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060cHoBaHHne. AHTUGHOCHOINNTUAHBIN CUHAPOM Pa3BUBAETCS MPHU ayTOUMMYHHbIX 3a60/1eBaHUsIX, 6EPEMEHHOCTH, FEHETU-
YEeCKOM MpeapacrioNoKEHHOCTU M XapaKTepu3yeTcs BbICOKUM PUCKOM TPOMG00O6Pa30BaHus B apTepuasibHbIX, BEHO3HbIX
M KanuaisipHbIX cocygax. Y Aetei CMHAPOM pa3BUBAaETCS PEAKO, @ HEKPOTUYECKME MOParKEHMST KOXHbIX MOKPOBOB BO3-
HUKaKT B UCKJTIIOYMTESIbHBIX Cy4asix. OnMcaHue KIMHMYeCKoro cay4as. Y pebeHka, Bo3pacT 1 rof, ¢ BETPSHOU OCroun
Ha 4-e cyT 3a60/1eBaHu1s 0SBUIMCL reMopparmyecKas Chifib Ha CrIMHE, OTEK JIeBOro rieya v rnpeannedss. JledeHme BKo-
4aJsio auMKI0BUpP, LePTPUAKCOH, HaTpusl rernapuH. Ha 5—-6-e cyT OTMEYEHO YyCUEHME reMopparM4ecKon Chirn no BCemy
Tesy, pacnpocTpaHeHMe OTeKa C IeBOIro njeya Ha Haanjiedsbe u ek, GoOpMHUPOoBaHUe BAIOro ny3bipsi U y4acTKa HeKpo3a
pa3mepom 7 X 5 cm B 0671aCTH Hapy»KHOM BEPXHEHN TPETU IEBOro fjeda. BbisSiBI€HO yBEIMYEHUE KOHLUEHTPALMN aHTUTEN
K By-mnkonpotenHy | (I§G — 48,9 Ea/mn, IgM — > 100 Eg/mn) n kapanonunuHy (IgM — 73,0 Ea/mn). YctaHoBieH anar-
HO3 «@HTUGOCHONNMUAHBIN CUHAPOM». Ha 11-e cyT HEKPOTU3UPOBAaHHbIE TKaHU yaAaNeHbl, a paHeBoON AePEKT padMepoM
8 X 6 cM B nocneayolemMm 3aMelleH pacllenieHHbIMAU nepdopmupoBaHHbIMA KOXHbIMU TOCKyTamn. Yepe3 12 Hepa oT Hadana
3abosieBaHns KOHLUeHTpauumsa aHtuten (IG + ISM) K B,-rmmKonpoTenHy | coxpaHsanach Ha BbICOKOM ypoBHe — 45,2 Ex/mn,
4TO NOATBEPAMNIO PA3BUTHE aHTUGOCHONUNUAHOIO CUHAPOMA. Pe6eHOK nNpoAo/IXKna noaydats BappapuH B Jole 3,75 mr/cyt
C KOHTposieM no rnokasatento MHO. 3akno4yeHne. [eMopparniecKoe rnoparKeHMe KOXHbIX MOKPOBOB Mpu MHPEKLNOHHbIX
3abos1eBaHUsAX y AeTen TpebyeT npoBeaeHns 1abopaTopHON ANarHOCTUKN aHTUGHOCHOINNUAHOIO CUHAPOMA, CKOPENLLIEro
Ha3Ha4yeHUs1 aHTUKOAry/asIHTHOM 1 aHTUarperaHTHOM Teparnmm, XmpypruyyecKoro CornpoBOKAEHMS.
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OBOCHOBAHME

AHTHdOCchoNUNUAHbIN cuHapom (APC) — cuctemHoe
ayTOMMMYHHOe 3aboneBaHue, acCoLMMPOBaHHOE C BbICO-
KUM PUCKOM TPOMOOTMYECKUX OCSIOXHEHUW, BO3HMUKalO-
WMX Ha GOHEe CTOMKO MOJIOKWUTENbHOIo TecTa Ha aHTu-
dochonmnuaHble aHtutena (adJl) [1]. Yawe Bcero APC
pa3BuBaeTcs Npu natonoruax 6epemeHHoctTw [2]. Onsd
anarHocTukn A®PC y B3pOCHbIX WMCMONb3YOT OOGHOBNEH-
Hble KpuTepun Cannopo (2006), B COOTBETCTBUU C KOTO-
pPbIMWU AMArHO3 MOXKET ObITb YCTAHOBAEH MPU HanMyuu
KaK MMHUMYM OAHOIO KIMHMYECKOro Npu3Haka 601e3Hu
(DOoKa3aHHbIM TPOM6B03 apTEPUI, BEH UM MENIKMX COCYA0B
M HEKOTOpbIe BUAbl 3a60n1eBaHniM 6epeMEHHbIX) U OHOIrO
CTOMKOrO MOJSIOXKUTENbHOIro pes3ynbrtata nabopaTopHOro
TecTa [3]. B uncne nocneaHux BblAeNeHbl MOJOKUTENbHbIN
pe3ynbTaT TecTa Ha BOMYaHOYHbIM aHTUKoarynsaHT (BA),
CpeaHUn Wan BbICOKMIK TUTP aHtuten IgG (GPL) n/mnun IgM
(MPL) K kapguonunuHy (> 40 GPL/MPL, nan > 99-ro nep-
LeHTUNA) U PBo-rnKonpoTenHy | nsotuna (aHTU-B,GPI,
> 99-ro nepueHTUNs) B CbIBOPOTKE WK MNa3Me KPOBH,
BbISIBIEHHblE CTaHAAPTU3UMPOBAHHLIM MMMYHOPEPMEHT-

