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AHTUDOCDONINIAHNA
CUHAPOM NPU HABYTOMY
OEDPILUNTI PAKTOPIB 3TOPTAHHSA
KPOBI TATEHETUYHO
3YMOBJIEHIN CXUJIbHOCTI

A0 TPOMBOTUYHUX NOAIN

Yy AUT440MY BIU|

AHTngocponiniaHnii cuHapom (ADC) y aitert — noTeHuUiiHo Hebe3ne4yHe
LISl KUTTSI @YTOIMYHHE MYJIbTUCUCTEMHE 3aXBOPIOBAHHSI, SIKE B OCHOBHOMY
rPOSIB/ISIETECS TPOMOO30M CYANH 3 BUCOKUM PU3NKOM MOBTOPHOIO TPOM-
603y (20-30%) i BUCOKMM PIBHEM CMEPTHOCTI (7% ). Xo4a Tpomb0o3u y AiTe
BiAMiyatoTb HabaraTo piaLle, HiX y 10pOC/nX, YacTka TPOMOO3iB, OB’ s3aHuX
3 aHTHuOoCHONINIAHNMY aHTUTINIaMK, BULLIA CaMe B NeaiaTPUYHIN NPakTuLli.
MeTta gocnigyxeHHs1: 03HaioMUTV JlikapiB 3 0COBIMBOCTSIMU KJTiHIYHVIX MPOST-
BIB Ta giarHOCTVKu nepBuHHOro ADC y 4itevi i3 remMaTosioriYyHUMm YCKIaaHEH-
HSIMU, BaXX/INBICTIO MPOBEAEHHS PO3LLNPEHOr0 0OCTEXEHHS, BKJTIOHYayY1 0~
CJliKEHHS BCiX 1aHOK remocTtasy. KninivHni Bunagok. HaBeaeHo KiiHiAHW
BUINaz0K BAIACHOIO CrIOCTEPEXEHHS nepBuHHOro AM®C y AnTvuHM 3 1e610TOM
y MiAiTKOBOMY BilLli, MOCTTPOMOOTUYHOKO XBOPOOOID, BUPaxXeHuMu abopa-
TOPHUMM O3HaKaMU r7IMGOKOro NopYyLLIEHHS Pi3HUX TaHOK reMocTasy. BUCHO-
Bku. ADC e pigkicHYIM pO3/1810M i3 0BMEXEHOIO KiJIbKICTIO 3aPEECTPOBAHMNX
BUNaAaKIB y AiTev, ane 3 PiBHOMaHITHUMU KIIHIYHUMU rposiBamMuy | Hacsiiaka-
MWy 3axBOPIOBaHHS. [poBeaeHHSI PO3LLUMPEHOIro 0OCTEXEHHS AnTuHW 3 ADC,
BKJTIOHAI0YY AOCIIIKEHHS BCIX JaHOK reMocTasy, 03BOJISIE MpaBuibHO 00-
patu TakTyIKy JliKyBaHHS Ta CrI0CTEPEXEHHS], BUSHA4YNTY 3axoam 3 rnpoginax-

TUKW TSDKKWX YCKI1aQHEeHb.

BCTYN

AHTndocdhoninigHnin cnHapom (APC) — cuctemHe
QYyTOIMYHHE 3aXBOPIOBAHHS HE3’AICOBAHOI ETIONOTIi 3 LLIN-
POKMM CMEeKTPOM CYANHHUX Ta/abo aKyLLEepCbKMX Mposi-
BiB, MOB’AA3aHNX i3 TPOMOOTUYHNUMM Ta 3anasibHUMK Me-
XaHiaMamm, kepoBaHUMKU aHTUdOCcHOoNINIAHNIMN aHTU-
Tinamn (ADA) [10]. MowwmpeHricte ADC y negjiaTpryHii
nonynsauii YkpaiHu Ha CbOrogHi He BU3HayeHa. 3a na-
HUMM KaHaaCbKoro peecTpy, B SKOMy NPOCMEKTUBHO
ineHTUdikoBaHo 137 pitein, yactoTa BMNaakiB BEHO3HO-
ro Tpomb6o3y ctaHosuna 5,3 Ha 10 000 rocnitanizauii,
a60 0,07 Ha 10 000 guTsyoro HaceneHHs [1].

Y natoreHesi ADC npoBsigHy pornb BigirpatoTs ADA,
30Kpema, aHTU-B,-rnikonpoTein | (aHTn-B,-IM I) aHTn-
Tina, ski ABNSH0OTb COOOI0 PIBHOMAHITHY rpyny aHTUTIN, WO
CNPSIMOBAHI MPOTY PAAY aHTUFEHHNX MILLIEHEN, TaKUX SIK
npoTpomMGiH (MT), komnnekcu pocdaTnamncepunH/npo-
Tpom6iH (PC/TT), koMMNeKcKy BIMEHTUH/KapajoniniH, aH-
HekcuH A2 i aHHekcrH AS. ADA-iHayKkoBaHa KNiTUHHA aK-
TMBAL,s MPU3BOAMTD 40 MHOXUHHUX MPOKOAryASHTHUX i
npo3anasnbHyx ePekTiB, a TaKOX aKTMBaLii KOMMIEMEH-
TY i € OCHOBHMM YNHHUKOM TPOMOOTUYHNX YCKNaHEHb
npu ADC. HaaBHiCTb AoAaTKOBMX hakTopiB pu3uky, Ta-

KUX IK CUCTEMHUI YepBOHMIN BoBYak (CHB), cnagkosa
Tpombo®inisi, 3N0sIKICHI HOBOYTBOPEHHS, KYPiHHS, BariT-
HICTb Ta 3aCTOCYBaHHS1 OpasibHUX KOHTPALENTMBIB, LLO
MICTSITb €CTPOreH, A00ATKOBO MiABULLYE PUSMK TPOM-
OOYyTBOPEHHS Y naujeHTiB 3 ADA [12].

Po3pisHsA0TL NePBUHHMIA Ta BTOPUHHNUN ADC, axkuii
BUHWKAE MPW MOro acouiayi 3 iHWK1M ayTOiIMYHHMM 3axBO-
ptoBaHHSAM (CYB, t0BEHINbHWIA igionaTUYHWA apTpuT Ta
iH.). Y OiTen Moxe TakoX po3BMBATUCS KaTaCTPOPIHHMIN
ADC, ocTaHHIl xapakTepu3yeTbCS LUBUAKMM PO3BUTKOM
noniopraHHOro TpomM0O03y Ta MikpoaHrionaTieto ApiOHMNX
CyOVH, pigLe BUHMKae TpoM603 BENVKUX CyaviH [6, 9].

