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AHTUDOCDONINIOHUNA
CUHAPOM, ACOLINOBAHMIA
3 TPOMBODIIEIO, B MEXAX
NPOTPOMBOTUYHOIO
dEHOTUNY

AHTugoconinigHni cuHapom (APC) 3annLiaeTbCs akTyasbHUM AJ18 Jlika-
PIB yCix criewiasibHOCTEN, aaXXe Ma€ PiBHOMAaHITHY KiJIbKiCTb MaHigpecTaLin.
Kpim Toro, oHoBneHi knacugikauiviHi kputepii AOC 2023 AMepuKkaHCbKO-
ro konegxy pesmarosiorii (American College of Rheumatology — ACR)/
€Bponericbkoro asibsiHCy peBMaTosoriyHux acouiadivi (European Alliance
of Associations for Rheumatology — EULAR)) matoTb HiTKi LOMEHU, L0 Ha-
Zae JlikapsiM MOXJ/IMBICTb CBOEYaCHOI0 BCTAHOB/IEHHS fiarHO3y. MeTa Ljboro
JOCJTIKEHHS] — OKPEC/INTM OCOBIMBOCTI NePLUOi TPDOMOOTUHYHOI noAii'y na-
LieHTKn MosioA0ro Biky 3 ADC, acouirioBaHM 3i 3MilLiaHUM 3aXBOPIOBaH-
HSIM CroJ1y4HOI TKaHWHW. PaHHS agiarHocTvka ADC | KoMneKkCcHe ikyBaHHS
acovujirioBaHvX NPoLEeciB 403BOJINIIO 3arajibMyBaTH MPOJIOHraLito XBopobu
Ta CBOEYACHO BIAHOBUTU XUTTEBO BaXJINBI QYHKLIT naLieHTkn. AHani3 aa-
HUX KJIHIYHMX Ta 1a60paTopHYX MPOSIBIiB J03BOJISIE MEPCOHIpiKoBaHO Po3-
paxyBatu NPeanKTOPU HACTYMHUX NOAIN: PIBHI aHTUGOCHONINiaHNX aHTU -

Tisl, MOKa3HWKW ayTOIMyHHOI naHesii Ta koarynsuiriHoro amcbanaHcy.

BCTYN

AHTUdOoCchoninigHnin cnHopom (ADC), sense coboto
QyTOIMYHHY TPOMOBO®INi0, BUKITMKAHY LIMPKYTIOIOYMMN
aHTMdocdoninigHMMmn aHTUTInamm (adJ1) (BOBHaKOBUIA
aHTukoarynsHT (LAC), aHtuTtina oo kapaionininy (aCL),
aHTuUTINa 0o B,-rnikonpoteiny | (B,-GPl)), 3maTHy cnpu-
YNHUTUN PO3BUTOK TPOMOOTUYHMX NMOAjN. [MoLKooKEeH-
HS KMITVH Ta iIHOYKYBaHHS NPOTPOMOOTUYHOIrO GEHOTU-
ny NpmM3BOAaTb 40 TPOMOO3Y 11 ycknaaHeHb. PisHoMa-
HITTA TPOMOOMDINIYHMX HACNIOKIB 3aNEXHO Bifl, BapiaHTIB,
kombiHaui Ta TuTpiB adJ1 BUKNIVKAE TPYAHOLL| B NOSIC-
HEHHi PanTOBOro PO3BUTKY HErATUBHOI CYANHHOI NOA;T
y nauieHTa. Ha Haw nornsg, came npoTpOMOOTUYHWIA
GbEHOTUMN € OCHOBOIO 7151 PO3YMIHHS MO, MOB’A3aHNX
i3 ADC. OHOBIEHI OCTaHHIM YaCOM KNlacudikaLirHi Kpy-
Tepii AGC 2023 AMepunkaHCbKOro Koseaxy peema-
Tonorii (American College of Rheumatology — ACR)/
€BpOnNencbkoro anbsiHCY PEBMAaTONONYHNX acoLjaLLiii
(European Alliance of Associations for Rheumatology
— EULAR) (puc. 1) Hapganu nikapsmMm MOXJ/IMBICTb CBOE-
4YaCHOro BCTAHOB/EHHS ajarHosy [1, 2].

