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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

AHTUdOoCchoninigHnin cungpom (APC) — cuctemHe
ayTOIMyHHe 3aXBOPIOBAHHSA HE3 ICOBAHOI €TiONOrii 3 LWn-
POKMM CMEKTPOM CYANHHUX Ta/ab0 akyLLepCbKnx Nposi-
BiB, MOB’A3@HMX i3 TPOMOOTUYHVMM Ta 3anaIbHUMU Me-
XaHiaMamu, KepoBaHMU aHTUGOCPHONINIAHUMU aHTN-
Tinamn (ADA) [10]. MowwmpeHricte ADC y negjiaTprYHii
nonynsuii YkpaiHu Ha CbOrogHi He BU3HadyeHa. 3a na-
HUMKM KaHaacbkoro peecTpy, B AKOMY MPOCMNEKTUBHO
ineHTndikoraHo 137 gjTein, yactoTa BMNaaKiB BEHO3HO-
ro Tpombo3y ctaHoBuna 5,3 Ha 10 000 rocnitanisauin,
a60 0,07 Ha 10 000 guTs4oro HaceneHHs [1].

Y natoreHesi AOC nposigHy porb BigirpatoTs ADA,
30Kpema, aHTU-B,-rnikonpoTein | (aHTn-B,-IM I) aHTn-
Tina, ski ABNSIHOTb COOOI0 PIBHOMAHITHY rpyny aHTUTIN, WO
CNPSMOBAaHI MPOTU PAAY aHTUNEHHNX MiLLIEHEN, TaKUX SK
npoTpomMOGiH (MT), komnnekcu pochaTnanncepuH/npo-
Tpom6iH (PC/MT), koMrnnekcy BIMEHTUH/KapajoniniH, aH-
HekcuH A2 i aHHekcuH A5. ADA-iHaykoBaHa KiTUHHA aK-
TMBALLsi MPU3BOOUTb 4,0 MHOXUHHUX NPOKOAryIaHTHAUX i
npo3anasnbHyx ePekTiB, a TaKOX aKTMBaLji KOMMIEMEH-
TY i € OCHOBHMM YMHHUKOM TPOMOOTUYHMX YCKNaAHEHb
npu ADC. HasiBHICTb 000ATKOBUMX (DaKTOPIB PU3KKY, 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, SKLLO € Bibll 04EBUAHE PO3’ACHEHHS.
*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
kpoBoTeui [2]. 3B’a30k ADA 3 TpoMOOEMBONIHHUMM NO-
DisiMK LUMPOKO Ta Ao6pe 3aa0kyMmeHToBaHMA. OgHaK Ha-
OyTa koarynonarTis, cnpuimnHeHa ADA, € KOMMNIEKCHOIO
1 iHOAj MOXE NPOSIBASTUCA Y BUrISIAI reMoparidyHoi noaji
3 PiIBHUM KJIHIYHUM CTyNEeHeM TsXXKOCTi abo KoMBiHOBa-
HOro TpoMmboremMopariyHoro cungpomy [7, 111.

Mpn BEHO3HOMY TPOMOO3i Ta CTilAKO NO3UTUBHOMY
TecTi Ha ADA NOTOYHA pekoMeHaaLLis NoNarae B nikyBaH-
Hi LOBroTpMBaIMMN aHTUKOoarynaHtamm [13].

JNikyBaHHa ADC y ajten Ha CboroaHi 6a3yeTbCs HA MO-
OnodikoBaHnx pekomeHaauisx nikysaHHsa APC y nopoc-
JX, ane Yyepes BikKOBi 0COBNIMBOCTI reMoCcTasy y fiTen
HE MOXe MOBHOI MiPOIO BiANOBIAATY iX TepaneBTUYHNM
notpebam. Y AOA-NO3NTUBHUX OiTEN BUKOPUCTOBYETHCS
riapPOKCUXTOPOXiH, AKMIA TaKOX MOoXe 3abe3neqnTu ae-
AKi 4OAATKOBI MOXJIMBOCTI 418 NPOdiNakTnky yCcknaa-
HeHb ADC [4].

BpaxoByloun BULLEBMKIIAAEHE, HA CbOroAHi HEMaeE
YiTKMX pekoMeHJaLin, WO IMPYHTYIOTLCS Ha AoKasax, Big-
HOCHO ajarHocTuku Ta nikyBaHHS APC y piTei, LWwo notpe-
Oye 0,oOaTKOBMX OOCHIKEHb, B TOMY YACHIi aHani3y okpe-
MUX KITiIHIYHMX BUnaakis [14].

META POBOTHU

O3HaoMunTu nikapie 3 0COBIMBOCTAMU KAiHIYHNX
nposiBiB Ta AjarHocTukun nepuHHOro AMC y aiten i3 re-
MaTONOMYHUMU YCKIaOHEHHAMW, BaXKJIMBICTIO NpoBe-
OEHHS1 PO3LLMPEHOro 0OCTEXEHHS, BKIIOYalo4M OOCTIi-
[DKEHHS BCiX TaHOK remocTaay.