OHogneHi kpuTepii knacudikauji AQC 3a ctaHgapTa-
M1 EBPONENCLKOro anbsiHCY PEBMATOSIONYHMX acoLLiaLyii
(European Alliance of Associations for Rheumatology —
EULAR) 2023 y popocnux [3] BkJloHatOTb KiiHiYHI Ta na-
60opaTopHi NOKasHMKK (Tabnnus).

3anexHo Bif, ypaxeHoi CUCTEMM OPraHiB KNiHIYHI He-
KpuTepianbHi nposieu ADC noainaioTe Ha Aekinbka nia-
rpyn: CEPLLEBO-CYAMNHHI, HEBPOJIOTIYHI, LUKIPHI, HUPKOBI,
remMartosioriyHi Ta iHWi. FemMaTonoriyHi NPosiBM BKJOYA-
I0Tb TPOMOOLMTOMEHIO, FEMOJIITUYHY aHEMIIO Ta DYHK-
LLioHasnbHi 3MiHM abo aediunT PpakTopiB 3ropTaHHS KPOo-
Bi 3 TEHAEHLED OO TPOMOO3Y (HabyTa PE3NCTEHTHICTb
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Tabnuus
Knacudikauiitni kputepii AOC American College of Rheumatology (ACR)/EULAR 2023 p.
BxigHuii kputepin
>1 3a10KyMEHTOBAHOrO0 KJliHiYHOro Kputepito + >1 nosutusHoro AQA (npotsrom 3 pokiB nicnsi KNiHiYHOro KpUTEpito)

KniHiyHnit pomeH ban JlabopaTopHwii LoMeH ban
BeHo3Ha TpomGoembonisi (BTE) BoBYaKOBMIi QaHTUKOATyNAHT

Bucoknii pusuk BTE 1 Bussnenuii 0ogHOPa3oBo 1

bes Bucokoro pusuky BTE B [Mepcuctytounii 5

ApTepianbHi TpomM603u1

Bucokuii kapaioBackynspHuii pusuk (KBP) 2
bes Bucokoro KBP 4
MikpoBackynsipHe 3any4yeHHs*

Mipo3pa 2
BcTaHoBneHe

Akyliepcbkum

>3 nocnipoBHux BTpart (<10 Tux) Ta/abo cmepth noga (>10— 1
15 Tux, 6 aHiB)

CwmepTb nnopa (16—33 Tnx, 6 aHis) 6e3 npeeknamncii (ME)/nna- 1
LieHTapHoi HepoctaTHocTi (MH) abo MH 3 TaxkuMK 03Hakamm

Tsxka NE abo MH (<34 tnx) 3 abo 6e3 cmepTi nioaa 3
Taxka MNE Ta NMH (<34 tnx) 3 abo 6e3 cmepTi nioaa 4
Knananm cepus

oTOBLLEHHS 2
BereTauii 4
TpomGouutonenis (20—130 r/n) 2

3aranbHuin nigpaxyHoK

AnTukappionininosi aHTutina (aKJl)/antu-B,-rnikonporeinu (aHtu-
B,-IM 1) (ELISA 40-79 Ol — nomipHwuii, >80 OJl — Bucokuit)
MomipHuii/Bucokuii piBeHb akJl Ta/a6o aHtu-B,-IM | IgM
MomipHuii pienb ak/l Ta/abo aHtu-B,-IM |

Bucokuii piBenb aKJl a6o aHtu-B,-IM |

Bucoknit piseHb aKJ1 Ta aHtu-,-M I 1gG

~o s =

3apaxoByeTbCs TiNbky HaNGINbLUNIA KPUTEPIi B KOKHOMY JOMEHI.

He 3apaxoByeTbCs, SKWO € Biflbll 04EBUAHE PO3’ICHEHHS.
*MikpoBackynsipHe 3any4eHHs

[Migo3pa: nisego racemosa, nigeoigxa sackynonaris, ADA-regponaris,
JiereHeBa KpoBoTeya (CUMIMTOMM, Bi3yanisauis).

BcraHosneHo: niBeoigHa Backynonaris (6ioncis), AQA-Hepponaris (6io-
n1cis), nerexHesa kpoBoTeya (6POHX0aNbBEONSPHUI 1aBax, bioncis), iH-
apKT MiokapAa/HaaHMpKOBa KpOBOTeYa (ricTonoris abo Bidyanisauis).

Knacuoikyatn sk ADC, skuii0 € npuHaiMHi 3 6anu 3 KiiHIYHUX AiNSHOK Ta NpUHAiMHI 3 6anu 3 1abopaTopHNX NMOKA3HUKIB

[0 aKTMBOBaHOro npoteiHy C, aediunt npoTeiHy S) abo
kpoBoTeyi [2]. 3B’a30k ADA 3 TpoMOBoeMBONIYHMMMK NO-
DisiMK LUMPOKO Ta Ao6pe 3aa0kyMmeHToBaHMA. OoHaK Ha-
OyTa koarynonartis, cnpuimHeHa ADA, € KOMMNIEKCHOIO
1 iHOAj MOXE NPOSIBASTUCA Y BUrISIAI reMoparidyHoi nogji
3 PI3HMM KNiHIYHUM CTYMEHEM TSXKKOCTi abo KOMBIHOBa-
HOro TpoMmboremMopariyHoro cuHgpomy [7, 111].

Mpv BEHO3HOMY TPOMOO3i Ta CTIMKO NO3UTUBHOMY
TecTi Ha ADA NOTOYHA pekoMeHaaLLis NoNarae B nikyBaH-
Hi JOBrOTpPMBaIMMM aHTUKoarynsHTamu [15].