HbIM aHann3oM [4]. 3K e KpUTEePUU NPUMEHUMbI ANS
avarHocTmkn APC y peten. Cuntaetcs, 4To y AeTen npwm
OTCYTCTBMMU cneLmudU4ecKUx CUMNTOMOB U AMarHocTu4e-
CKux Kputepme ADPC passuBaetcs peako [1, 5]. Camas
6ofbliasi Cepuss 3aperucTpupoBaHHbIXx ciydyaes APC
(121 pebeHOK M3 14 cTpaH) npeacTaBneHa B perucrpe
Ped-APS [6]. Yawe Bcero APC y peten accoummpoBaH
C CUCTEMHOM KPaCHOM BONYaHKOM, NPy 3TOM Y ABYX TPETEN
nauMeHToB HabNlo4alTCa «HEKpUTEPUANbHbIE» NposiBe-
HUS, BKJIlOYaA TPOMOOLIUTOMNEHUIO, aYTOUMMYHHYIO remo-
JINTUYECKYIO aHeEMUIO M ceTvaTtoe nnBeno [7]. TMNUYHbIM
nposiBneHnem Tpomboza npu ADPC aBnseTcsd CUHAPOM
KOXXHOW MWKPOCOCYAUCTOM OKKIIO3UKU, NPOSBASIOLLMUIACS
peTndopMHOM Nyprnypon, ceTyaTbiM NMBELO, KOXKHbIMU
A3BamMu U MOSHWEHocHoM nypnypow [3, 8, 9]. NmetoTcA
oTaeNbHble onucaHua APC y agetel Ha GOHe BUPYCHbIX
nHdekum [10], oAHAKO B POCCUMCKUX MELULMHCKUX
MCTOYHMKaxX NoLOoOHOW MHPOPMaLMM HaAMU HEe HaMAeHO.
MpeacTaBneHHbIN HUXKE Crydan 4EMOHCTPUPYET pa3BuTHe
y pebeHka Taxenoro A®C ¢ MOSHMEHOCHOM Myprypon
M TPOM6030M Ha GOHE BETPSHOM OCMbI.



KJMHUYECKUA NPUMEP

O naumeHTe

[eBoyka H., Bo3pacT 1 roa, rocnutanM3anpoBaHa C xaso-
6amMun poauTenen Ha Ny3blpb Ha /IeBOM nedvye pebeHKa,
KOPOYKM W BbICbINAHMS Ha KOMHbIX MOKPOBaXx XWBOTa,
rPYAHOM KNETKU, KOHeYHocTen, GeOpubHYIO NMXOpagKy
no 38,5 °C.

AHaMHe3 60/1e3HHU

B BospacTe 1 roga 3a6onena ocTpo C NOBLILLEHUS TEMME-
paTtypbl o 37,2 °C, nosBunacb pacnpocTpaHsiolwascs Be3u-
KynsipHas CbiNb Ha Nu1LE, BOJIOCUMCTOM YacTu rO/OBbI, Tene.
CamMo4yBCTBME CTpagao He3Ha4YMTeNbHO. Y4aCcTKOBbIV Bpay
NoCcTaBW AMarHo3 «BeTpsiHas ocna», Ha3dHa4yua cMMnTomMaTy-
yecKkoe neyeHune. Ha 3-u cyt 3ab6oneBaHnsa OTMEYEH MOAbEM
Temnepatypbl 40 39,6 °C, KOTOPbIA KYyNMPOBaH OAHOKPATHbIM
NPUEMOM XaponoHMKatoulero npenapara. Ha 4-e cyt 6ones-
HW OTMEYEHO YXYALIEHWE COCTOSIHUS: OTKa3 OT €/lbl U NUTbS,
pBOTa, OTEK /IEBOro Mnjevya U BEPXHEN TPeTU npeanneybs,
NosiBNIEHWE JIMHEWHOW remMopparMyeckom CbiMM Ha CrWHE.
Pe6eHoK rocnutann3npoBaH B MHOEKUMOHHOE OTAeneHune
neanaTpuyeckoro craumoHapa. B KIMHMYECKOM aHanuse
KPOBM He3HauuTeNbHasa nenkonednsas — go 3,8 X 109/n
(Hopma 4,0-12,0 X 109/n); B GMOXMMUYECKOM aHanuse
KPOBW runonpotenHemus — go 48 r/n (Hopma 60-80 r/n).
HasHayeHbl aUMKIOBUP (A03a He yKasaHa), uedTpmaKkCcoH
60 Mr/Kr macchl Tena (OLHOKpPaTHO), AeKcameTa3oH 3 mr
(0AHOKpaTHO), MHOY3MOHHasA Tepanusa (06bemM HeusBec-
TeH). Ha 5-e cyt 6one3Hn npoBegeHa ntoMbanbHasg MyHK-
uma. B cnuHHOMO3roBow uakoctn 6enok — 0,09 r/n
(Hopma 0,1-0,3 r/n), rwKko3a — 3,2 MMOnb/Nn (Hopma
2,2-3,2 Mmonb/n), MoHbI xsiopa — 120 mMMonb/n (Hopma
120-130 MMmofib/N), UMTO3 — 3 KNETKU (HENTpOodUIbl)
B 1 MK/ (HOpMa [0 5 KnetoK B 1 MKJ). Ha 3TOM OCHOBaHuu
HenponHoeKkuma 6bina UcKItoyYeHa. ocne NyHKUWMW BEHbI
NIeBOM KMUCTU OTEK Ha 3TOW pyKe cTan yBenMinBaTbCs M pac-
NPOCTPAHATLCS C IEBOrO Maedvya Ha Hagniedybe v wWweto. Ha
5-e cyT nosiBUIacb remaToma Nno HapyX»HOW CTOPOHE BEPX-

Hen TpeTu NeBoro nnedva. femopparnyecKkas Cbifib Ha KOXK-
HbIX MOKPOBax Tena ycunannacb ¢ 06pa3oBaHUEM NMHENHbIX
KPOBOMNOATEKOB. 3aK/lo4yeHne neagmaTpa n AETCKOro xmpypra
(5-e cyT OT Havyana 3aboneBaHus). «AHTMOHEBPOTUYECKUN
OTEK NIeBOro npeansiedbs W naeva, JaHHble 3a HapylleHue
KPOBOCHAOGEHUA U HarHoeHus oTcyTCTBYlOT». K neyeHuio
6binv gob6aBneHbl XnoponupaMmnH No 8 Mr 2 pasa B CYTKM,
NMOBAA3KM C FMMEPTOHUYECKMM PacTBOPOM X1opuaa HaTpus
Ha neBoe npeanneybe n nie4vo. B cBA3M ¢ OTCYTCTBUEM MONO-
UTENbHOMW AMHAMUKM Ha 6-e cyT 3abofieBaHUA pebeHOK
nepeBefeH B AETCKYIO MHOEKLIMOHHYIO 60/IbHULLY.