HaBoaMmMo KNiHiYHMIA BUNaaokK BAacHOro cnocrepe-
XeHHs nepBruHHOro APC y AnTnHM 3 0ebi0TOM Y Npeny-
6epTaTHOMY BiLlj, TOCTTPOMOOTUYHOIO XBOPOOOLO, BUPA-
KEHMMIN NabopaTOPHUMIM O3HAKAMU MNBOKOIO ypaskeH-
HS1 NTaHOK remMocTaasy.

Xnon4uk Bikom 17 pokiB BNepLLe rocnitanisaoBaHum
y BioAiNeHHs AMTa401 peBMaTosorii Ta ayto3anasbHyX
3axsoptoBaHb 1Y «|[HCTUTYT negjatpii, akywepcTsa i ri-
Hekonorii imeHi akagemika O.M. Jlyk’aHooi HAMH Ykpa-
iHM» Yepe3 8 pokiB Bif NOYaTKy 3aXBOPIOBAHHS 3i ckap-
ramMm Ha 3BUBUCTICTb Ta HaNMpPY>XeHHsI BEH NMpaBoi FroMif-
KU, HabpsiK ii Ta BiNlb NepeBakHO Yy BEYIPHI Yac, BUCUN
B NiAKONIHHIN OinsHLi NpaBOoi HOMM, KPOBOTOUMBICTb SICEH
MifL, Yac YMLLEHHs 3y6iB.

Y BiLj 9 pOKiB Mif yac cnopTUBHUX 3MaraHb (rpay 6ac-
KeTb0s1) OTPUMAB TPaBMy 3 YTBOPEHHSM Y BEPXHIl Yac-
TUHI NPaBOI rOMISIKM rinepemMoBaHOI YLLIbHEHOI OiNsH-
KU1, rapsivoi Ha O0TUK, Pi3ko 60MY0oI Npy nanbnawji Ta
0OMEXEHHAM PYXiB Y MPaBoMy KOMiHHOMY cyrno0i. IMic-
N9 06CTeEXEHHS B 06naCHIN NikapHi 3a JaHnMu ynbTpa-
3BYKOBOIro gochnimkeHHs (Y3/[1) cyavH HUXHIX KiHLiBOK
niarHoctoBaHo GnedboTpomMO0O3 BEH MpaBoi roMinkm
(NpoxoguB cTauioHapHe NikyBaHHS, ke BKJtoYaso iH-
dyasinHy Tepanito aHTMKoarynsaHTamu). Y noganbliomy
CrocTepiraBcst CyauHHUM Xipyprom 2 pasm Ha pik, ne-
pioAnYHO OTPMMYBaB MeAMKaMEHTO3Hy Tepanito (ae-
Tpanekc, sBapdapviH, ppakcMnapuviH, TMBOPTUH, akTOBE-
riH MPOTAroM OQHOrO POKY, Aasi 5 pOKiB OTPUMYBAB LI-
K0-3 dopT, HOPMOBEH). B ocTaHHiI 1,5-2 poku nikapcbki
3acobu He oTpuMyBaB. Y Bilji 14 pokiB BnepLue BUSIBNE-
HO NATOJIOrYHI 3MiHM Koarynorpamu: NiaBULLLEEHHS PiBHS
aKTMBOBAHOI0 YaCTKOBOro TPOMOOMIACTUHOBOIO Yacy
(AYTYH) — 43,3c (N 22-33), yac pekanbuudikaLyji 3rycT-
ky — 1,72 ¢ (N 0,8-1,2), nigguieHHs piBHs ADA: ckpu-
HIHrOBMIA TECT HA BOBYAKOBUIN aHTUKoarynsHT — 106,2 ¢
(N 31-44), nipTBepaxysanbHuin TecT — 42,8 ¢ (N 30-38),
LA-AUTO — 2,4813 (cunbHO BUpaxeHuin puank). OgHo-
YyacHo BusBreHi niguweHi pisHi akKJ1IgG >160 (cunbHo
MO3UTUBHUIA peadynbTar) Ta B,-rnikonpoteiny | aHtuTin IgG
>160 (CunbHO NO3UTUBHWUI pe3ynbTaT). AnTadmm peBs-
MaTosIoroM ambynaTtopHO BCTaHOBMEHO AiarHo3 ADPC,
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npu3HayYeHe NikyBaHHs NaLieHT He oTpuMyBas. [1pu no-
BTOPHMX OOCTEXEHHSX B MEAMNYHMX yCTaHOBax YkpaiHu
yTprmMmyBanucs nigsuLLeHi pisHi A4TY (55,1-76,9 c¢), no-
[OBXEHHS NPOTPOMOiIHOBOro vacy (20,2-23,1 c), npo-
TpombiH 3a Keikom 53%.