JNikyBaHHA ADC y ajTen Ha cboroaHi 6a3yeTbCs Ha MO-
OrdikoBaHMx pekoMeHaaisix nikysaHHa ADC y 1opocnmx,
ane 4yepes BiKOBi 0COBNBOCTI reMOCTady y iTeli HE MOXe
MOBHOLO MiPOIO BiANOBIAATY iX TepaneBTUYHMM NnoTpebam.
Y ADA-N03NTUBHUX AiTEV BUKOPUCTOBYETHCS MAPOKCUX-
JIOPOXiH, SIKNIA TakKoX MOXe 3a6e3ne4nTn Aesiki 0oaaTKo-
Bi MOXIMBOCTI AN npodinakTnkm ycknaaHeHs ADC [4].

BpaxoByoun BULLEBMKIAAEHE, HA CbOrOOHI HEMAE
YiTKNX peKOMeHJaL,N, Lo IPYHTYIOTECS Ha Aoka3ax, Bia-
HOCHO AjarHocTuku Ta nikyBaHHS APC y piTei, Lo notpe-
Oye 000aTKOBUX A0CNIOXKEHb, B TOMY YACi aHani3y okpe-
MUX KITiHIYHMX BUnaakis [14].

META POBOTU

O3HaloMuTK nikapie 3 0COBMBOCTAMN KAiHIYHNX
nposiBiB Ta giarHocTukn nepeuHHoro AMC y piten ia re-
MaToNIOrN4YHMMMN YCKNAAHEHHAMM, BaX/IMBICTIO NPOBEe-
OEHHS PO3LLMPEHOr0 OBCTEXEHHS, BKIIOYA0YM JOCTI-
[DKEHHS BCiX JAHOK remocTaay.

HaBogymo KniHiYHWMI BUNAaoK BAACHOIO crnocrepe-
XeHHs1 nepBuHHOro ADC y AnTuHKM 3 0eboTOM Yy Npeny-
6epTaTtHOMYy BiLj, TOCTTPOMBOTUYHOO XBOPOOOLO, BUPA-
KEHMMIN NabopaTOPHUMIM O3HAKAMU MNOOKOrO ypaskeH-
HS1 NTaHOK remMocTaasy.

Xnon4uk BikoM 17 pokiB BNepLLE rocnitanizaoBaHuin
Y BigOiNeHH ANTAY0i PEBMATOSIOrIT Ta ayTo3ananbHUX

3axBoptoBaHb 1Y «[HCTUTYT nepjaTpii, akyLuepcreai riHe-
konorii imeHi akagemika O.M. Jlyk’aHoBoi HAMH Ykpai-
HW» Yepes 8 pokiB B, MOYATKY 3aXBOPIOBAHHS 3i ckapra-
MW Ha 3BMBUCTICTb Ta HAMPYXXEHHSA BEH NPaBOi FOMIfKu,
HabpsiK ii Ta Binb NepeBakHO y BeYipHili 4ac, BUCKM B Mia-
KOMIHHIN AiNsgHUi NpaBoi HOrmM, KPOBOTOYMBICTb SICEH Mif,
Yyac YuMLLEHHSs 3yOiB.

Y BiLi 9 pokiB nig,yYac cCnopTUBHUX 3MaraHb (rpay 6ac-
KeTbO0J1) OTPUMaB TPaBMY 3 YTBOPEHHSIM Y BEPXHIli Yac-
TWHI NPaBOI rOMISIKM rinepemMoBaHOI YLLIbHEHOI OiNsH-
KW, rapsyoi Ha OOTUK, Pidko 60s0Y0I Npy Nanbnadji Ta
0OMEXEHHSIM PyXiB Y NPaBOMYy KOJTIHHOMY cyrno0i. IMic-
N5t 0OCTEXEHHS B 00nacHil nikapHi 3a JaHUMK ynbTpa-
3BYKOBOIro gochnimkeHHs (Y3/[1) cyavH HUXHIX KiHLiBOK
niarHoctoBaHo GneboTpomMO0O3 BEH MpaBoi roMinkm
(Nnpoxoaue cTauioHapHE NiKyBaHHS, IKe BKJHOYaSIO iH-
dy3sinHy Tepanito aHTMKoarynsHtamu). Y nogansLliomy
cnocTepiraBcs CyauHHUM Xipyprom 2 pasu Ha pik, ne-
pioaAMYHO OTPMMYyBaB MeAMKaMEHTO3Hy Tepanito (ae-
Tpanekc, BapdapuiH, ppakcmnapuiH, TMBOPTUH, akTOBE-
riH MPOTAroM OQHOrO POKY, Aasli 5 pOoKiB OTPUMYBAB LI-
K0-3 dopT, HOPMOBEH). B ocTaHHi 1,5-2 poku nikapcbki
3aco0u He oTpumMyBaB. Y Bili 14 pokiB BrepLLe BUSBE-
HO NATOJOri4HI 3MiHM KOarynorpamMm: NigBULLEHHS PiBHS
aKTMBOBAHOIO YaCTKOBOro TPOMOOMIACTUHOBOIO Yacy
(AYTH) — 43,3c (N 22-33), yac pekanbuudikauji 3rycr-
ky — 1,72 ¢ (N 0,8-1,2), nigguiLieHHs piBHA ADA: ckpu-
HIHrOBMIA TECT HA BOBYaKOBUI aHTUKoarynsHT — 106,2 ¢
(N31-44), nigTBepoxyBanbHuii Tect — 42,8 ¢ (N 30-38),
LA-AUTO — 2,4813 (cunbHO BUpaxeHuin puank). OgHo-
YyacHo BuaBneHi nigeuweHi pisHi akJ1IgG >160 (cnnbHO
NO3NTUBHWIA pe3ynbTaT) Ta B,-rnikonpoteigy | aHTuTin IgG
>160 (CunbHO NO3UTUBHWUI pelynbTaT). AnTtadmm pes-
MaToJsIoroM am0OynaTopHO BCTaHOBNEHO diarHo3 AMC,
npr3HayYeHe NikyBaHHs NaLieHT He oTpuMyBas. [pu no-
BTOPHUX OBCTEXEHHSIX B MEANYHMX YCTaHOBaX YKpaiHu
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yTprmMmyBanucs nigsuLLeHi pisHi A4TY (55,1-76,9 c¢), no-
NOBXeHHs NpoTpomMbBiHoBoro vacy (20,2-23,1 ¢), npo-
Tpom6iH 3a KBikom 53%.