3 ornsgy Ha TpoMOOdINIYHI HAacNiaKK, cnig posrnis-
[aTu BKIIOYEHWIN 00 KnacudikauiiHMX KpUTepiiB — ma-
KPOCYaAMHHWI. BiH siBNsie co6ot0 BEHO3HY TPOMOOEM-
6onito (BTE) 3 BUCOkMM npodinem pnaunky i 6e3 HbOro.
Ha BigMiHy Bif, LLbOro KPUTEPID, MakpPOBACKYISAPHNA —
Le apTepianbHUIA TPOMB03 3 BUCOKMM NPODIeM pU3nKy
PO3BUTKY CEPLIEBO-CYANHHMX 3aXBOPIOBaHb | 6€3 HbO-
ro. Mpu A®C pomiHye (*%; BUNaaKiB) BEHO3HWIA TPOM-
603, rofIOBHMM YYHOM HUXHIX KiHLLIBOK, HabaraTo pigLue
— LUNIAHWX BEH, BEH BEPXHIX KIHLBOK 200 BiCLIepanbHUX
BeH. ApTepianbHui1 TPOMO03 3a3BUYali CTOCYETLCS CY-

OVH roNnoBHOro mMo3ky. MNpu ADC Big3HavaloTb HacTi
peunavem TPOMO03Y, XapakTEPHOIO PUCOID SKMX € MOo-
siBa B TOMY CaMOMYy PYCJli, B AKOMY BUHWK NMEPLUNI eni-
304. o dakTopiB pm3nky, 0cobnnBO apTepiasibHOro
TpomMb03y, Hanexartb apTepianbHa rinepTeHsis, rinep-
roMOUUCTEIHEMIA | 3aCTOCYBAHHA FOPMOHO3aMICHOT
Tepanii abo koHTpauenTueie [1, 3]. HaBnaku, BeHO3-
HWI TPOMOO3 MNOB’A3aHWI 3 HAAABHICTIO rinepTpuriiue-
puaewmii, cnagkoBoi Tpom6odiniiabo aCL IgG >40 MO.
Lna ctpatudikauii puaunky HabyBae KNiHiYHOro 3Ha4YeH-
Hs1 06’ egHaHuin aHanisa APC — LLkana pu3aunky KNiHIYHNX
nposieie AOC (Global APS Score — GAPSS). Y naujeH-
TiB, SIKi nepeHecnn TpomMb603 Ta/abo nereHeBy TPOMOO-
emMbonito, NOPIBHAHO 3 NaLjeHTaMu 6e3 KNiHIYHUX Noajl
(GAPSS 9,3 (4,8) (mianasoH 1-19) Ta 5,3 (4) (niana3oH
0-16), p<0,001) GAPSS moxe 6yT KOPUCHUM IHCTPY-
MEHTOM [J151 OLiHKN pU3nKy TpoM603y abo BTpaTu Ba-
riTHocTi y adJ1-no3nTMBHUX NaLieHTiB, Nepexoasyn Bia,
koHuenuii adJ1 9k egMHOro OjarHOCTUYHOrO aHTUTINA
0o adJ1 sk pakTopa pr3nKy PO3BUTKY KIiHIYHUX NOLIA.
nobanbHa wkana AOC GAPSS € noka3HMKOM pu3u-
Ky 10ro KniHiYHUX NposiBiB. BoHa BpaxoBye KOMOiHALLit0
He3anexHux GakTopieB CepPLEBO-CYANHHOIO PU3NKY Ta
npodinb noautreHocTi adJl: rinepninigemis, apTepi-
anbHa rinepTeHsis, aCL, aHTn-B,.GPI i LAC. Bucoki pis-
Hi GAPSS BusIBNEHi y nauieHTiB 3 apTepiaibHUM TPOM-
6030M (cepenHe 3HaveHHs GAPSS 12,2 (5,2)) Ta 3 pe-
LUMAMBYIOYMMUN KNiHIYHUMUK nposiBamu ADC, Bktoyatoum
Tpomb03 Ta/abo 3axBOPIOBAHICTb Y Nepio, BariTHOCTI
(cepenHe 3HavyeHHsa GAPSS 13,7) [4, 5].
CrpaTtudikaLis pusnky € ofHielo 3 OCHOB cy4yac-
HUX MEeANYHUX OOCANIOXKEHb, CNPSIMOBAHUX HA BUSIB-
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KNIHIYHI JOCNIAXEHH4A

