSHUKHOBEHUSI HEKPUTEPU-
aJIbHBIX TPOSIBJICHU I 1O CUX TIOP HESICEH.
OOBIYHO 3TU MPOSIBJIEHU S HE pearupy-
IOT Ha AaHTUKOATYJISIIMIO, U OYeHb MaJio
HUCCe0BAHU I MOCBSIIEHO UX JICYEH U I0;
HET KOHCEHCYCa OTHOCUTEIbHO JICUSHU ST
3TUX NposiByieHnit [10].

TpoMOOUUTHI ABASIOTCS €le OAHUM
KJIacCOM IieJieBbIX KJeToK npu ADC:
pacnpoCcTpaHEHHOCTb TPOMOOIIMTONE-
HuM peructpupyetcs mexay 20% u 50%.
B EBporneiickoM hochonmunuaHoM mpo-
ekTe (Euro-Phospholipid Project) u3 toics-
gy manueHToB ¢ ADC yactora TpomMGO-
HUTONeHn U cocTaBuia 29,6% (21% npu
nepBuyHoM u 41,9% npu BTOpMYHOM
ADC). TpoMOOLIUTONIEHU ST YaCTO ObIBa-
eT JIerkoil uiau ymepeHHoit (Boitie 50 000
TPOMOOILIMTOB Ha MKJI) U OOBIYHO CBsI3aHa
C MUHMMaJIbHBIM PUCKOM KPOBOTEUEHUS.
B HekoTOpPBIX MCCIeIOBAaHUSIX BbISIBJIEHBI
3HAYMUTEJbHbIE CBSI3U MEXAYy TPOMOO-
LIMTOTIEHUEH U yTONIIEHUEM CepIeYHOrO
KJIaraHa, a TakXe ero AMchyKHIIUeH, sru-
Jiericueit, xopeeit, apTpuTOM, CETYaTbIM
JIUBEMO U SI3BaMU KOXU.

JApyrum remMaTooruuyecKm nposiBie-
HUeM, cBsi3aHHBIM ¢ ADC, siBsieTCsT ayTo-
MMMYHHas FeMOJIUTUYeCKasi aHeMUsI ¢ pac-
npocTpaHeHHocThIo 10%.

TMA — rpynmna 3a6ojieBaHUIi, XapaKTe-
PUBYIOLIMXCS BHYTPUCOCYTUCTOM aKTU-
BallMell U cekBecTpalueit TPOMOOLIUTOB,
YTO MPUBOAUT K OTJIOKEHU IO TPOMOOTH-
YecKMX Macc, 0oraThlx TpPOMOOLIMTaAMU
1 GUOPUHOM, B MUKPOLIUPKYJISITOPHOM
pycJje ¢ moCAeayolIMM pa3pylieHueM
9TOTO pycia.

TpomboTHUecKasi MUKpOAHTUONATUYE-
ckas remosiutTuyeckast anemus (TMTA)
Kak cuHOHUM TMA cBsi3aHa c HaJIMYueM
JIOKAJbHBIX WU AU Y3HBIX MUKPOCOCY-
NUCTBIX TPOMO030B. OHa XapaKTepu3yeTcs
TPOMOOLMTONEHUEN, MUKPOAHTUOTIATU-
YECKOU reMOJUTUYECKOM aHEMUEN, OTpU-
LaTeJbHBIM pe3ysibTaToM TecTa Kymoca,
JIUXOPAAKOU, HEBPOJIOTUYECKUMU CUM-
nToMaMu U nopaxeHueM noyvek. [Tocie
BBISIBJICHU S CBSI3U TPOMOOTUYECKUX MU~
30108 a®dJI npu CK B nosiBuinch paGoThl,
B KOTOPBIX TaK>Ke Obljia MpU3HaHa CBS3b
TMTA c adJI. [Ipu HaTMIUU TOTBKO TTPU-
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3HaKOB NopaxkeHus mouyek u adJI mpaso-
MepeH auarHo3 «AP@C-accolmupoBaHHast
Hedpomnatus». Haanune cucTeMHBIX TPO-
siBeHu# (BKiatouast TMTA u TpoM6Go1iuTo-
MeHuo) uckaovaet nepsuaHbiii ADC [3].

3AKAKOUYEHUE

JAvnarHocTHKa U JedyeHUue OO bHbBIX
ADC, ocobeHHO ¢ 1e6I0TOM B paHHEM
NIETCKOM BO3pacTe, MpeacTaBsIeT Cepbe3-
HYI0 TPOOJIeMY B CBSI3U C TETEPOreHHO-
CTbIO KJIMHUKMU, BICOKOW pacnpocTpa-
HEHHOCTbIO HEKPUTEPUATbHBIX KJIMHUYE-
CKUX MPOSIBJIEHU, B YaCTHOCTU, TPOMOO-
LIUTONEHUU U Ay TOUMMYHHOU reMOJTUTH-
YEeCKOW aHEMUU B COYETAHUU C TPOMHOU
mo3uTuBHOCTHIO adJI B BLICOKOM THUTPE.
JlaHHOE coueTaHue SABJISIETCS MPEAUKTO-
POM BBICOKOT'O PHCKa MOBTOPHbBIX TPOMOO-
30B B KPYIHBIX COCYAaX, CYLIECTBEHHO
YCJIOXHSIIOIIUM BbIOOpP METMKaMEHTO3-
HOIi Tepamnuu, a TaKXe ONpeaesIs oM
MCXOJ OCHOBHOTO 3a00JIeBaHUS U €ro
nporHo3. PacnpocTpaHeHHOCTb HEKPU-
TepUabHBIX MPOSIBJICHU I aKTyaJIu3UpyeT
HEOOXOMMMOCTb YUeTa XapaKTepUCTUK
Nnpu pa3paboTke KpUTepueB Kiaccudbuka-
LLUU, CTIeUUbUYHBIX IJIS1 TeAUaTPUUYECKOM
npaktuku [1]. JIB
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