Y BiUj 17 pokiB npu 06CTEXEHHI B LIEHTPI remMocTa-
3y HACJT «OXMATONT» BnepLue BuseneHo aediumt VI
(7,8%), I1X(2,2%), X (3,8%) dpakTopiB 3ropTaHHs KPOBI.
Mpw upomy Mopdonoris TpoMboLmTIB (MakpopopMmn —
2%, me3odpopmn — 82%, mikpodpopmn — 16%) Ta no-
Ka3HMKM arperauii TpomMooumuTiB 3 ageHo3nHandocda-
ToM (AOD) i pUCTOLETUHOM MaNN HOPMAaTMBHI 3HAYEH-
H4, @ 3 eniHePMHOM Ta KONIAreHOM BUSIBJIEHO 3HVKEHHS
aKTMBHOCTI TpoMBoUuUTIB. 3a AaHnMmM 6ioxiMiYHOro aHa-
Nni3y KPOBI, BUSIBNIEHO MiABULLIEHUI PiBEHb FOMOLMCTEI-
Hy — 19,3 mmonb/n (N oo 12,4) npn HOpMaTUBHUX NO-
kasHukax doniesoi kmcnotm — 1,85 Hr/mn (N 1,2-8,8)
TaBiTaMiHy B,, — 282,3 nr/mn (N 214-864). 3a gaHnmu
IHCTPYMEHTaTbHUX AO0CTIIKEHb, BUSBIEHO exorpadiyHi
03Haku renaTtocnieHoMeranii, ynbTpa3BykoBi CUMMTO-
MW NOCTTPOMOOGNEBITUYHOrO CUHAPOMY, KicTa beike-
pa niBoi MigKOMiHHOT AiNAHKW.

Mpn NnpoBeaeHHI MONEKYNAPHO-FEHETUYHOIO AOCHi-
xkeHHst B 13 «PedepeHc-LeHTp 3 MOSIEKYNSIPHOI aia-
rHocTrkn MO3 YkpaiHn» BCTAHOBIEHA EKCMPECIs FeHIB
PAI-I, FGB, ITGAZa, Factor Xll, HpaA-2b, MTHFR, MTRR,
MTRI, RFC, wo no3Bonuno aiarHocTyBaTy CNaaKoBy ri-
NeproMouUMCTEIHEMIIO MOMIPHOIO CTYMEHS, 3MiLLAHOro
reHesy, 3yMOBJIEHy BapiaHTaMu reHiB ¢gponatHoro ob-
MiHy MTHFR, MTRR, MTR1, RFC Ta koarynonarito (rnm-
6okunii pediumt daktopis VIII, IX, XI), Hn3bkuii ponaTHuiA
cTtatyc. [liarHOCTOBaHO reHeTUYHO 3YMOBJIEHY CXWUJlb-
HiCTb [0 TpoMbOodINiYHKX po3naais, acouiioBaHy 3 Ba-
piaHtamu renis PAl-1, FGB, ITGAZ2a, Factor Xll, HpaA-2b.
SHWXEHHS YyTAMBOCTI A0 PONIEBOI KNCIOTU, 5-MeTU-
TeTparigpodgonarty, LiaHokobanamiHy; BACOKUIA pU3nK
MHOXWHHUX TNOBITAMIHO3HMX CTaHIB, aHeMii, Heanko-
rONbHOI XMPOBOI ANCTPOdIi NeYiHKK; yNoBifIbHEHE Ha-
KOMUYEHHSA Ta BUBEOEHHSA NiKiB, eHA0reHHUX LUKiOJIMBUX
CMoJyK Ta ek30reHHMx MeTaboniTiB, acoujiioBaHe i3 Ba-
piaHToM reHa MDR1. Mipo3pa Ha cnafkoBe NOPYLUEHHS
0OMiHY aMiHOKMCOT Ta aUWIIKAPHITUHIB.

[nga yToO4YHEHHS fOjarHOo3y Ta BM3HAYEHHS Noaasib-
LLIOi TakTUKKN Tepanii AuTruHa HanpasneHa B Y «lHcTu-
TYT nefjaTpii, akywepcTsa i FiHekoorii iIMeHi akagemika
0O.M. Nyk’aHoBoi HAMH YkpaiHu».

3 aHamMHesy XUTTS BiooMo, WO A1TuHa Big, | BariT-
HOCTI, yCKNagHeHOi N0OEgHAHM recTo30M Ha Thi rinep-
TOHIYHOI XBOpOOU MaTepi (nepedbyBana Ha cTaLioHap-
HOMY JikyBaHHi), | TEpMiHOBVX NONOriB Ha 38-My TUXHI
LUIIXOM KeCapeBOro PO3TUHY (BHYTPILLHLOYTPOOHA ri-
nokcisl nnoga, Tyre ABOpPasoBe 0OBUTTS MYMOBUHOIO).
HeoHaTanbHWMn nepiog, He CynpoOBOOKYBABCS reMopa-
riyHMun enisogamu. MNpopidyBaHHs 3y0iB, ¢isnyHa ak-
TUBHICTb HE CYNPOBOKYBINCS rEMaTOMaMM, CUHUSAMU.
Cepeq, onTaumnx iHpeKUinHMX 3axBOPIOBaHb — BIiTPsSiHA
BiCcrna B 5 pokiB. XBOpi€ Ha rocTpi pecnipaTopHi iHpekuji
3-4 pasu Ha pik. LLlenneHwi 3a BikoM, 6e3 ycknaaHeHb.
Cepep, TpaBM: nepenom Npasoi NPOMEHEBOI KiICTKM Y
BiLj 4 poku, B 13 pokiB TpaBma rybuv, npoBegeHa Mexa-
HiYHa 3ynMHKa remocTagdy (HaknagaHHs weis). Onepa-
TMBHE BTPYYaHHS 3 MPUBOAY NYNKOBOI KUAN Y BiLli 6 po-
kiB 63 remopariyHnx yckiagHeHb. 3a 4aHUMU PeSIEBaHT-
HOrO aHaMHE3Y, aneprosioriYHMX MPOSIBIB HE BU3HAYEHO,
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CNaaKoBICTb 00TsXXeHa (y Mamu Ta 6abyci 3a MaTepuH-
CbKOIO NiHIEID BapPNKO3 BEH HMXKHIX KIHLLIBOK, apTepiasib-
Ha rinepTeH3sis).