NOYATKOBI KPUTEPIT
Xoya 6 OfLMH KNiHiYHWIA KpUTEPIit cepef HaBeAEHUX HUXYE, LOKYMEHTaNbHO NiATBEpAXeHUN (LoMeH 1-6)

+

no3utusHuii Tect Ha a®J (tect Ha LAC, abo nomipHi/BUCOKi TUTPU aHTUKAPAIONINIHOBUX Yu aHTU-B,-rnikonpoTeiH-1 antuTin [IgG abo IgM] npotsrom 3 pokis
nicng KNiHIYHOrO KPUTEPIto

AKLL,O BIACYTHI, HE HAMATAWTECS KNACU®IKYBATU 9K AdC.
AKLL,O HASIBHI, 3ACTOCYWTE ABUTUBHI KPUTEPI|

!

AOUTUBHI KJTIHIYHI TA IABOPATOPHI KPUTEPIT
He BpaxoByiiTe KNiHiYHWI KpUTEPIN, SKMIA € BiNbLL BIPOTiAHUM NOSACHEHHAM, Hix ADC.
Y KOXHOMY JOMEHi BPaxoBYNTe NNLLE HANBMLLWIA KPUTEPIiA A0 3aranbHOi OLHKK.

KniHi4yni kputepii Ta gomeHn Banu KniHi4yHi kpuTepii Ta gomeHn Banu

D1. MakposackynsapHi (BTE) D2. MakpoBackynsipHi (apTepianbHuii Tpom603 — AT)
BTE 3 Bucokum puaukom BTE 1 AT 3 BUCOKMM PU3NKOM CEPLLEBO-CYANHHNX 3axBoptoBaHb (CC3) 2
BTE 6e3 Bucokoro pusuky BTE 3 AT 6e3 Bucokoro pusuky CC3 4
D3. MikpoBackynsipHi D4. AkywepcTBo
[ligo3pa (1 4u binbLue 3 HACTYMHOIO): 2 >3 nocninoBHux npedetanbHux (<10T) Ta/abo paHHix GpeTanbHux 1

+ Livedo racemosa (ornsg); (10T 0p—157 64) BUNAaKiB cMepTi.

* NiBefoifHe BaCKyNoNaTuyHe YPaxeHHs (ornaa); ®etanbHa cmepts (16T 0n—33T 64) 3a BigCcYTHOCTI Npeeknamn- 1

- rocTpa/xpoHiyHa adJl-Hedponaria (ornsa yu naboparopHe Ao-
CNiAXEHHS);
* NlereHeBa KpoBOTeYa (CMMNTOMM Yu Bidyanisauis).
BctaroBnenHs (1 4u 6inbLue 3 HACTYMHOro): 5
* niBefoigHa Backynonarig (NatonoriyHe JOCHIAXEHHS);
+ rocTpa/xpoHiyHa adJl-Hedponartis (natonoriyHe LOCNIAKEHHS);
+ JlereHeBa KpoBoTeya (MatonoriyHe JOCHiIIKEHHS);
* 3axBOPIOBAHHS Miokappa (Bidyanisawis 4n natonoriyHe focni-

cii (ME) 3 Taxkumun 03Hakamm abo nnauetapHoi HegoctatHocTi (MH)

3 TKKMMU 03HaKamu

ME 3 TxkMMm 03Hakamm (<34t 04) a6o MH 3 TXKMMM 03HaKamm 9
(<347 0p) 3/6€3 peTanbHOi cMepTi.

ME 3 TxkMmm 03Hakamm (<34t 0g) i MH 3 Taxkumm o3Hakamu (<341 4
0n) 3/6e3 peTanbHoOi cmepTi.