Y Biui 17 pokiB Npy OBCTEXEHHI B LLEHTPi remocTa-
3y HACJT «OXMATONT» BnepLue BuseneHo aediumt VI
(7,8%), IX (2,2%), XI (3,8%) dakTopiB 3ropTaHHS KPOBI.
Mpu ubomy Mopdosoria TpoMéoumTiB (MakpodopMm —
2%, me3zodpopmn — 82%, mikpodopmn — 16%) Ta no-
Ka3HWKK arperauii TpomooumTiB 3 ageHo3nHandocda-
ToM (AOD) i pUCTOLETUHOM MaNN HOPMATMBHI 3HAYEH-
HS1, a 3 eniHePUHOM Ta KOSlar€HOM BUSIBIEHO 3HUXKEHHS
AKTMBHOCTI TPOMOOUMTIB. 32 faHMM BiOXiMIYHOrO aHa-
Ni3y KPOBI, BUSIBIEHO MiABULLIEHUI PiBEHb FOMOLMCTEI-
Hy — 19,3 mmonb/n (N go 12,4) npy HOPMATUBHUX NO-
KasHukax dponiesoi kmcnotm — 1,85 Hr/mn (N 1,2-8,8)
Ta BiTaminy B,, — 282,83 nr/mn (N 214-864). 3a paHnmn
IHCTPYMEHTaNTbHUX A0CTIIKEHb, BUSBNEHO exorpadiyHi
O3HakW renartocrieHomeranii, ynbTpasByKOBi CUMMTO-
MM NOCTTPOMOOMNEBITUYHOIrO CUHAPOMY, KicTa beiike-
pa niBoi MiAKONIHHOT AINSHKW.

Mpn NpoBeaEHHI MONEKYNAPHO-FEHETUYHOr O AOCHi-
oxeHHs B 13 «PedepeHc-LeHTp 3 MONeKynspHoi aja-
rHocTrkm MO3 YkpaiHn» BCTaHOBMIEHA EKCMPECIS reHIB
PAI-1, FGB, ITGAZa, Factor Xll, HpaA-2b, MTHFR, MTRR,
MTRI, RFC, wo no3Bonuio aiarHocTyBaTy CNajikoBy ri-
NeproMouMCTEIHEMIIO MOMIPHOIO CTYMNEHs!, 3MiLLaHOro
reHesy, 3yMOBJIEHY BapiaHTaMu reHis gponatHoro o6-
MiHy MTHFR, MTRR, MTR1, RFC Ta koarynonarito (rnm-
6okunin nediunt daktopis VIII, IX, XI), HU3bKMIA honaTHMIA
craryc. [JiarHOCTOBAaHO MEHETUYHO 3YMOBJIEHY CXUJ1b-
HICTb 40 TPOMBOMINIYHKX Po3naais, acoLiioBaHy 3 Ba-
piaHtamu renis PAl-1, FGB, ITGAZ2a, Factor Xll, HpaA-2b.
SHWXEHHS YyTANBOCTI A0 PONIEBOI KNCNOTU, 5-MeTUN-
TeTparigpodonary, LiaHokobanamiHy; BUCOKUM pPU3nK
MHOXWHHUX FNOBITAMIHO3HMX CTaHIB, aHEMii, Heanko-
rONbHOI XMPOBOI ANCTPO®Ii NeYiHKKW; yNoBiSIbHEHE Ha-
KOMUYEHHSA Ta BUBEAEHHS NiKiB, eHA0reHHUX LUKiQ/IMBUX
CMNoJIyK Ta EK30reHHNX MeTaboriTiB, acoLjioBaHe i3 Ba-
piaHToMm reHa MDR1. INipo3pa Ha crnafkoBe MopyLUeHHS
0OMiHY aMiHOKMCOT Ta aUWIIKAPHITUHIB.

[ns yTOYHEeHHs AjarHo3dy Ta BU3HAYeHHs nogalb-
LIOi TaKTUKM Tepanii AuTuHa HanpaeneHa B Y «lHcTu-
TYT nefiaTpii, akyLepcTsa i FiHEKONOrii IMEHI akagemika
0O.M. Nyk’aHoBoi HAMH YkpaiHu».