Hayac rocnitanisauii y BigaineHHa tTemneparypa Tina
36,6 ‘C, yacToTa cepueBux ckopoyeHs (HCC) 75 ya./xs,
mMaca Tina 75 kr, 3pict 193 cm, iHaekc macu Tina (IMT) =
20,1, S=2,04 M. 3arasbHuiA cTaH OUTUHN CTaOINbHUNA.
Ha BHYTpILLHI NOBEPXHI NPaBOro CTerHa B NiAKOSiHHIN
OinsgHLi 060X Hir BidyanidyeTbCs BUCUM Y BUTISIAj HEPBO-
HO-KOPUYHEBMX NNSM OBaSIbHOI GOPMU i3 NYLLEHHSAM,
Ha rominkKax — NooAMHOKI CMHLL, NOCTTpaBMaTu4Hi pyo6-
ui. Ha 3agHin noBepxHi npaBoi rOMifNIK1 BEHW 3BUBUCTI,
npw nanbnawji e1acTUYHOT KOHCUCTEHU,i, NiABULLEHOrO
HanpyXeHHs. Buanmi cnn3osi 060M0HKN POXEBi, BOSO-
ri. HirtbOBi NN1aCcTUHW HE ypaXXeHi, BOSIOCCHA He BUMaJae.
31K poxeBuiA, 06KnaaeHuin Ginnmm HanboToM, 3ybu ca-
HOBaHi, iCHa NepPiIoANYHO KPOBOTOYaTb. [lepudepuryHi
niMm@aTnyHi By3nn WWNHOI rpynin 36inbLueHi 4o 0,5 cm,
enacTn4Hi, 6e360iCHI, He crasiHi 3 HABKONLLIHIMK TKa-
HUHaMM, NOOAVHOKI. M’A30BUI TOHYC CUMETPUYHWINA,
36epexeHnin. NepKyTOPHO BiAMIHaETLCS ICHNM NIereHe-
BUIN 3BYK. AyCKYJIbTaTUBHO ONXaHHS BE3NKYNSPHE, XpU-
Ny HE BUCNTYXOBYIOTBLCS. TOHM Cepus NPUrnyLLeHi, puT-
MiyHi. DKUBIT M’sikniA, 6€3060MiCHWIA, OOCTYNHWIA ONs No-
BepPXHEeBOI nanbnadii. MeviHka 6ins kpato pebepHoi ayru,
cenesiHka He nanbnyeTbes. [iypes goctaTtHin, nedeka-
uis 1 pas Ha 800y, BUNOPOXHEHHS 3abapeneHi, 6e3 na-
TONOrivyHMX oMiok. Cyrnobu He aedirypoBaHi, He ra-
psiyi, He HabpsaKi, 6e3bonicHi Npy Nanbnadji, akTVBHI Ta
nacuvBHI pyx1 B MOBHOMY 006Cs3i, PyHKLUiA 36epexeHa.
BonicHICTb OCTUCTUX BIAPOCTKIB BiACYTHSA, 0OMEXeHOC-
Ti pyxiB y LUNAHOMY Bifaini xpebTa He BUSIBNIEHO.

Mip yac nepebyBaHHS B CTauioHapi NpoBOAUAMN OO~
CNioKEHHs ANna BUKIoYeHHA BTopuHHoro APC, acolj-
roeaHoro i3 CHB (aHTuHykneapHi aHtutina <1:100 (He-
ratmeHi), SmDP-S, aHtuTina lgG — 1 Og/mn (HeraTmBHi),
komnnemeHT (C3C komnoHeHT) — 0,93 r/n (N 0,9-1,8),
komnnemMeHT (C4 komnoHeHT) — 0,15r/n (N 0,1-0,4),
aHTuTiIna ao asonaHurorosoi AHK — 0,8 (N <1,1). Jla-
©opaTopHO Ha Thi pi3ko niapuLLeHnx piHiB APA: aCL
IgG — 54,1 GPL (N <9), aPS IgG — 161,4 U/ml (N <9),
aPEIgG — 58 U/ml (N <10) yTprmyBanocs NigsuLLEHHS
AYTY po 128,2 ¢, npoTpombiHoBoro yacy — ao 20,1 c.
Mpy NOBTOPHOMY OBCTEXEHHI B LIEHTPI reMocTasy Bu-
SIBNIEHO HEraTVBHY AMHAMIKY OKPEMUX MOKA3HWKIB 3rop-
TaHHa kposi: dakTop Il — 31,6% (N 79-131), dakTop
V — 65,2% (N 62-139), ¢akTop VIl — 81,7% (N 50-
129), pakTop VIl — 5,5% (N 50-150), dpakrop IX— 0,0%
(N 65-150), paktopX—93,7% (N77-131), dakTop XI —
0,0% (N 65-150), dakTop Xl — 0,0% (N 50-150), dpak-
Top doH Binnebparnoa (Ag) — 99,7% (N 61-157), dpax-
Top poH Binnebpanaa (active) — H/B (N 49-169), npoTe-
iHC —94,8% (N 70-140), npoTeiH S, BinbHUN — 104,4%
(N57,6-112,5). Arperauja TpombounTie 3 ALD i eniHed-
PVUHOM 3HWXKEHA, 3 PUCTOLLETUHOM BiACYTHSI.

Mpwn Y3[, aiarHOCTOBAaHO renatocnjieHoMeranito, Ba-
PUKO3HE PO3LLMPEHHS CenesiHkOBOi BeHU (puc. 1), dop-
MYBaHHS1 MOPTasIbHOI rinepTeHasii, Wo po3LiHEHO 9K Mo-
4yaTKoBiI 03HaKK dopmyBaHHsS cuHapomy bapaa — Kiapi.

3a faHnMm JonnaepoMeTpii CYAMH HUXKHIX KiHLBOK:
npaea H/K: kybOBi BEHW Ta 3arajibHa CTErHoBa BeHa
(3CB) npoxigHi, cydbToTanbHa pekaHani3alis noBepx-
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HeBux cterHoBumx BeH (MCB) Ta nigkoniHHO-rominkoBo-
ro cermeHTa, pedniokc KpoBi. Pedniokc 3a BEPXHBOO
MOPOXHUCTOIO BeHoto (BIMB). KnanaHu manoi nigwkip-
Hoi BeHW (MI1B) cnpomoxHi. HepocTaTHICTb NoBepxHe-
Bux BeH (MNB) Cockett, Dodd, 3aaHb0-MenianbHOI; niBa
H/K: kKnyooBi BeHu Ta 3CB npoxigHi. CybToTanbHa peka-
Hanisauja NCB Ta niakoniHHO-roMiNKOBOro cermMeHTa,
pednioke kposi. BMNB Tta MINB npoxigHi, knanaHu cnpo-
MOXHI. MNpn NnpoBeneHHi TpomboenacTorpadii nokasHm-
KM reMOoCTagdy BKa3yloTb Ha CTaH rinokoarynsuii (pvc. 2).