IDKEHHS);
* KPOBOBW/MB Y HAHUPKOBI 3aN103M (BidyanidaLlis Y1 NaTtonoriyHe
LLOCNIAXEHHS).
D5. CepueBwii knanax D6. l'ematonoris
MoToBLLEHHS! 2 TpombouuToneHis (HaiiHuxynit Big 20 po 130-10%/n) 2
Beretauis 4
JlaGopaTopHi KpuTepii Ta JOMEHU Banu JlabopaTopHi KpuTepii Ta LOMeHn Banu
D7. a®J1-tect 3a gonomoror GyHKLiOHANLHOIO aHani3y D8. a®J1 TBepaodasoBuii Tect
Ha ocHoBi koarynauii (tect Ha LAC) (aCL ELISA i/a6o aHTu-aB2GPI ELISA [nocriiiHo]).
MNo3utusHuii LAC (oauH pas) 1 TomipHo uu Brucoko no3utusHuii (IgM) (aCL Ta/abo aHTu-B,- 1
Mo3utusHuii LAC (nocTiiiHo) 5  rnikonportein).
MomipHo noautuenwmii (IgG) (aCL Ta/abo aHTU-B,-rnikonpoTeiH) 4
Bucoko nosutusHuii (IgG) (aCL abo aHTu-B,-rnikonpoTeiH) 5
Bucoko nosutusHwii (1gG) (aCL Ta aHTu-B,-rnikonpoTein) 7

!

SATAJIbHA OL|IHKA
ADC BcTaHOBNIOETHCS 3a HASBHOCTI xo4a 6 3 6anis 3 kNiHiYHMX AOMEHIB i xoua 6 3 6anis 3 NabopaTopHNUX LOMEHIB.

Puc. 1. Knacudikauiiini kputepii ADC 2023 ACR/EULAR [1]

JIEHHS OCi6 3 BUCOKNM PU3MKOM PO3BUTKY HECTIPUST-
JIVBOro pesysibTaTty NPOTAroM NeBHOro nepioay, Wwob
Ha HUX MOXHa Oyno crnpsiMyBaTu CTpaTerii paHHbOI
npo@ginakTuk Ta MOXNIMBI MeToaMn AikyBaHH4A. LLn-
pOKO po3pobneHi Mogeni nporHo3dyeaHHa CC3, Binb-
WiCTb 3 SKMX 30CepemXeHi Ha cepLeBnx abo uepe-
B6poBackynsapHux noaisax [6]. B,-InikonpoTteiH3anexHi
aCL knacy IgG € 3HauyLLMM NPeanKTOpPOM MaibyTHbO-
ro rocTporo iHpapkTy Mmiokapaa (IM) y yonosikis. 30-
Kpema, ToMy Lo i3oTun IgA 6yB niaBuLLEHWI Npn He-
cTabinbHI cTeHokapgii Ta IM 3 nigiioMom cermeHTa
ST. TpoMmbOTHYHA MiKpoBacKynonaTis cepus BUKIN-
Kae€ iLemito Mmiokapaa, sika MpoBOKYE YTBOPEHHS TPOM-
6iB. loBeaeHa B3aEMO/iA MiKPOCYAMHHUX Ta BHYTPILL-
HbOCEpPLEBUX TPOMOOTUYHMX nogii npn ADC. Taxka
OncdyHKLis Miokapaa cama no cobi Moxe CTaHOBUTHU
pU3KK TPOMOY NiBOro wnyHo4vka. OgHak aaHi nepBuH-
HOrO BHYTPILLHLOCEPLIEBOIrO TPOMBO3Y B iHLLMX KaMe-

pax cepus cBig4aTb NPo MOXAUBY Posib adJ1 y LbomMy
npoueci. Y Aesknx noBigoMMAEHHSX ONNCYETLCS NosiBa
TpomOiB Y BCix 4 kamepax cepus. BctaHOBNEHO, LLLO BU-
coki pieHi aCL IgG noB’s3aHi 3 yTBOPEHHSIM BHYTPILLI-
HbocepueBux TpombiB (p=0,007). Exokapaiorpadis
BUSIBNIIE BENINKMIA PYXOMWIA anikanbHUin TPOMO, HOp-
MaJibHi KnanaHu Ta 3HMXKEHHSA CUCTONIYHOT QYHKLT Ni-
BOro LWIyHO4YKa. He3axalun Ha aHTUKOAryasHTHY
Tepanito, NauieHT 3roaomM NepeHoCUTb MACUBHUN iH-
CYNbT, i TPOMG 3BOPOTHO 3HMKAE NPU MOBTOPHOMY [0~
cnigXkeHHi[7, 8]. Y nauieHTiB i3 BTopnHHUM ADC Bigmi-
Yyanu BinbLL BUPaXEHY CUCTONIYHY ANCPYHKLLIO NiBO-
ro LWIyHOYKa MNOPIBHAHO 3 MaLui€HTamMm 3 NEPBUHHUM
ADC. IcHye cunbHa Kopensauis Mixk TpoMbodiniyHUMM
ctaHamu Ta IM y nauieHTiB 3 ADC, ane He gns iHWKX
TpoMbo@iniyHMX 3axBOpPtOBaHb. AyTOAHTUTINA MOXYTb
0ATW YHiKasbHe YsIBIIEHHS MPO iIMyHHY akTMBaLlito, a Ta-
KOX oxapakTepmnadyBaTn GEHOTUNM 3aXBOPIOBAHHS Ta
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nporHos. Cnig nam’aTatv Npo 3anexHiCTb MaHidecTa-
uii ADC Big Bmicty adJ1 (tabn. 1) [9, 10].