AHaMHe3 XU3HU

Co cnoB pogutenen, AeBoYKa OT NATOM GEPEMEHHOCTH,
TOKCWMKO3 MEepPBON MOMOBWHbI, YETBEPTbIE POAbl, CPOYHbLIE,
WMHOYUMPOBaHHbIE, B MepeaHeM BWAE 3aTbl/IOYHOrO npea-
NeXaHus, C PaHHUM M3AUTUEM OKOMOMNIOAHbIX BoA. Mpwu
poxaeHmn macca Tena — 3660 r, gnnHa Tena — 52 cwm.
PofoBble TpaBMbl U MOPOKK Pa3BUTUS OTCYTCTBOBaNW. Pocna
W pa3BMBanacb No BO3pacTy, BaKLUMHMPOBaHa B COOTBET-
CTBUM C HaLMOHaNbHbIM KaneHgapem npoduUaaKTU4EeCKnx
NPMBUBOK (PeBEHOK NPOXKMBaeT B TOMCKOM o6nacTu, rae HeT
perMoHanbHOM NporpammMbl BaKUMHaLMKM NPOTUB BETPSHOM
ocnbl). BcKapmivBaHue ecTecTBEHHOE [0 8 MeC XMU3HMU.
OcTpble pecnupaTtopHble MHPEKLNN peaKue.

CemeHHbINA aHaMHe3

PebeHOK 4eTBepTbiM B CceMbe, BO3pacT matepu —
32 ropa, XpoHU4YyecKass HUKOTMHOBas 3aBMCUMOCTb, XPOHMU-
YECKUI racTpuT, HAEKC Macchl Tena — 32,5 Kr/m2 (oxupe-
Hue 1-i cTeneHu), pesyc-oTpuuaTenbHbl GaKTop KpoBKU 6€3
TMTpa aHtTUTen. OcTanbHble AEeTW AOHOLIEHHble, 340POoBbIE,
6e3 NOPOKOB Pa3BUTHS.

Annepronorn4ecKuii aHaMHe3

Y wmaTepu anneprus Ha acKopOMHOBYIHO KUCNOTY
B BuAe gepmatuta, y pebeHKa annepruyeckme nposiBiaeHus
He 3adUKCMpPOBaHHbI.
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Severe Antiphospholipid Syndrome in a Child with Chicken Pox:
Clinical Case

Background. Antiphospholipid syndrome develops at autoimmune diseases, pregnancy, or genetic predisposition, and it is characterized
by high risk of thrombosis in arterial, venous, and capillary vessels. This syndrome in children is rare, and necrotic skin lesions occur in
the most extreme cases. Clinical case description. A child, 1 year old, with chicken pox has developed hemorrhagic rash on his back,
swelling of the left shoulder and forearm on the 4th day of the disease. Medical treatment included acyclovir, ceftriaxone, sodium heparin.
Aggravation of hemorrhagic rash over the body, spread of edema from the left shoulder to upper arm and neck, formation of flaccid
bubble and necrosis locus (7X5 cm) on the outer upper third of the left shoulder were noted on the 5th-6th day. Increase in the levels
of antibodies to B2-glycoprotein | (I8G — 48.9 U/ml, IgM — > 100 U/ml) and cardiolipin (IEM — 73.0 U/ml) was revealed. The diagnosis
“antiphospholipid syndrome” was established. All necrotized tissues were removed on the 11th day, and the wound defect (8 X6 cm) was
subsequently covered by mesh skin grafts. The levels of antibodies (IG + IgM) to B2-glycoprotein | remained high, 45.2 U/mL, 12 weeks
after the onset of the disease. Thus, it has confirmed the development of antiphospholipid syndrome. The child continued treatment with
warfarin (3.75 mg/day) with INR control. Conclusion. Hemorrhagic skin lesions in children with infectious diseases requires laboratory
diagnostics of antiphospholipid syndrome, early prescription of anticoagulant and antiplatelet therapy, and surgical support.
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Clinical Observation

KnuHunyeckKoe Ha6noaeHue

MpeaBapuTenbHbI AUArHo3

BeTpsiHas ocna, TMNMYHas, TAXENOoN CTENEHU, HernaaKoe
TeyeHne. OCNoXKHeHUN: BaKkTepuanbHas MHOEKLNS KOMHbIX
NMOKPOBOB; aHMMOHEBPOTUYECKMI OTEK NEeBOro npeanneybs
W nfieva; remopparmieckmnin BacKyaut.

®dusuKanbHana gMarHocTUKa

[Mpn ocmoTpe Ha NeBOM Mne4ye BbISIB/IEH My3bipb BSAION
KOHCUCTEHLMW C MOANEXallMM y4aCcTKOM HeKpo3a pa3me-
pom 7 X 5 cM; Ha KOXXHOM MOKPOBE B 061aCTW XUBOTA, rpya-
HOWM K/IETKW, KOHEYHOCTEN KOPOYKM, OBLUMPHbIE reMopparu-
YeCKuMe BbICbINaHUs, MECTAMW C/IMBHOIO Xxapaktepa (puc. 1).