3 aHamMHe3y XUTTs BiAoOMO, WO AuTuHa Big, | BariT-
HOCTI, YCKJIaAHEHOI MOEAHAHVIM FreCTO30M Ha Thi rinep-
TOHIYHOI XBOPOOM Matepi (nepebyBana Ha cTauioHap-
HOMY NikyBaHHi), | TepMiHOBYVX NONOriB Ha 38-My TUXHI
LLISIXOM KECAPEBOrO PO3TUHY (BHYTPILLHLOYTPOOHA ri-
nokcis nnoga, Tyre ABopas3oBe OOBUTTS MYMOBUHOIO).
HeoHaTansHWIn nepion He CynpoBOOKYBABCS remopa-
riyHumMun enisogamu. MNpopidyBaHHs 3y0iB, ¢isnyHa ak-
TUBHICTb HE CYNPOBOAKYBaINCS FreMaTOMaMm, CUHLAMM.
Cepep ontaumnx iHpeKUinHMX 3aXBOPIOBaHb — BITPsSIHA
Bicna B 5 pokiB. XBOPI€ HA rOCTPI pecnipaTopHi iHpekLji
3-4 pasu Ha pik. LLlenneHwii 3a BikoM, 6€3 ycknaaHEeHb.
Cepep, TpaBM: nepenom NpaBoi NPOMEHEBOI KiCTKM Y
BiLi 4 poku, B 13 pokiB TpaBma rybu, NpoBeaeHa Mexa-
HiYHa 3ynMHKa remocTtagdy (HaknagaHHs weis). Onepa-
TMBHE BTPYYaHHS 3 NPUBOAY NYNKOBOI KWW Y BiLli 6 po-
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KiB 6€3 remopariyH1X yCckiiaaHeHb. 3a JaHNMU PENEBAHT-
HOrO aHaMHe3y, anepronoriYHMX NPOSIBIB HE BU3HAYEHO,
CNaaKoBICTb 00TsXXeHa (y mamu Ta 6abyci 3a MaTepuH-
CbKOIO JIHIEI0 BAPNKO3 BEH HIVDKHIX KiHLIBOK, apTepiasib-
Ha rinepTeHsis).

Hayac rocnitanisauii y BigaineHHs Temnepatypa 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. 3aranbHuii CTaH OUTUHW CTabINbHUIA.
Ha BHYTPILLHIN NOBEPXHi NPaBOro CTerHa B NiAKOMIHHIN
OinsgHLi 060X Hir BidyanidyeTbCs BUCUM Y BUTISIAj HEPBO-
HO-KOPUYHEBMX NASIM OBasIbHOI POPMU i3 NYLLEHHAM,
Ha roMifikax — NooAWHOKI CMHLL, NMOCTTPaBMaTuYHi pyo-
ui. Ha 3agHin noBepxHi NpaBoi roOMifIK1 BEHWN 3BUBUCTI,
npw nanbnawji e1acTUYHOT KOHCUCTEHU,i, NiABULLLEHOrO
HanpyXeHHs. Buanmi cnn3osi 060N0HKN POXEBI, BOJIO-
ri. HIrTbOBi N1aCTNHN He ypaXxKeHi, BONIOCCS He BUNajae.
31K poxeBuiA, 0OKnaaeHuin Ginnmm HanboToM, 3ybu ca-
HOBaHi, iCHa NepPioaNYHO KPOBOTOYaTb. [lepudepuryHi
nimdaTnyHi By3nn WniAHOI rpynn 36inbLueHi 1o 0,5 ¢,
enacTunyHi, 6e360iCHi, He crasHi 3 HABKOMNLLHIMW TKa-
HUHaMW, NOOAMHOKI. M’a30BMin TOHYC CUMETPUYHUIA,
36epexeHunii. [epKyTOpHO BiAMIYAETLCS AICHUI NIereHe-
BUIN 3BYK. AyCKyNbTaTUBHO ANXaHHS BE3UKYNSIPHE, XpU-
M HE BUCTYXOBYIOTLCS. TOHM Cepus NMPUrayLUeHi, puT-
MiyHi. JKUBIT M’iknin, 6€360MiCHWIA, AOCTYNHWIA ANs No-
BEPXHEeBOI nanbnadii. MeviHka 6ins kpato pebepHoi ayrn,
cenesiHka He nanbnyeTbcs. [iypes goctatHin, aedpeka-
uis 1 pas3 Ha foby, BUNOPOXXHEHHS 3abapBneHi, 6e3 na-
TONOriYHUX foMilok. Cyrnobu He aedirypoBaHi, He ra-
psidi, He HabpsKni, 6esbonicHi Npy Nanbnadiii, akTWBHI Ta
MacuBHI Pyxn B MOBHOMY 00CA3i, GYHKLiS 30epexeHa.
BonicHICTb OCTUCTUX BIOPOCTKIB BIACYTHS, 0OMEXeHOC-
Ti pyxiB y LUNAHOMY Bifaini xpebTa He BUSIBNIEHO.