Kno4yoBy ponb y npoueci koarynsauii i remoc-
Tasy Biflirpae eHOOTENIN CyAuH, SKUI BigoNoBigae
3a BupobneHHsa dakTtopa ¢oH BinnebpaHga (VWF).
VWF onocepenkoBye aaresito Mk peLentopamMm no-
BEPXHi TPOMOOLMTIB i CTIHKOK CyaVHW, NiABULLYETLCS
y BUNagkax TPOMBOTUYHOI MiKpoaHrionaTii, NoB’a3aHoi
3 CMHAPOMOM BHYTPILLUHBOCYAVHHOIO 3rOpPTaHHS KPO-
Bi (OB3-cuHgpom). MNMopyLueHHa KOHTPOO ekcnpecii
TPOMOBOMOAYIHY eHOO0TENIANbHUX KITITUH MOXE Npu-
3BECTU A0 NonerweHHs reHepadii TpomOiHy, Lo 3ro-
[IOM 3YMOBJIIOE NiABULLIEHHS aKTUBaLLii TPOMOOLUTIB i
nepeTBOpeHHs GibpuHoreHy Ha dibpuH [9, 10].

MeTol0 LbOro gocnig>XXeHHa OyN0 OKPECINTMU
0CO6AMBOCTI NEPLLOi TPOMOOTUYHOI NOAji Yy NaLEHT-
K1 MoJsiogoro Biky 3 AQPC, acouinoBaHUM 3i 3MiLLAHUM
3axXBOPIOBAHHAM CMNOY4HOI TKaHUHK (33CT).

Y uin ctaTtTi MM NpeacTaBAs eEMO BUNAO0K NALEHT-
ku 3 YkpaiHu, aka mae ADC, acouiioBaHuin i3 33CT.
OTpuMaHo 3rofay NaujieHTKY Ha NyonikaLiio AaHnX.

JocniopxeHHs NpoBOANIOCS BiAMOBIAHO A0 NMPUH-
umnie 6ioeTukun, BuknaaeHux y FenbciHcbkin aekna-
pauii, — «ETUYHI NPUHUMNIN MEeaVNYHUX OO0CHIAXEHb
3a yyacTio nogen» Ta «3arajibHa geknapawis 3 6io-
eTukn Ta npas nognHn» (KOHECKO).

KNIHIYHUA BUNAJOK

MauieHtka O., 37 pokiB 3 icTOpieto XBOPO6U 6 MiC.

[iarHo3: rocTpuin MO3KOBUI iIHCYILT: iIHDAPKT rooBs-
HOro MO3Ky B 6aceliHi niBoi Mo3koBoi apTepii (06.01.2024
P.), KPUNTOrEHHWIA NiATUN, NErkmii NpPaBoBiYHW remina-
pes, an3apTpisa nerkoro ctynens. MIHSS-5. Mrs-1.