Ha nigcTasi ckapr, KNiHiKO-aHaMHECTUYHUX OaHUX,
nabopaTopHNX Ta IHCTPYMEHTaNIbHUX A0CHIOKEHb, MPO-
BeOeHOi AN EPEHUINHOI OiarHOCTUKN ONTVHI BCTAHOB-
NeHo aiarHo3 nepBuHHMIN ADC (no3uTtureHi aHTUTING IgG
0o kapaioniniHy, B,-rnikonporeiny, aHtudocdartngnnce-
PUHOBI, aHTUdOoCchaTNaANNETaHONAMIHOBI, BOBY4aKOBUI
AHTVKOAryNnsiHT; BAPUKOSHE PO3LUMPEHHS CENESIHKOBOI
BEHM, B aHaMHe3i 2 enizoan GneboTpomMO03y rnmboKmx
BEH HWXHIX KiHLIBOK). lMopTanbHa rinepTeHsid, CuH-
npom bapna — Kiapi? N'eHeTM4HO 3yMOBeHa CXUITbHICTb
00 TpoMbodINiYHNX PO3NaaiB, acoujinoBaHa i3 BapiaHTa-
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Puc. 1. Y3[] cenesitku 3 ynbTpa3BykoBUMM 03HAKAMM BApUKO3HOIO PO3-
LUNPEHHS CeNe3iHKOBOI BEHN.
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Puc. 2. Tpomboenactorpacdis 3 peaynbratamu nokasHuKiB reMmocra-
3y, L0 BU3HAYEHI K CTaH rinokoarynsauii, y AuTuHm 3 giarHo3om AQC

mMu reniB PAI-1, FGB, ITGAZ2a, Factor Xll, HpaA-2b. Bto-
pUHHa KoarynonaTisa (rnnbokuii aediunt daktopis VI,
IX, X1, XIl). MocTTpoMboTNYHa XBOPOHa 060X HMXKHIX KiHLLI-
BOK. BTOPUHHWMI BapmKO3 NpaBOoi HYXXHBLOI KiHLLIBKK. XpPO-
HiYHa BEHO3HA HEOOCTATHICTb NPaBOI HMXXHBOI KIHLLIBKA
C3, niBoi — C2 (CEAP). NopyLueHHs ponaTHOro o6miHy.

AnTyHi Nnpr3HayeHo Tepanito rigpoKCUXTOPOXIHOM
TaaueTnaCaniuuIoBOIO KNCAOTO Ans NpodinakTukmn Ta
rnonepemkeHHs1 MOBTOPHVX BUNAZAKIB TPOMOO03Y, HOCIHHS
KOMMpPeCinHMX naHyox Il knacy Ha HUXXHI KIHLIBKM B AeH-
HWIA Yac. 3annaHoBaHO onepaTyBHE NiKyBaHHS BApUKO3-
HO PO3LLMPEHUX BEH HMXXHIX KIHLLIBOK — €HA0BEHO3Ha Na-
3epHa koarynsauis (EBJIK).

OBroBOPEHHSA

MpencrtaBneHuin KAiHiYHUI BUNagoK NePBUHHOIO
ADC y ouTnHM BikoM 17 pokiB 3 HEOBTSXXEHUM CiMeli-
HVIM @aHaMHE30M OEMOHCTPYE MOro Mi3HI0 AiarHOCTUKY,
OCKiNbkKI Oe0T 3aXBOPIOBAHHSA, O4EBUAOHO, MaB MicLe
B npenybepTaTHOMY BiLj, KONN Y ANTUHW Y Billi 9 pokiB
nicns CNopTUBHOI TPaBMM BYB BUSIBAEHWI CYOKNIHIYHNIA
TpombodnedIT BEH TPAaBMOBAHOI FOMISIKN. Xo4ya AnTu-
Hi OyN10 NPOBeAEHO CTaLOHAPHE JliKyBaHHSA aHTUKoary-
NHTaMKM Ta CyOMHHUMW NpenapaTamMm Ta PeKOMeHO0-
BaHO iX MPUIOM B amBynaTopHuX ymoBax, aiarHo3 APC
BrepLue 6yn0 BCTAHOBEHO NKLIE Y Bili 14 pokiB, Konn
B CMPOBAaTLj KPOBi BUSB/IEHO NATOJIONi4Hi 3MiHM Koary-
niorpamu Ta BUCOKi piBHi ADA pa3oM 3 BOBYAKOBUM aH-
TUKOArynsiHTOM.

Ocob6nuBICTIO BUMaaKy € PO3BUTOK Y MavjieHTa pigkic-
HOrO remMaTosoriYHoro ycknaaHeHHst npu AOC, BTOPUH-
HOi koarynonartii (rinokoarynsuii), cnpMinHeHoi Haby-
M rnndokmm gediumtom dpaktopis VI, IX, X1, XIl Ha Tni
rEHETMYHO 3YMOBJIEHOI CXWILHOCTI 40 TPOMOOMINiHHNX
po3nagjB, acouinoBaHuXx 3 BapiaHTamu renis PAI-I, FGB,
ITGAZ2a, Factor Xll, HpaA-2b.