Mip, yac nepebyBaHHA B CTaLioHapi NPOBOAMIM O0-
CNioKeHHs1 Ans BUKIoYeHHs BTopuHHoro ADC, acoui-
rosaHoro i3 CHB (aHTuHykneapHi aHtutina <1:100 (He-
ratmeHi), SmDP-S, aHtuTina lgG — 1 Og/mn (HeraTmBHi),
komMmnnemeHT (C3C komnoHeHT) — 0,93 r/n (N 0,9-1,8),
kommnnemMeHT (C4 komnoHeHT) — 0,15r/n (N 0,1-0,4),
aHTuTIna ao asonaHurorosoi AHK — 0,8 (N <1,1). Jla-
©opaTopHO Ha Thi pi3ko niaBuLLeHnx piHiB APA: aCL
IgG — 54,1 GPL (N <9), aPS IgG — 161,4 U/ml (N <9),
aPEIgG — 58 U/ml (N <10) yTprmyBanocs NigsuLLLEHHSI
AYTY o 128,2 ¢, npoTtpombiHoBoro Yacy — go 20,1 c.
Mpy NOBTOPHOMY OBCTEXEHHI B LIEHTPI reMocTasy Bu-
SIBJIEHO HEraTUBHY AMHAMIiKY OKPEMUX MOKA3HUKIB 3rop-
TaHHA kposi: ¢akTop Il — 31,6% (N 79-131), dakrop
V — 65,2% (N 62-139), dakTop VIl — 81,7% (N 50—
129), paxTop VIIl — 5,5% (N 50-150), dakTop 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 ¢oH Binnebparnaa (Ag) — 99,7% (N 61-157), dak-
Top poH Binnebpanaa (active) — H/B (N 49-169), npoTte-
iHC —94,8% (N 70-140), npoTeiH S, BinbHWIN — 104,4%
(N57,6-112,5). Arperauis TpomboumTis 3 A0D i eniHed-
PVUHOM 3HWXKEHA, 3 PUCTOLLETUHOM BiACYTHSI.

Mpwn Y3[ aiarHoOCTOBaHO renaTtocnjieHoMeranito, Ba-
PUKO3HE PO3LUMPEHHS CeNe3iHKOBOI BeHM (puc. 1), pop-
MyBaHHS1 MOPTaIbHOI MNePTEeH3ii, L0 PO3LLIHEHO §K NO-
4aTKOBI 03HaKM HopmyBaHHsS cuHapomy Bapna — Kiapi.
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KNIHIYHI JOCNIAXEHH4A

3a gaHnMm gonnnepoMeTpii CyanH HUXHIX KIHLIBOK:
npaea H/K: knyboBi BEHN Ta 3arajbHa CTErHOBa BeHa
(3CB) npoxigHi, cybToTanbHa pekaHanisawis nosepx-
HeBux cTerHoBux BeH (MCB) Ta niaKoniHHO-roMinkoBo-
ro cermMeHTa, pednokc Kposi. Pedniokc 3a BepXHLOK
MOPOXHUCTOO BeHo (BIB). KnanaHn manoi nigwkip-
Hoi BeHu (MI1B) cnpomoxHi. HegocTtaTHICTb NoBeEpPXHe-
Bux BeH (MNB) Cockett, Dodd, 3aaHb0-MenianbHOI; niBa
H/K: knyooBi BeHu Ta 3CB npoxigHi. CybToTanbHa peka-
Hanisauja NCB Ta niakoniHHO-roMiNKOBOro CermMeHTa,
pedniokc kposi. BMNB ta MIMB npoxiaHi, knanaHu cnpo-
MOXHI. MNpu npoBeaeHHi TpomboenacTorpadii Noka3Hm-
KV reMocTasy BKaayloTb Ha CTaH rinokoarynsii (puc. 2).

Ha nigcTasi ckapr, KniHIKO-aHaAMHECTUYHUX OAHUX,
NabopaTopHWX Ta iIHCTPYMEHTASIbHUX OOCAIAXEHb, MPO-
BeAEHOI ANDEPEHLINHOI AiarHOCTUKN OANTUHI BCTAHOB-
neHo aiarHo3a nepeuHHU APC (no3utmeHi aHTuTiNg IgG
Do kapgionininy, B,-rnikonpoteigy, aHtndocdatnannce-
PUHOBI, aHTUdOChaTNaANNETAaHONAMIHOBI, BOBY4aKOBUI
AHTUKOAryJISIHT; BAPUKO3HE PO3LLMPEHHS CENe3iHKOBOI
BEHW, B aHaMHe3i 2 enizoan Gn1eboTpomMb03y rimbokmx
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Puc. 1. Y3[] cenesitku 3 ynbTpa3BykoBUMM 03HAKAMM BApUKO3HOIO PO3-
LUNPEHHS CeNe3iHKOBOI BEHN.
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Puc. 2. Tpomb6oenactorpadis 3 pesynbratami NOKa3HUKiB remocTa-
3y, L0 BU3HAYEHI K CTaH rinokoarynsauii, y AuTuHm 3 giarHo3om AQC

BEH HWXHIX KiHLiBOK). [lopTanbHa rinepTeHsid, CUH-
npom bapna — Kiapi? FeHeTn4HO 3yMoBeHa CXUITbHICTb
[0 TPOMBOOINiYHMX PpOo3naaiB, acoujiinoBaHa i3 BapiaHTa-
mMu reniB PAI-1, FGB, ITGAZ2a, Factor Xll, HpaA-2b. Bto-
pvHHa Koarynonarisa (rnnbokuin aediunt gpaktopis VI,
X, X1, XlI). MocTTpoMO0oTMYHA XBOPO6a 060X HVXKHIX KiHLLi-
BOK. BTOPUHHWMI BapmKO3 NpaBOoi HNXXHBLOI KiHLIBKK. XPO-
HiYHa BEHO3HA HEQOCTATHICTb MPAaBOI HYXKHBLOI KiHLBKA
C8, niBoi — C2 (CEAP). MNopyLueHHs ©0oaaTHOro o6miHy.