Ckapru npu 3BepHEHHI Ha HECTEPMHUI FONIOBHUIA
6inb, cnabkicTb y NpaBil pyui, Bio4yTTS 3aknageHoc-
Ti y Byxax. Bpuragoto wemnakoi nonomoruv 3adikcosa-
HO apTepianbHMin Tuck — 120/80 MM pT.CT., YacToTa
cepueBmx ckopoyeHb (HCC) — 72 ya./xB, Temnepary-
pa tina 37,3 °C. [locTaBneHa B cTaLioHap BigaineHHs
LepebpoBacKyNapPHOI NATONOrii MiCbKOi KAiHIYHOI fi-
KapHi B TAXKOMY CTaHi, Ae nNpoBeaeHO 0OCTEeXEeHHS i
NikyBaHHs. 3a AaHUMU aHaMHE3Y 3aXBOPIOBaHHS Bi0O-
MO, L0 Y NALIEHTKM OCTAHHIMKM pOKaMM Bia3Ha4anmcs
4yacTuih roNIOBHUI Binb, 3arafnbHa cnabkicTb, Oinb B cy-
rnobax, 3HUXEHHS NMpaue3faTHoCTi. 3a A40NoOMOroo
He 3BepTanacs, npuiimMana 3HebooBanbHi Npenapa-
Tn. BariTHicTb — 3, BUKngHi — 2, nonoru — 1. MeHo-
naysa 2 poku (He yTO4HeHa Npu4mnHa).

O6’ekTUBHO Mpu rocnitanisauji piBeHb CBIAOMOCTI
15 6aniB 3a wkanot Masro. OpieHToBaHa. EmMouiliHO
nabinbHa, ¢gikcoBaHa Ha CBOiX Bio4yTTaX. MeHiHreasnb-

Tabnuug 1
BianogigHicTb nposigis A®C Bmicty adJl

IgG aHTn- IgM anTu-

ManidecTauis LAC ;%?_ L%T Bz-rniKP- B2-rni|(“o-
npoteiH  mpoTeiH
XBopoba knanaHis NA NA
Jlerenesa rinepTeHsis NA
Livedo reticularis NA
Hedponaria NA

TpombouuToneHis
['eMoniTMyHa aHeMmis

KNITHIYHI JOCNIAXEHHYA

Hi CUMNTOMW BIACYTHI. YepenHo-mo3KoBi Hepsu (UMH):
Lwini oyen, 3iHmui D=S, pyx 060x 04eli B NOBHOMY 00CSI-
3i. Hictarm BigcyTHin. HocorybHi cknagku CUMETPUYHI.
931k No cepeHin NiHii. PoHaujs, akT KOBTaHHS HE No-
pyLUeHni, an3apTpis. TOHYC M’A3iB KiHLiBOK HE MopyLue-
Huin. Mpoba bape (+) B npasux kiHuiBkax. Crna npasumx
KiHLiBOK 3HMXeHa a0 4,0-4,5 6ana. Cyx.-nep. pednek-
cun D>S, B1COKi, NaTonoriyHi 3Hakm CTynHi (+) cnpasa.
Y nogsi Pombepra Hecrilika. NanbueHocoBy Npoby Bu-
KOHYE 3a40BiNbHO. YepesHi pednekcu TopnegHi. Mo-
pyLUeHHs DYHKLiTi Ta30BUX OPraHiB 3anepeYye.

Y OinsiHUi cnyHM Ta BiYHKMX NOBEPXHAX Tifa Ha LUKi-
pi yncneHHi nposieu cityacToro nieeno. LLintonoaioHa
3an03a Ta nepudepunyHi NiMdoBy3Nn He 36iNnbLLEHI.
Mynec 82 yA./xB, 3a40BINbHNX BNACTUBOCTEN, apTe-
pianbHUi TMCcK 125/80 mm pT. CT. Y OinsHUi KapoTua-
HWX apTEPIl BUCITYXOBYETLCS CNabKMn LUyM. AyCKyJb-
TaTUBHO: OMXAHHS BE3UKYJISIPHE, XPUTIB HE BUSIBJIEHO.
YacTtoTta gnxaHHsa 22 3a 1 xB. [1epKyTOPHO BiAMIYaETb-
csl nvwe nomipHe (oo 1 ¢cMm BniBO Bif NiBOI cepefHbO-
KJTIOYMYHOT NiHIT) 3MILLEHHA MeXi cepus; ayckynbTa-
TUBHO — ocnabfieHHs NepLIoro TOHY Ha BepxiBLi Ta
MOMIPHUM CUCTOMIYHWUIA LUYM TaM caMo i B TouLi BoTki-
Ha; aKLLEHTY TOHIB HAQ OCHOBI CEPLS HE BUSIBNIEHO. XXu-
BIT M’SIKMIA, NeYiHKa i cenesiHka y kpato pebepHoi ayru.