JlaGopaTopHble uccnegoBaHus

B feHb nocTynneHuns B AeTCKYI0 MHOEKLMOHHYIO 60/bHK-
Ly B KJIMHMYECKOM aHa/n3e KpPoBW: reMornobuH — 97 r/n
(Hopma 110-160 r/n), neikountel — 12,8 X 10°2/n (Hop-
ma 4,0-12,0 X 109%/n), TpoM6ouUuTEl — 126 X 109/n
(Hopma 180-320 X 109%/n). B 6MOXUMMYECKOM aHanu3e
KpOBM (B [eHb MOCTYNNeHus): runonpotenHemus — 48 r/n
(Hopma 60-80 r/n), runoanbbymuHemus — 29 r/n (Hopma
35-45 r/n), yBenMyeHne KOHLEHTpaLUWMW MNPOKabLMTOHM-
Ha — > 2,0 Hr/mn (Hopma < 0,05 Hr/mn), C-peaKTUBHOro 6en-
Ka (CPB) — no 145 mr/n (Hopma O—10 mr/n), bubpuHoreHa —
no 4,4 r/n (Hopma 2-4 r/n), D-gumepa — go 1000 Hr/mn
(Hopma 0-243 Hr/n). XpOHOMEeTpUYECKME rnoKasaresn Koa-
rynorpaMmmel B npefenax pedepeHcHbIX 3HayeHun. B 6ak-
TEPHOJIOrMYECKMX MOCEBAX KPOBU, MOYU U OTAENSAEMOro U3
BE3UWKyN pocTa 6aKTepmanbHOM Gnopbl He BbISIBIEHO.

[AnvHamMmuKa u ucxopabl

Mpu nocTynneHun Hayato crepylollee neveHue: BHyT-
puBeHHO auuknosup 60 mr/Kr/cyt (225 mr X 3 pasa
B CYTKM Mpu macce Tena pebeHKa 11,2 Kr), uedTpnakcoH
70 mr/Kr/cyt (785 mr/cyt), Hatpus renapud 100 ME/Kr/cyt
BHYTPUBEHHO MUKPOCTPYMHO, anbOyMUH 1 I/Kr/CyT BHYT-
pUBEHHO, WHOY3MOHHasa Tepanua 60 mn/Kr/cyr. Ha cne-
LYyIOWMI AeHb remMopparnyeckue BbICbINMaHUS YCUIUIUCD,
BbIIB/IEHO HapacTaHMe aKTUBHOCTM MapKepoB OCTPOWM
$asbl BocnaneHus: nakrataermaporeHassl — o 923 ME/n
(Hopma 0-247 ME/n), KpeatuHdochoknHasbl MB dpak-
umMm — po 109 ME/n (Hopma 0-25 ME/n), KpeaTtuHdocho-

Puc. 1. [emopparvnyecKkas nypnypa CIMBHOIO xapakrepa
Ha KOXe CMUHbI

Fig. 1. Hemorrhagic purpura of draining nature on the skin
of the back

UcTouHmKk: KamanTbiHoBa E.M. v coaBrT., 2023.
Source: Kamaltynova E.M. et al., 2023.

KWHa3bl — go 783 ME/n (Hopma 0-145 ME/n), depputu-
Ha — o 667 mr/n (Hopma 10-120 mr/n).

Mo AaHHbLIM YNbTPA3BYKOBOrO WCCNEA0BaHUSA MSATKUX
TKaHew NeBOoro njeya BbIIB/IEH OTEK MOAKOMHO-KUPOBOKU
KNeT4aTKM, NPU3HAKOB HarHOEHMs He 06HapPYKEHO.

BpayebHbi KOHCUAWYM, Npeanosiaras BO3MOXHOE Npu-
COEeAMHEHUN BTOPUYHOW MHODEKUMU C pa3BUTMEM CENCH-
ca U CMHAPOMa AMCCEMMHUPOBAHHOIO BHYTPMUCOCYAMCTOrO
cepTbiBaHua (ABC-cuHgpoma), peKomeHaoBan CMEHWUTb
QHTUONOTUK LEePTPMAKCOH Ha MeponeHeM M BaHKOMMULMH
B TepaneBTUYECKMX A03aX, COXPaHMTb Ha3HaYeHWe aunKIIo-
BUpa, YBENUYUTb [JO3Y aHTUKoarynsiHTa HaTpus renapuHa
no 500 ME/Kr/cyT noa KOHTPOJIEM Koarynorpammebl, goba-
BWUTb aHTMarperaHt KapauvomarHun B aose 32,5 mr/cyr,
UCKIIIOYUTb TPOMBOLMTONEHMYECKYLO nypnypy 1 ADC.

Ha 10-e cyT HaxoXaeHus B CTauMoHape BbISBEHDI
YMEPEHHO BbICOKME 3HAYE€HMUA BOMYAHOYHOIO aHTUKoAary-
naHTa — po 1,42 ycn. en. (Hopma 0,8-1,2 ycn. en.),
O4eHb BbICOKME 3Ha4veHuda IgG K B,-rMKonpoTenHy | —
no 49 Eg/mn (Hopma 0-8 Ep/mn), 1M K B,-rnKonpo-
TenHy | — > 100 Ea/mn (Hopma O-8 Ea/mn) n KapaMonu-
nuHy — ao 73 ME/mn (Hopma < 10 ME/mn). CogeprkaHne
B CbIBOPOTKe KpoBu npoTtenmHa C coctaBuino 84% (Hop-
Ma 40-92%), npoteMHa S cBob6ogHoro — 88% (Hopma
62-120%), romoumnctemHa — 4,83 MKMonb/n (HopMma
2,76—7,62 MKMonb/n). Pesynbtat NpsaMoro aHTUrio6ynum-
HoBoro TecTa (Tect Kym6ca) — oTpuuaTenbHbin.