OnTrHi NnpnaHayeHo Tepanito rigpoKCUXI0POXiHOM
TaaueTnaCaniuuIoBOIO KNCAOTO ANs NpodinakTukmn Ta
nonepekeHHs MOBTOPHUX BUMaKiB TPOMBOO3Y, HOCIHHS
KOMMpPeCinHMX naHyox Il knacy Ha HUXXHI KIHLLIBKM B AEH-
HWIA Yac. 3aniaHoBaHO ONepPaTVBHE NiKyBaHHS BApUKO3-
HO PO3LLMPEHUX BEH HMXXHIX KIHLLIBOK — €HA0BEHO3Ha na-
3epHa koarynsuis (EBJIK).

OBroBOPEHHSA

MpencrtaBneHnin KNiHiYHUI BUNagoK NePBUHHOIO
ADC y ouTnHM Bikom 17 pokiB 3 HEOBTSXXEHUM CiMeli-
HVIM @aHaMHE30M OEMOHCTPYE MOro Ni3HI0 AiarHOCTUKY,
OCKinbky Ae6i0T 3aXBOPIOBAHHSA, O4EBUAOHO, MaB MicLie
B NpenybepTaTHOMY BiLli, KONX Yy OUTUHW Y Biui 9 pokiB
nicns CNopTUBHOI TPaBMM BYB BUSIBAEHWI CYOKNIHIYHNIA
TpomMb0odNedIT BEH TPAaBMOBAHOI FOMISIKMN. Xo4a AnTu-
Hi 6yn0 NPoOBEAEHO CTaujoHapHe NiKyBaHHSA aHTUKoary-
NFHTaMM Ta CyOMHHUMW npenapaTamMm Ta PeKOMeHO0-
BaHO ix NpuiiomM B amBynaTopHuX ymoBax, giarHo3 APC
Breple 6yn0 BCTAHOBMEHO NuLIE Y Bili 14 pokiB, Konn
B CMpOBAaTLj KPOBi BUAB/IEHO NATOJONi4Hi 3MiHM Koary-
norpamu Ta BUCOKi piBHi ADA pa3om 3 BOBY4AKOBUM aH-
TUKOArynsiHTOM.

Oco6nmMBICTIO BUMAOKy € PO3BUTOK Y NaujieHTa piakic-
HOMO remMaTosIoriyHoro ycknaaHeHHs npy AAC, BTOPUH-
HOi koarynonartii (rinokoarynsuii), cnpMinHeHoi Haby-
TMM rnbokum aediumtom daktopis VI, IX, XI, XIl Ha Tni
rEHEeTUYHO 3YMOBJIEHOI CXMJTbHOCTI 0 TPOMBOMINiYHMX
po3nagjB, acoLinoBaHux 3 BapiaHTamu renis PAI-I, FGB,
ITGAZ2aq, Factor Xll, HpaA-2b.

IHriGiTopyn dakTopiB 3ropTaHHs KPOBI — Lie aHTUTINA,
AKi HeMTPaNi3ylTb aKTUBHICTb HGaKTOPIB 3rOPTaHHA KPO-
Bi Ta NiABULLYIOTb iX KNiPEHC, NepeLLKomKayn, TUM ca-
MUM, iX HOpMaUbHir QYHKL]I, SIK L& BiAMIYEeHO Npu Takmx
CTaHax, ik remodinisi, ayToiMyHHi 3aXBOPIOBaHHS, 3J10-
AKICHI MYX/IMHK, BAriTHICTb Ta No6ivHi eddekTu Big, NpUio-
My npenaparis. BoBY4akoBWi aHTUKOArynsaHT € aHTUPOC-
doninigHMM aHTUTINIOM, SKe NOB’a3aHe 3 PU3NKOM TPOM-
603y, gk Le BiaMivatoTb Npyn APC. Y piakicHUX BUnaakax
y MaUIEHTIB 3 HASIBHICTIO BOBYAKOBOIr0 aHTUKOArysnsiHTa
MOXYTb BUHMKATVN reMoparivyHi ycknagHeHHs [8].