Mip yac nepebyBaHHA y cTaLioHapi B NaLEHTKN Big-
Midanu TPMBOXHWUIM CUHAPOM. 3 4acoM 3pocTanu cuna
i 06cAaAru pyxiB y KiHLiBKax. 3MEHLUMANCS YyTNMBI MO-
pyLueHHs. MNokpaLLmnocs MoOBEHHS. Y HEBPOJIOTiYHO-
My cTaTyci 36epiraetbCcs nipamigHa HeaoCcTaTHICTb Ta
TPUBOXHWUIM CUHAPOM. Jloronez BU3Ha4YMB AU3apTpito
JIErKOro CTYMEHS TAXKOCTI.

Pesynbtatn nabopatopHOro o6CcTexXeHHs:

1. 3aranbHuin aHani3 KPoBi: epuTpoOLUTN —
3,4-10"?/n; remorno6iH — 106 r/n; nenkounTn —
5,5-10°%/n, TpombounTtn — 120-10%/n, e-2%, n-1%,
c-60%, n-24%, m-14%, LUBNAKICTb OCiJAHHSA epUTPO-
umtiB (LLUOE) — 23 mm/roga,

2. C-peaktmBHui 6inok 12,8 r/n.

3. AyToiMyHHa naHenb. [No3nTUBHI aHTUHYKNeap-
Hi aHTuTina Ds-DNA, ANA (1:1200), aHTn-Sm (Smith
aHTureH), SS-A/Ro, SS-B/La. Posrnagaetbcs giarHos
33CT, aknin Bignosigae ceponoriyHomy kputepito ANA
(1:1200), Ds-DNA SS-A/Ro, SS-B/La 1a 24 kniHi4HUM
KpuTepiam (cuHapom PelHo, apTpuT, Mianris, cit4ac-
Te niseno). BctaHoBneHo no3antueHicTb a0 adPJl (LAC,
aCL >150 SGU, B,-rnikonpotein >150 SGU).

4. iarHOCTOBAHO rEHETUYHO 3YMOBJIEHY CXWIIbHICTb
[0 Tpom6odinii, aCoLiOBaHy 3 BapiaHTaMM reHiB: CepriiH-
1PAI-1-aHTaroHiCT TKaHWHHOIO aKTBaTopa nia3mMiHore-
Hy, reH FGB-®}ibpnHOreH (reTepo3nroTHe HOCINCTBO).

Pe3ynbTat iHCTPyMEHTaNIbHOrO 06CTEXEHHS:

1. YnbTpassykoBe gocnimkeHHs (Y3[) ekcTpakpa-
HianbHWX apTepin: carotis int. dex. NPOCBIT AiameTpom
4,5 mm. V. sist. — 82,9 cm/c. Ri 0,55. Komnnekc iHTma-
megia: 3CA 0,5-0,6 mm. Mo xpebLeBurx apTepisix KPOBO-
MJVH aHTErpPagHNn, CUMETPUYHUIA. [paBopyy NPOCBIT Aia-
meTpom 3,5 mm. V. sist. — 40,0 cm/c. Ri0,51 cermeHT V2.
JNisopy4 npocsiT giameTpom 3,1 mm. V. sist. — 44,9 cm/c.
Ri 0,59 cermeHT V2. ApTepii xpebTa binarepansHo aedop-
MoOBaHi B V2. BucHoBok: Y3/1-03Hakv BepTebporeHHoi ae-
dopmalLlii xpebeTHMX apTepir 3 060X BOKIB.
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KINITHIYHI AOCNIAXEHHA