Ha ocHOBaHMM OAHOro KiIMHWYeckoro Kputepus APC
(TPpOM603 nepudepmnvecknx BeH ¢ GopMMpPoOBaHNUEM HEKPO-
33 KOXM) U OBHapyKeHUs BbICOKOW KOHLEHTPaLMUKU aHTH-
TeN K KapAWONUNUHY, Bo-TMKOMNPOTEUHY | 1 BONYaHOYHOMY
aHTUKOArynaHTy Obll YCTAHOBAEH KAMHUYECKUI AMarHos:
«BeTpsiHas ocna TMNuYHas, TaXKenas, OCN0XKHEeHHas, nepmosa
peKkoHBanecueHunn. OCNoXHEHUN: Twenblin aHTudocdo-
NUNUAHBIA CUHAPOM (MOSTHMEHOCHAs Mypnypa); CMeLLaHHbIN
TpomM603 cocyaoB ¢ popMUMpOBaHMEM HEKpPO3a B o6nactu
neBoro nneva; cencuc; ABC-cnuHapom».

Ha 10-e cyT oT Havyana 3abosieBaHUs BOKPYr y4acTka
cPOPMMPOBAHHOIO BIA)XHOTO HEKpO3a Ha /IeBOM Mneye
OTMeYeHbl BOBHUKHOBEHWE MHTEHCUBHOM rMNEPeEMUM paHee
HEW3MEHEHHbIX KOXHbIX MOKPOBOB M OTXOX/EHWEe paHeBoro
oTaensieMoro us-nof ctpyna (puc. 2). PebeHok nepeBeaeH

Puc. 2. ChopmrpoBaHHbIM yHaCTOK HEKPO3a C runepemMunen
OKpyKaloLmMx TKaHen (061acTb 1EBOro nieya)

Fig. 2. Formed area of necrosis with hyperemia surrounding
tissues (left shoulder area)

&

McTouHuk: KamantbliHoBa E.M. 1 coaBT., 2023.
Source: Kamaltynova E.M. et al., 2023.



B XMPYPrUYECKMI CTaLMOHap, rae B TOT Xe AeHb 6bino noa-
TBEPXKAEHO Te4YeHMe CUHAPOMa CUCTEMHOW BOCMaNUTENbHON
peakuuMn Ha ¢doHe TpombO3a, pas3BMBLLErOCH BCMEACTBUE
ADPC. C yyeToM NnabopaToOpHbIX [AaHHbIX (NEAKOUUTbI —
16,6 X 109/n, TpoM6OLMTEI — 527 X 10°/n, NpoKanbLim-
TOHWH — < 0,5 Hr/mn, CPb — 11,2 mr/n, pubpuHoreH —
2,8 r/n, D-apumep — 412 Hr/mn) cenTMYyecKoe COCTOSHWE
n ABC-cuHAPOM GbliM UCKtOYEHbI. [TpoaonkeHa aHTMGaKTe-
puanbHas, aHTMarperaHTHas U aHTMKoarynsaHTHas Tepanus,
HaNoXeHbl acenTMyecKkne NOBA3KM Ha YHacCTOK HEKpO3a.

Ha 2-e cyT HaxoxaeHuWs B XMPYPrMyecKom cTauuoHape
BbIMO/IHEHA HEKPIKTOMMWSA: yAaneHbl HEeXM3HecnocobHble
TKaHW B Npeaenax NopaKeHHbIX CI0EB KOXM W NoAnexallen
NOAKOMKHO-KMPOBOM KnetyaTku. O6pasoBancs gedeKT msar-
KWX TKaHen pasmepamun 8 X 6 ¢M, AHOM KOTOPOro ABAsfach
MbllweyHaa dacums. MoceB aKccyaata M3 paHbl HA MUKPO-
dnopy BhisBun Staphylococcus epidermidis 107 KOE/mn
u Pseudomonas stutzeri 108 KOE/mn. B cooTBeTcTBUM
C KOHCEHCycOM BpayebHOM KOMMCCMM MOArOTOBKa paHbl
K OMepaTMBHOM MAacCTMKEe BKIlOYana eeAHEeBHble NepeBsi3-
KW CTEPUNbHLIMU TUAPOAKTMBHLIMU MOBS3KaMW C aHTUCen-
TMKOM, MPUMEHEHME aHTMarperaHta (KapauomarHun B Ao3e
32,5 Mr/cyt), aHTUMWKPOGHbLIX NpenapaTtoB (MeponeHe-
Ma Tpuruapata B no3e 45 Mr/Kr/cyt M BaHKOMULMHA Mo
40 Mr/Kr/cyT), CMeHy aHTMKOArynsiHTa renapuH HaTpus Ha 3HoO-
KcanapuH Hatpua B ao3e 1000 aHTM-XaME/cyT, nogkoxHo. Ha
30-e cyT AOCTUrHyTa CaHauus paHeBOW MOBEPXHOCTH, 3aduK-
CcMpoBaHO GOpMUPOBaAHWE rPaHYNALMOHHON TKaHK (puc. 3).

B nnaHoBOM nopsiake npoBejeHa aytogepMmonnacTu-
Ka: aedeKT MArKMX TKaHen NeBoro nievya 3amelleH AByms
pacwenneHHbIMKU NepPopUPOBaHHBIMKU KOXKHbBIMU JIOCKyTa-
MU. B AMHaMuWKe nepecayKeHHble NOCKYTbl YacTUYHO NIU3K-
poBanuCcb MO MPUYMHE HEMOMHOrO KYNMPOBaHWS paHeBOM
MHbEKUMK. Hepes 2 Hell BO3HUKILMI AePEKT TKaHen 1eBoro
nneya pasamepamu 4 X 3 CM 3aKpbIT BO BPEMS MOBTOPHOM
onepaumu (puc. 4). NposBeaeHa oTMeHa aHTMGaKTepUanbHOM
Tepanuu. PaHa NoAHOCTbIO anuTenManpoBanach Ha 11-e cyT
nocne BTOPOM ayToaepPMONIaCTUKM.

Puc. 3. O6pa3oBaHue rpaHynsiLMoOHHOM paHbl B MecTe aedeKTa
(o6nacTb 1IeBOro nieya)

Fig. 3. Formation of granulation wound at the defect site

(left shoulder area)

McToyHuK: KamanteliHoBa E.M. v coaBT., 2023.
Source: Kamaltynova E.M. et al., 2023.