Y nauieHTa rnmboki NOPYLUEHHS TAaHOK reMoCcTasy
npossnsnucs nosHoto BiacyTHicTio VIII, IX, XI, XII pakTo-
piB 3ropTaHHs Kposi. Binomo, wo ¢dakrop Xl — ue rniko-
NPOTEiH N1asMm KPOBI, k1A 6epe y4acTb Y paHHii dasi
Kackaay 3ropTaHHs KPOBI, BUABASETHCS MPY HOPMaJIbHO-
My remMocTaai i KonnBaeTbCs B Mexxax 70—150%. Tsxxkuin
nediunt pakrtopa Xl BU3Ha4aeTbCA K aKTUBHICTb < 15%
Bi, HOPMUK, 2 0COOM 3 HaCTKOBUM AediLMTOM — 3a3BU-
yar MaroTb akTMBHICTb 20—70% BiAHOCHO HOpMK. Haby-
TN pediumt gpaktopa Xl HacTo BUSABNSIOTL Y NAUEHTIB
i3 3aXBOPIOBAHHAMM MEYiHKM BHACNIAOK HEAOCTATHBLO-
ro rioro cnHTesy abo B nepioa, novaTky CUHAPOMY AVC-
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€MIHOBaHOIr0 BHYTPILLUHLOCYAVHHOIO 3ropTaHHs KPOBi,
a TaKOX Y XBOPUX 3i 3M105IKICHMMM 3aXBOPIOBAHHAMM Ta
npw ayToiMyHHUX XxBopobax, 3okpema CHB [5].

dopMyBaHHsSt ayTOAHTUTIN NPOTU PaKTOPIB 3ropTaH-
H$ KPOoBI BiaoyBaeTbca y 10—15% ADA-NO3UTUBHUX Mallj-
eHTiB. 3a3Bnyait ADC aBnse coboto HAbyTy ayTOIMYHHY
TpoMO60odIinito i3 TEHAEHLIE A0 rinepkoarynswii. Y Hawo-
My BUMaaKy HabyTunin oediumT GakTopiB 3ropTaHHs KPo-
Bi 3yMOBMB, 3 BULLOIO BIPOTiJHICTIO, PyX CUCTEMU FreMOC-
Ta3y B Oik rinokoarynsyji.

HaseneHi ocobnmeocTi nepebiry APC y nauieHTa
BU3HAYMNIN HEOOXIAHICTb NepcoHidikoBaHOrO niaxony
[0 BMOOPY TEPANEBTUYHOT TaKTUKW 3 OrAIAY Ha PU3UNKN
KpPOBOTeui Ta TPOMOOYTBOPEHHS. MauieHTy 6yno npu-
3HAYeHO TiapPOKCUXITOPOXIH, OCKINbKX B in Vivo, in vitro
Ta KNiHIYHMX OOCNIMKEHHAX NPOAEMOHCTPOBaHa NOro
e@EKTUBHICTb LLIOAO 3HMXXEHHS pU3nKy Tpombo3y [13].
BpaxoBaHO TakoX, LLIO rAPOKCUXIIOPOXIH HE MOB’A3aHNI
i3 NiABULLEHUM PU3NKOM KPOBOTEYI NMpW 3aCTOCYyBaH-
Hi MOro Ik B MOHOTEeparnii, Tak i B KOMOiHaLLi 3 aHTMKoa-
rynsHtamm [4].

BpaxoBytouu, L0 y navieHTa € rnmboKe NOPYLLIEHHS
remMocTasy 3 BiACYTHICTIO OKpeMUX pakTopiB 3ropTaH-
HS KPOBI, a B fliTepaTtypi — NOBiAOMIEHHS PO MOXJIVBI
KPOBOTEYi NP 3aCTOCYBaHHI aTMKOArynsiHTIB, Li npena-
paTn XBOPOMY HE pekomMeHayBanu. [Npru3HayYeHo aHTu-
TPOMOOTUYHI NpenapaTn, a came aueTuncaniunno-
BY KMCNOTY B A03i 75 Mr Ha noby. OanH 3 meTaaHanisiB
3 11 gocnigxeHb, BkO4YHO 3 1208 naujeHTammy 3 ADA i
139 TPOMBOTUYHUMM NOAIAMM, CBIAYNUTb, WO NaLEHTM
3 ADA, ki 4OBro OTPUMYBaJIM HU3bKI 031 aLeTuncani-
LMAOBOI KMCNoTn, Manu Ha 50% HMXYMIA PUSKK BUHMIK-
HEHHs1 TPOMOOTUYHOI NMOAIT, HXX Ti, XTO HE OTPVMYBAB LIbO-
ro nikysaHH4 [12]. Kpim TOro, aHanis niarpyn BignoBigHo
[0 NaTtoreHeTn4Horo GoHy Nokasas, L0 3HVKEHHS pU-
31Ky 6yN0 3HaYHUM y 6€3CMNTOMHUX ADA-NO3NTUBHNX
0Ci0, a Takox y ADA-nNo3uTHBHMX NauieHTiB i3 CHB abo
TpoMOOTUYHUM ADC.