IHriGiTopK hakTopiB 3ropTaHHSA KPOBI — Lie aHTUTINa,
AKi HeMTPani3ylTb aKTUBHICTb HaKTOPIB 3ropTaHHA KPO-
Bi Ta NiABULLYIOTb iX KJTiPEHC, NepeLuKomkaoyu, TUM ca-
MUM, iX HOpMabHir QYHKL]I, SIK L& BiAMIYEeHO Npu Takmx
CTaHax, ik reModinisi, ayToiMyHHI 3aXBOPIOBAHHS, 3/10-
SKICHI MyX/IMHW, BariTHICTb Ta NoGivHi ebekTU Bif Npuino-
My npenaparis. BoBY4akoBWiM aHTUKOAryNAHT € aHTUPOC-
doninigHUM aHTUTINOM, SKe NOB’a3aHe 3 PU3NKOM TPOM-
603y, gK Le BiaMivatoTb Npyn ADC. Y piakicHUX BUnaakax
Yy NaUJEHTIB 3 HAsIBHICTIO BOBYAKOBOIr0O aHTMKOarynsaHTa
MOXYTb BUHUKATW FrEMOParivyHi ycknagHeHHs [8].

Y nauieHTa rnmboki MOpYLUEHHS TaHOK reMoCcTasy
npossnsnucs nosHoto BigcyTHicTio VIII, IX, XI, XII pakTo-
piB 3ropTaHHs Kposi. Binomo, 1o ¢paktop Xl — ue rniko-
NpPOTeiH Nnasmm KPoBi, Akuii 6epe y4acTb Y paHHii dasi
Kackasy 3ropTaHHs KPOBI, BUABNSETHCS MPY HOPMaJIbHO-
My remMocTaai i KonnBaeTbCs B Mexax 70—150%. Tsxxkuin
nediunt pakropa Xl BU3Ha4aeTbCA K aKTUBHICTb < 15%
BiZ, HOPMWK, @ 0COOM 3 HaCcTKOBMM AediunTOM — 3a3BU-
Yyaii MatoTb akTUBHICTb 20—70% BigHOCHO HopMK. Haby-
TMin pgediunt daktopa Xl YacTo BUABIAIOTL Y NALEHTIB
i3 3aXBOPIOBAHHAMM MEYiHKM BHACNIOOK HEAO0CTATHBLO-
ro Moro cuHTeldy abo B nepiod, no4aTky CUHAPOMY ANC-
€MIHOBaHOr0 BHYTPILLHLOCYAVMHHOIO 3ropTaHHs KPOBI,
a TaKOX Y XBOPUX 3i 3N105KICHNMW 3aXBOPIOBAHHAMW Ta
npuv ayToiMyHHNX XBopoOax, 3okpema CHB [5].
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dopMyBaHHsI ayTOaHTUTIN NPOTU paKTOPiB 3ropTaH-
Hs1 KpOoBiI BiaOyBaeTbcs y 10—15% ADA-NO3UTUBHUX NalLlj-
eHTiB. 3a3Bnyain ADC aBnsie coboto HAbyTy ayTOIMYHHY
TpoMbodinito i3 TeHAEHLE A0 rinepkoarynsuii. Y Hatlo-
My BUNaaKy HabyTunin oediunT hakTopis 3ropTaHHS KPo-
Bi 3yMOBMB, 3 BULLOIO BIPOTigHICTIO, PyX CUCTEMN FreMOC-
Tagy B OiK rinokoarynsiiii.

HaBepneHi ocobnmeocTi nepebiry AOC y nauieHTa
BU3HAYNNM HEOOXiAHICTb NepPCoHipikoBaHOro niaxoay
[0 BUOOPY TepaneBTUYHOT TaKTUKM 3 OrJisiay Ha pUSKKK
KpPOBOTeui Ta TPOMOOYTBOPEHHS. MauieHTy 6yno npu-
3HA4YeHO riaPOKCUXIOPOXiH, OCKINIbKN B in Vivo, in Vitro
Ta KNiHIYHMX OOCHIMKEHHSAX NPOAEMOHCTPOBaHA MOro
e(pEKTUBHICTb LLOAO 3HUXKEHHSI pU3nKy Tpombo3ay [13].
BpaxoBaHO TakoX, LLIO MPOKCUXIIOPOXIH HE MOB’A3aHNI
i3 NiABULLEHUM PU3NKOM KPOBOTEYI NMpn 3aCTOCYyBaH-
Hi Moro sk B MOHOTepanii, Tak i B koMbiHaLii 3 aHT1Koa-
rynsHtamm [4].

BpaxoBytouu, LLO y naLieHTa € rnMmbokKe NOPYLLIEHHS
reMocTtasy 3 BiACYTHICTIO OKpeMux pakTopiB 3ropTaH-
HSA KPOBI, a B NniTepartypi — NOBIAOMIIEHHS NPO MOXJIBI
KPOBOTEYi NPV 3aCTOCYBaHHI aTMKOarynsiHTIiB, Li npena-
paTy XBOPOMY HE pekoMeHayBanu. NprusHayeHo aHTu-
TPOMOOTWYHI NpenapaTtn, a caMme aueTuacaniumno-
BY KMCNOTY B A03i 75 Mr Ha noby. OauH 3 meTaaHanisis
3 11 pocnigyxeHb, BKo4YHO 3 1208 nauieHTamum 3 ADA i
139 TPOMBOTUYHUMM NOAIAMM, CBIOYUTb, O NALEHTN
3 ADA, ski [OBro 0TpUMyBasn HU3bKi 03K aueTuncani-
LMNOBOI KMCNOTK, Manu Ha 50% HMXYMIA PUSNK BUHMK-
HEHHS TPOMOOTUYHOI MOAT, HiX Ti, XTO HE OTPMMYBAB LibO-
ro nikyBaHHs [12]. Kpim Toro, aHanis nigrpyn BignoeigHo
[0 natoreHeTn4Horo GoHy Nokasas, WO 3HVKEHHS pU-
31Ky 6y10 3HAYHUM Y 6e3CMMITOMHUX ADA-NO3UTUBHMX
0cib, a Takox y ADA-no3uTnBHMX NauieHTiB i3 CHB abo
TpomboTUYHUM ADC.