C peKoMeHZauMs MU NPOAOCIKMTb aHTUKOArynsHTHYIO
W aHTMarperaHTHyl0 Tepanuio Nog KOHTPOseM noKazaTtenen
cBepTbiBalOLWENn CUCTEMbl KpoBM 1 pa3 B 5 cyT pebeHOoK
nepesBeaeH B NeavaTpUyecKuit crtaumoHap. Yepes CyTKM
nocne nepesoja No peleHnio BpavyebHON KOMUCCUMN aHTH-
KOoarynsHT NpsMoro A4encTBus (HaTpUs SHOKCanapuH) 3ame-
HEH Ha HenpsMoW aHTUMKoarynaHT BapdapuH (aHTaroHWCT
BMTamuHa K) B cyTouHon aose 3,75 mr u ¢ nabopatopHomn
OLEHKOM Tepanuu No nokasaTento «<MexayHapoaHoe Hopma-
Nn30BaHHoe oTHolleHne» (MHO) B npeaenax 2,0-3,0.

Yepe3 12 Hep oT Hayana 3aboneBaHWs MpPOBEAEHbI
KOHTPO/IbHbIE OCMOTP U 06¢negoBaHne. COCTosiHME U caMo-
4yyBCTBME pebeHKa He cTpagasno, KOXHble MOKPOBbLI YUCTbIE,
B 06nacTu BeEpXHeW TPeTU NeBoro nieva pybLoBas TKaHb.
MpofomKeHa aHTWKoarynsaHTHas Tepanus, KapAuMomarHun
oTMeHeH. CoxpaHsancs BbICOKMI ypoBeHb aHTuten (IgG + 1gM)
K Bo-rukonpotenHy | — 45 Ea/mn (Hopma < 20 Eg/mn).
YpoBeHb aHTUTEN K KapAuvonunuHy 6bin B npegenax
pedepeHCcHbIx 3HayeHun: 1IgG — 10,5 GPL-ME/mn (Hop-
Ma < 12 GPL-ME/mn), 1gM — 2,6 MPL-ME/mn (Hopma
< 12 MPL-ME/mn). Takum 06pa3om, NoNoKUTENbHbIM abo-
paToOpHbIN KpUTEPUIA, OGHapPYKEeHHbIN 2 pa3a Yyepe3 12 Hen
OT Havana 3ab6oneBaHua cornacHo [3, 11, 12], no3Boaun
NoATBEPANTL AMArHOCTUPOBaAHHbLIN paHee ADC.

MporHos

B Bo3pacTe 2 net coctosiHMe pebeHKa y0BNETBOPUTENb-
Hoe, PU3NYECKOE N HEPBHO-MCUXMYECKOE Pa3BUTME COOTBET-
CTBYET BO3pacTy, aHTUKOoarynaHTHaa Tepanus BapdapuHoOM
NPOAO/IKEHa B MPEXHEN A03e C PeryisapHbIM KOHTPONEM
no nokaszateno MHO. Onupasicb Ha pekomeHaauun EULAR
(man 2019) no BegeHuto B3pocibix ¢ ADPC [13], MOXKHO
yTBEPHKAaTb, YTO Y pebeHKa umen Mecto JocToBepHbit APC
C «MNepBbiM BEHO3HbIM TPOMB0O30M». B TaKuX cnyyasx peKko-
MeHyeTcsl ANUTeNbHOE JleYeHWe aHTaroHWCTOM BUTAMMU-
Ha K (BapdapuH) ¢ ueneBbiM ypoBHem MHO 2-3 (ypoBeHb
JloKasaTenbHocTK 1b, Knacc pekomeHaaunn B). CoxpaHeHne
NoNOXMUTENBHOrO TecTa Ha adJ1 yka3biBaeT Ha BbICOKUI PUCK

Puc. 4. OKoH4yaTenbHOEe 3aKpbiTve paHeBoro gedekra (o6nactb
NeBoro nneya)
Fig. 4. Final closure of the wound (left shoulder area)

McToyHuK: KamantelHoBa E.M. u coaBT., 2023.
Source: Kamaltynova E.M. et al., 2023.
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peunagnBa Tpombo3a [6], 4TO TpebyeT NPOAOIKUTENbHOM
(oo pocTuxkeHns 18 neT) BTOpUYHOM NPOodPUIaKTUKK TPOMBO-
30B C KOppeKLMen [o3bl aHTUKOoarynsHTa no Macce Tena,
a TaKxe cobnoaeHns ametol [13].

BpemeHHas wKana

BpemeHHas lWKana, oTpaxatolas XPOHOMOrnio Kitoye-
BbIX COObITUI 3ab6oneBaHus ana naumeHTku H. ¢ A®C, npu-
BeAeHa Ha puc. 5.