BUCHOBKHU

HaseneHui KiiHiYH1M BUNaaok CBIiAYNTb, LLO NEPBUH-
HUn ADC y aiTen € TAXKUM )19 AiarHOCTUKM Ta JliKyBaHHS!
3aXBOPIOBAHHSIM, LLIO 3arPOXXYE XUTTIO a0 3HMXYE MOro
AKICTb. Y AUTAYOMY BiLLi 4151 MOro BUSIBNIEHHS HEOOXiAHO
OLHIOBATW HAasIBHICTb HE NuLle KNacuikaLinHUX Kpu-
TepiiB Ta HekpUTepiabHNX YCKNaaHeHb 3 OOKy cepLie-
BO-CYOVHHOI, HEPBOBOI CUCTEM, HAPOK, MNEYIHKN, LLKIpW
TaiH., a 1 NpoBeAEeHHS PeTeNbHOro 1abopaTopHOro 0b-
CTEXEHHS 4151 BUSIBNIEHHS Koarynonartin. Baxnmsumy fi-
QrHOCTWLL Ta OLHLj PM3KMKY MOBTOPHMX TPOMOO3IB € re-
HeTMYHEe 0BCTEXEHHS HA HAsIBHICTb BPOMXKEHOI CXWUJ1b-
HOCTi O TPOMBOTUYHINX PO3NaaiB.

Litn 3 ADC notpebytoTb NepcoHidikoBaHOro niaxony
[0 NiKyBaHHS, MPY LbOMY PiLLIEHHST LLIOA0 3aCTOCYBaHHSA
AHTUKOArysnsiHTIB NPy BTOPUHHI NpodinakTunui Tpomob0-
3y Mae 6yTr 00r'pyHTOBAHE PO3LLMPEHMM OOCTEXEHHAM
antrHm 3 APC, BKItOYAIOYM NPOBEAEHHS O0CTIAKEHHS
BCiX JTaHOK remMocCTagy. JJoBi4Ha aHTUKOarynsHTHa Tepa-
nis ganeka Big ineany, ToMy HeOOXiaHi OifbLL TOYHI iH-
CTPYMEHTU OJ151 BU3HAYEHHS pPU3NKY Ta NPOrHoay. lNpo-
6nema ADC y gitert noTpebye NoganbLUNX JOCIAXKEHb
L151 CTBOPEHHSI PEKOMEHAALLN 3 OjarHOCTUKM, NiKyBaH-

KNITHIYHI JOCNIAXEHHYA

HS 3aXBOPIOBAHHS Ta CXEMW CMOCTEPEXEHHSA TakuX Ai-
TEln, OCKIiNbKM NPU BiANOBIAHWX Nlikax i moamdikauii crno-
CoOBy XunTTS BinblUiCTb AjTel 3 nepBrHHNUM ADPC MOXYTb
BECTU HOPMaJIbHNIA 3A0POBUI CMOCIO XUTTS.

3anexHo Big, nokanizauji Ta cTyneHst Tpom0603y pif-
KiCHEe reMaTonorivyHe YCKNaAHEHHS y ANTUHU 3 NEPBUH-
Hum ADC y BUrnsiai popmMyBaHHS BTOPVHHOI Koarysona-
Tii (rnmbokuin pediumnt VI, IX, X1, Xl pakTopis 3ropTaHHs
KPOBI) i3 NOEOHAHHSIM 3 FEHETUYHO 3YMOBJIEHOIO CXWJb-
HICTIO 10 TPOMOOMINIYHMX po3nafiB i3 BapiaHTamu re-
HiB PAI-I, FGB, ITGAZ2a, Factor Xll, HpaA-2b moxe npu-
3BOOUTU SIK 0O FrEMOPAriyHoro giatesy, Tak i 4O pU3unKy
Tpomb03y. 115 BIiANOBIAHOrO NikyBaHHS HEOOXiaHa pe-
TenbHa iHTepnpeTayia pesynbTaTiB 1abopaTopHUX aHa-
nisiB 3a HasaBHOCTI AA. BinbLL BUCOKMIA PU3NK MOBTOP-
HOro TPOMOO03y MOB’A3aHUIN 3 HASIBHICTIO MO3UTMBHOIO
pes3yfbTaTy Ha BOBY4AKOBUIA aHTMKOAryNsHT Ta/abo HasB-
HICTIO BUCOKMX TUTPIB ADA (TOOTO NO3UTUBHWIA HA BOB-
YaKOBUI QHTUKOArysiHT, QHTUKAPAIONiNiHOBI Ta aHTUTINA
00 B,-rnikonpoTeiny 1), Ha BiAMIHY Bif, MO3UTUBHOIO pe-
3ynbTaTy ive ogHoro TecTy. Y AGA-No3UTUBHUX aiTein
HeOobXiaHO [OCNIoKYBATU HEKPUTEPIAIbHI YCKINAAHEHHS,
TakKi 9K CepLEeBO-CYANHHI, HEBPOJIONiYHi, LLKIPHI, HAPKOBI,
remMaTosIoriyHi s skicHOro Nigdopy Tepanii Ta peKoOMeH-
Jauin woao noganbLioro CrnoCTePEXEHHS.
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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

S1«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

BipomocTi npo aBTOpIiB:

autoimmune multisystem disease that mainly
manifests as vascular thrombosis with a high risk of
recurrentthrombosis (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
of a 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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