BUCHOBKHA

HaBeneHui KniHiYH1 BUNaaok CBIiAYNTb, LLO NEPBUH-
HUn ADC Yy fiTen € TAXKUM 019 AiarHOCTUKM Ta JliKyBaHHS!
3aXBOPIOBAHHSIM, LLIO 3arPOXXYE XUTTHO a0 3HMXYE NOro
AKICTb. Y AUTAYOMY BiLli 4151 MOro BUSIBNIEHHS HEOOXiAHO
OLiHIOBATWN HasABHICTb HE NuLle KnacudikauinHuX Kpu-
TepiiB Ta HeKpUTEpIaNTbHNX YCKNaaHeHb 3 OOKy cepLie-
BO-CYOVHHOI, HEPBOBOI CUCTEM, HAPOK, MNEYIHKN, LLKIpK
TaiH., a i NpoBeaeHHS pPeTenbHOro 1abopaTopHOro 0b-
CTEXEHHS 4151 BUSIBIEHHS Koarynonartin. Baxnmsumy fi-
arHOCTUL Ta OLjHLi pU3KNKY MOBTOPHUX TPOMOO3IB € re-
HeTMYHEe 0OCTEXEHHS HA HAsIBHICTb BPOMXKEHOI CXWUJ1b-
HOCTi 0 TPOMOOTUYHUX PO3aajiB.

[Litn 3 ADC noTpebytoTb NepcoHidikoBaHOro niaxony
[0 NiKyBaHHS, MPY LbOMY PiLLEHHS LLI0A0 3aCTOCYBaHHSA
QHTVKOAryNAHTIB NPY BTOPUHHI NpodinakTuLi TpomM60-
3y Mae 6yTn 06r'pyHTOBaHE PO3LUNPEHUM OOCTEXEHHSIM
OnTnHM 3 APC, BKItOYaUM NPoBeaeHHsT AOCIOKEHHS
BCiX JJaHOK remMocTagy. JJoBi4Ha aHTUKOarynsHTHa Tepa-
nis ganeka Bif, ineany, ToMy HeoOXiaHi GinbL TOYHI iH-
CTPYMEHTN OJ151 BU3HAYEHHS PU3NKY Ta NPOorHo3y. Npo-
6nema ADC y aitelt notpebye noaanbLUNX AOCHIAXKEHb
L7151 CTBOPEHHSI PEKOMEHAALIN 3 OiarHOCTUKM, NiKyBaH-
HS 3aXBOPIOBAHHS Ta CXEMW CMOCTEPEXEHHSA TaKNX fi-
TEW, OCKINbK NPW BiAMOBIOHWX Nikax i MogudikaLii cno-
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CoOy XunTTS BinbLUiCTb AiTel 3 nepBMHHNUM ADPC MOXYTb
BECTU HOPMaJbHUIN 300POBU CMOCIO XUTTS.

3anexHo Bif, nokanizadji Ta cTyneHs Tpom0603y pia-
KiCHe remaTtornoriyHe yCKNaHEHHS Y ANTUHWN 3 NEPBUH-
HuMm ADC y BUrnsiai popmMyBaHHsS BTOPUMHHOI Koarynona-
Tii (rMnbokunin aediumt VI, IX, X1, XIl dakTopis 3ropTaHHA
KPOBI) i3 NOEOHAHHSM 3 FEHETUYHO 3YMOBJIEHOIO CXWJb-
HICTIO 10 TPOMOO®INIYHMX po3nafiB i3 BapiaHTamu re-
HiB PAI-I, FGB, ITGAZ2a, Factor Xll, HpaA-2b moxe npu-
3BOOVTU K 0O FrEMOPAriyHoro giatesy, Tak i 4O pU3unKy
Tpom603y. [ns BigNoBigHOro nikyBaHHA HeobxigHa pe-
TesnbHa iHTepnpeTaujis pedynbTaTiB 1abopaTopHUX aHa-
niziB 3a HasiBHOCTi ADA. BinbLu BUCOKMIA pU3KK NOBTOP-
HOro TPOMO6O3Y MOB’A3aHNIN 3 HASBHICTIO MO3UTMBHOMO
pesybTaTy Ha BOBY4AKOBUIA aHTMKOAryNsHT Ta/abo HasB-
HicTIo BUCOKNX TUTPIiB APA (TOO6TO NO3UTUBHWUIA HA BOB-
YaKOBW aHTUKOAryNSIHT, aHTUKaPAioNiNiHOBI Ta aHTUTINA
00 B,-rnikonpoTeiny ), Ha BigMIHY Big, MO3UTUBHOIO pe-
3ynbTaTy ive ogHoro TecTy. Y AGA-No3UTUBHUX aiTein
HeobXiaHO A0CNIaKYyBaTU HEKPUTEpPIabHI yCKNaAHEHHS,
TakKi Ik CepLueBO-CYANHHI, HEBPOJIONiYHi, LLKiPHI, HNPKOBI,
reMaToJsiorivHi Ay19 AKicHOro Niadopy Tepanii Ta peKoMeH-
Jauin woao noaasnbLioro CrnoCTepexXeHHs .
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ANTIPHOSPHOLIPID SYNDROME

WITH ACQUIRED COAGULATION

FACTOR DEFICIENCY AND GENETICALLY
DETERMINED PREDISPOSITION

TO THE THROMBOTIC EVENTS

IN CHILDHOOD

O.M. Mukvich, L.I. Omelchenko,
N.M. Diachenko, T.A. Hridina,
A.O. Yakovenko

SI «O.M. Lukyanova Institute of Pediatrics,
Obstetrics and Gynecology National Academy
of Medical Sciences of Ukraine», Kyiv

Abstract. Antiphospholipid syndrome (APS)
in children is a potentially life-threatening
autoimmune multisystem disease that mainly

BipomocTi npo aBTOpIB:

manifests as vascular thrombosis with a high risk of
recurrent thrombosis (20-30%) and a high mortality
rate (7%). Although thromboses in children are
much less common than in adults, the proportion
of thrombosis associated with antiphospholipid
antibodies (APA) is higher in pediatric practice.
The aim of the study is to acquaint doctors with the
features of clinical manifestations and diagnosis
of primary antiphospholipid syndrome in children
with hematological complications, the importance
of conducting an extensive examination, including
the study of all links of hemostasis. Clinical
case. A clinical case of personal observation of
primary antiphospholipid syndrome in a child with
a debut in adolescence, post-thrombotic disease,
pronounced laboratory signs of deep disturbance
of various links of hemostasis is presented.
Conclusions. APS is a rare disorder with a very
limited number of reported cases in children, but
with diverse clinical manifestations and disease
outcomes. Carrying out an extended examination
ofa child with APS, including the study of all links of
hemostasis, allows to correctly choose the tactics of
treatment and observation, to determine measures
for the prevention of severe complications.

Key words: antiphospholipid syndrome,
children, coagulopathy, clotting factor deficiency.
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