OBCYXAEHME

ADC y netern octaeTca HeAOCTaTOYHO U3YYEHHbIM 3a60-
neBaHMeM M BepUPULMPYETCH 3NM30LUYECKU C UCNOSb-
30BaHNEM [AMArHOCTUYECKMX KPUTepueB [ANS B3POCIbIX
[1, 14, 15]. Mo HaweMy MHEHWIO, PEAKOCTb MaToIormu
SBNS€TCA MPUYMHOM TOro, YTO BpayM-neanaTpbl HeaocTa-
TOYHO MHOOPMUPOBAHLI O TPUITEPAX U MPUYMHAX Pa3BUTUS
3TOr0 CMHAPOMA, OCOBEHHOCTSAX €ro TeYEeHUS U OCNOXKHe-
HUAX. MepBUYHbIN ADC (CUHAPOM, HE ABAIOWMIACSA OCNOXK-
HEHWeM apyrux 3aboneBaHuin) 06YCNOB/IEH FrEHETUYECKOM
npeapacnofioXeHHOCTb0 K npoaykumn adJl, accoumu-
POBAHHOW C TaKMMW YeIOBEYECKMMW NEeNKOoUUTapHbIMK
aHTUreHamu, kak HLA-A29, HLA-B22, HLA-DR4, DR7, DR9,
DR13, DR53, DQ6, DQ7 1 DQ8 [8, 16]. BropuyiHbii ADC,
KaK npaBuno, ABNSETCS OCNOXHEHNEM CUCTEMHOM KpacHOWM
BOMIYAHKM U OPYrMX CUCTEMHbIX ayTOMMMYHHbIX 60/Ie3HEN,
perke BO3HMKaAEeT Ha QOHEe 3/10KaYEeCTBEHHbLIX OMyXonew,
MHODEKLUMOHHbBIX M reMaTonorMyecknux sadonesaHun [11].
OnucaHa TakXe peaKkas Katactpoduyeckas dopma APC,
XapaKTepuaylowasacs CTPeMUTENbHbIMU W OBGWMPHLIMU
MWUKPOCOCYANUCTBIMWU OKKNIO3UAMU B KMIHEHHO BarKHbIX
opraHax U pasBUTUEM YrpoXKatoLLeN KU3HU NOAUOPraHHOM
HefgocTaTo4yHOCTH [17]. KaK npaBuno, y AeTen oTCyTCTBYIOT
Takne GakTopbl pUCKa TpoMOB006pa30BaHMA, Kak apTepu-
anbHas rMNepTeHsuns, rMNepaunuaeMmUs, OXKUpPEHUe n Kype-
Hue [8, 18]. UccnepoBatenu npeanonaratoT, YTO pa3BuUTUE
ADC B geTckoM Bo3pacTe B 60/bllel cTeneHn obycnosne-
HO HaNM4YMeM reHeTu4YecKnx GaKTopoB pucka [19].

OnucaHHag y geten uauvonaTMyeckas MOJSIHMEHOCHas
nypnypa, B OT/IMYME OT OCTPOM MHOEKLMOHHOM MOHUE-
HOCHOW nypnypbl, ABAAOWENCA pe3ylibTaTOM arpeccuBs-
HOM W TsXenon OGaKTepuanbHOW WHPEKUWU, CBA3aHa
C NpuobpeTeHHbIM AePUUMTOM MpoTenmHa S, BTOPUYHbLIM

MO OTHOLWEHMIO K NEPEHECEHHOW BUPYCHON MHPEKLUK UK
BUPYCY repneca 4yenoseka 6-ro tmuna [20]. HecmoTpsa Ha
TO, YTO MAMONATUYECKas MOJSIHMEHOCHas nyprnypa MOXKeT
OCNOXKHATLCSA BO3HUKHOBEHWEM OBLIMPHOIO HEKPO3a KOXKMHU
M amnyTauuMen KOHeYHOCTen, AMarHoCTUYECKME KpUTEPUH
M TaKTMKa NnevyeHns AaHHOW peaKoW naTonorMmM B HacTos-
lee BpeMs He onpeaenexsbl [20].

He3HauynTenbHoOe MOBbIWEHME KOHLEHTpauMKU aHTu-
Ten K docdonunuaam, KapauvonunuHy M BOAYaAHOYHOMY
aHTUKoarynsaHTy Habnwogaetca y 3—28% 340p0OBbIX geTen
M pacLeHMBaeTCs KaK «HOCUTENbCTBO aHTUTEN», O4HAKO
puck pa3Butnsa APC y Takmx aeTen octaeTcsd HEM3BECTHbIM
[10, 12]. MNMpn 3TOM OTMEYEHO, 4TO MPU TPAH3UTOPHOM
NoBbILWEHUN KOoHUeHTpaunn adJ1 Tpurrepom APC y geten
ABNSIOTCH HEKOTOPbIE BUPYCHbIE (BETPSAHAsA Ocna 1 NPOCTOM
repnec) u 6aktepuanbHble nHbeKUMK (Streptococcus spp.,
Coxiella burnetii, Mycoplasma pneumoniae) [10] B co4eTa-
HUKU C TaKUMK haKTOpaMK, KaK HacNeACTBEHHbIE U TPaH3U-
TOpHble TpOoMBOOUNUN, AedUUNT 6eNKOB S 1 C U BbICOKKM
ypOBEeHb roMmouucTenHa [21]. B 4acTHOCTH, NMpU BETPAHOM
ocrne onucaHbl cay4yaun TSXenoro TPOMGOTUYECKOro COCTO-
AHUA C MOJSIHUEHOCHOW MYypPrypon, OBWUPHLIMU KOXKHBbIMU
HEKPO3aMU U raHrPEHON KOHEYHOCTEN, MPUBOASLLEN K MUX
amnyTauuu [20, 22, 23].

B npeactaBneHHOM Hamu cnyyae nepBOHavalbHble
KNWHUYECKME NPOSIBNEHUS Nypnypbl y pebeHKa 6bin pac-
LleHeHbl Kak nposieieHne ABC-cuHapoma Ha doHe npuco-
eMHEeHNa npeanonaraemMon BTOPUYHON MHDEKLMN B 30HE
HEKpPO3a KOMHbIX MOKPOBOB. YYMTbiBas BO3HUKILLYIO KK-
HUYECKYIO KapTUHY MOJSIHMEHOCHOM Nypnypbl U COCYANCTO-
ro Tpom603a NeBOM BEPXHEN KOHEYHOCTW, TpeboBanochb
UCKMIOYUTL Y NauneHTKkn ADPC 1 TPOMOOTUYECKYIO TPOM-
6ounToneHnyeckyto nypnypy. NoBbllEHHOE CcOoAep)KaHue
BO/IYAHOYHOIO aHTUKOArynsiHTa, BblCOKas KOHLEHTpauus
18G nnn 1IgM K KapAMONUMUHY U aHTU-B,-TIUKOMPOTENHY |,
KNMHMYECKas KapTMHa COoCyaucToro Tpomb6o3a npu oTpu-
LaTenbHbIX pesynbTatax 6aKTepUONOrM4yecKUx MoceBOB
no3sonunu BepuduunpoBatb TedyeHne APC B CcoOT-
BETCTBUM C pekomeHaauusmun EULAR [13]. Mo Hawemy
MHEeHUIo, Ha pas3BuTMe APC yKasbiBanu MOJSIHUEHOCHas
nypnypa npv HopMalnbHbIX 3Ha4YeHuax 6enkos S, C n romo-
LUMCTENMHA W TpexkpaTHoe ob6HapyKeHne nabopaTopHbIX
MapKepoB cuHapoma [3, 24].

Puc. 5. XpoHonorus KitoyYeBbIX COObITUI Y NauneHTKK H. ¢ aHTudocdonunuaHblM CUHAPOMOM
Fig. 5. Timeline of key events in patient N. with antiphospholipid syndrome

MNoatBepraeHue

Knnuunueckoe Yeunexue Neyenne: HeKpakTomus; PaHa ADC: 1gG + IgM
nposiBReHne nyprypbl, oTeK renapwH, 3HOKCanapwH, noAroToBneHa aHTH-B,GPI
BETPSIHOI OCMbl NeBoro nneva KapauomarHun KapauomarHun K nnactuke 45 En/mn

MNMosiBnexHue dopmupoBaHue [OnarHoctuka ADC: MonHoe 3aXuBneHue;
nypnypsbl HeKkposa 1IgM aKNn — 73 Ea/mn BapdapuH,
Ha nnevye I1gM aHTn-B,GPI > 100 Ea/mn KapauomarHun

IgG aHTn-B,GPl — 48,9 En/mn

BA — 1,42 ycn. eq.

Mpumeyanne. APC — anTdochonnnuaHbIn cuHApoMm; B,GPl — B,-runKonpoTtenH |; BA — BonuaHouHbI aHTUKoarynaHT; akJl — aHtutena

K KapanonunnuHy.

Note. APS (A®C) — antiphospholipid syndrome; 3,GPI — B,-glycoprotein I; LA (BA) — lupus anticoagulant; ACA (aKJ1) — anti-cardiolipin

antibodies.



Bo3HWKHOBEHWE TPOMOBOTUYECKMX COOLITUI HE3AaBUCUMO
0T BO3pacTa TpebyeT HEMEA/IEHHOIO Ha3HAYeHUs aHTUKOa-
rYNSHTOB C MOCAEAYOWNM AIUTENbHLIM NepopanbHbIM Npu-
€eMOoM rnpenapaToB 3Toro Knacca [3, 14, 25]. YcneuwHoe neyve-
HWE B OMUCAHHOM HaMW cflydae AOCTUIHYTO KOMMIEKCHOM
aHTUKOArynsHTHOM, aHTMarperaHTHoOM 1 aHTMGaKTepuaabHOM
Tepanuen, a TaKKe aKTUBHbIM XMPYPrUYECKUM fleYeHUeEM.
3T0 MO3BOAMAO MOMHOCTLIO KynMMpoBaTb Mypnypy, BoccTa-
HOBWTb MOPaXKEHHbIE YHACTKU KOXMK U 3[0pOBbe pebGeHKa.
lMoBTOpHOE MccnenoBaHue nabopaTopHbix MapkepoB APC
yepes3 12 Hea NOATBEPAMIO MOCTaBEHHbIM AMArHo3, 060-
3HA4YMN0 COXPaHEeHWe BbICOKOrO pPUCKa BO3HWMKHOBEHMS
Tpom603a MU HEOBXOAMMOCTb NPOBEAEHUS BTOPUYHOM MpPO-
GUNAKTUKM BaCKyNSIPHON OKKITO3UH.

3AK/TIIOMEHME

A®DC fomKeH paccmaTpmMBaThCs B YMCNe NPUYUH TPOMGO-
TUYECKMX U HETPOMOOTUYECKUX MPOABAEHUN Y AETEN C MOJI-
HUEHOCHOW nypnypon. Knwo4yeBbiMM B AMArHOCTUKE CUHA-
poma §BASKTCS aHaMHe3 MHOEKLUMOHHOro 3abosieBaHus,
TPOMOGO3 COCYAUCTOrO pycna, Hanuyme nyprnypHbIX nopaxe-
HWIM KOXKM, MONOXKMUTENbHbIE pe3dyNbTaTbl TECTOB Ha cneundum-
yeckune nabopaTopHble mapkepbl APC. Mpu BbigBneHnn APC
6a3ncHas Tepanus BKIOYAET Ha3HaYeHWe aHTMKoarynsHToB
W aHTMarperaHToB, HanpaBfieHHbIX Ha NPOPUAAKTUKY TPOM-
603a WU BOCCTAHOB/IEHWE PEOSIOrMYECKUX CBOMCTB KPOBMU.
OCnoXHEeHUs B BUAE HEKPO3a KOXKM [LOMKHbI CONPOBOXKAATL-
€A XMPYPruYeCKUM KOHTPOEM, MOATOTOBKOM paHbl M BOCCTa-
HOBWUTENBbHOM OMepaTMBHOM nNnacTUKon. lNpeacTtaBfieHHbIN
KIMHWUYECKKUI Crlydar peaKoro OCNOXKHeHUs y pebeHKa, nepe-
Hecllero BETPSIHYIO OCMy, aKTyaneH B CUly MacCOBOCTH yKa-
3aHHOW UHDEKLMN.

WHO®OPMUPOBAHHOE COINIACUE

OT 3aKOHHbIX MpeacTaBuUTener nauueHTa (poautenen)
noslydeHO MUCbMEHHOEe WHPOPMUPOBaAHHOE [O06POBOJIb-
HOe cornacue Ha nyénauKauuio pelynbratoB 06Cef0BaHUs
M nevyeHns pebeHKa, a TaKKe ero M3obparkeHu B MeaunLmH-
CKOM XypHane, BKIOYas ero 3MeKTPOHHYI0 Bepcuio (daTa
noanucanus: 22.07.2023).

INFORMED CONSENT

The child’s legal representatives (parents) have signed
written informed voluntary consent on publication of results
of child’s examination and treatment, as well as his images
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