2. Exokapgiorpadisa: aopTa He yulinbHeHa. LdiameTp
Ha piBHi PK — 17 mm. CuHyciB — 29 mm. JliBe nepen-
cepas: 35x47 mm. IHoekc 06’emy niBoro nepencepast —
28 mn/m2. [MpaBunii LLTYHOYOK — CepeHin aiameTp 28 Mm.
MpaBse nepencepas — 11 mm. J1iBUI LLTYHOYOK — KiHLE-
BO-AiacTonivyHum po3mip (KAP) 47 MM, KiHLEBO-CUCTOSIY-
HWI po3mip (KCP) 32 MM, KiHLEBWIA OiacToNIYHMIA 06’EM
(KZO) 102 mn, KiHUEeBWIA cucToniyHmi 06’em (KCO) 41 mn,
TOBLUMHA 33a[HbOI CTiHKM NiBOro wayHouyka — 10 Mm.
dpakuis Buknay 60%. YoapHuino6’em 71 mn. IHaekc macum
miokapaa (IMM) niBoro wnyHouka 93 r/m2. MitTpanbHuin
KJlanaH: CTyJsK1 B CUCTOSY MOBHICTIO 3iMKHYTI. MAE 1,9.
Mponanc ctynok — 5 MMm. AopTasnbHuin KianaH — CTyJl-
KW 3aMKHYTI MOBHICTIO. TPUKyCMiganbHWiA KnanaH: cTyi-
K1 B CUCTOJTY HEMOBHICTIO 3MUKatoTbes. TAPSE — 2,7 cMm.
E/A — 1,4. BuxigHni TpakT NpaBoro LWiyHO4Ka: Ha Kia-
naHamu nereHeBoi apTepii 20 Mm. MiTpanbHuii knanaH —
UmaxE 82 cm/c. UmaxA 60 cm/c. E/A 1,3. 'pagieHT Tnc-
Ky P — 4,2 mm pT.cT. Perypritauji Hemae. TpUCTYIKOBUIA
KnanaH: perypritauis oo '/, npasoro nepeacepas. Jlere-
HeBa apTepis: cMcTonivHnA Tck 31 mm pT. cT. Peryprita-
List Ha MiTpaibHOMY KlanaHi — trivial, Ha TprKycniaanbHO-
My Knanani — mild.

Sag: R18.6 (COI)

Mag: 1.9x

SENSE- B =
4.0thi/0 4sp 4.0thk/0.0sp
Lin:DCM/ Lin:DEMY1d:1D.

Lin:DCM / Lin:DCMV/ 1:1D

Puc. 2. MPT ronosHoro mo3ky, naujextka 0., 37 pokis

3. Y3/, 4epeBHOi NopoxHuHW. TigwnyHkoBa 3ano3a:
ronieka 2,3 cm, Tino 1,0 cm, xBicT 1,5 cm. CTpykTypa ogHo-
pigHa. ExoreHHicTb: cepeaHsi. BipCyHroBui npoTik He po3-
LUMpeHMIA. 3ao4depeBHi niMmdaTrYHI By3/n HE BU3HaYatoTh-
cs. MeuviHka: npaea yacTtka 14,4 cm, niea yactka 8,0 cm.
CrtpykTypa apidbHO3epHMCTa. CepenHs EXOreHHICTb, aBac-
KYNSIPHE YTBOPEHHS AiaMeTpoM 8 MM. XKOBYHUI Mixyp:
6,7x2,9 cm2, rpyluonofjoHoi dopmn. CTiHKM — 2,4 MM.
Mapenxima npaBopyd 1,7 cM, cepeaHbOi EXOreHHOCTI.
Maperxima niBopy4 2,0 cM, cepenHboi exoreHHocTi. Ce-
nesiHka: 10,0%x4,7 cm. BinbHOI piayiH1 B NOPOXHWHI HE BU-
ABNIEHO. BUCHOBOK: O3HaKM ypaXKeHHs MpaBoi YaCTKW ne-
YiHKW: remaHrioma.

4. MarHiTHo-pe3oHaHCcHa Tomorpadisa (MPT) ro-
JNIOBHOIro M03ky. MPT-03Haku nigrocTporo iluemMiyHo-
ro iHdapkTy B 30Hi 6asanbHUX 90ep, 3niBa, NigrocTpmx
NaKyHapHUX iLLEeMIYHMX iHDapKTIB y MBI AinsgHLi noba,
NiBiM TiM’ aHIN yacTui (prc. 2). O3HaKkn NOOANHOKMX BOT -
HULLLEBUX 3MiH B 000X TOOOBUX YaCTKax.

5. MPT wwiiHoro Bigainy xpebta. Knnu xpebueso-
ro amcka C7-C7 3 BiBHOCHUM CTEHO30M KaHasy xpebTa.
CnoHannoapTpuT, CNOHAMILO3 LUMAHOTO Biaajiny (puc. 3).

Taka cyKymnHiCTb O3HaK gana nigcrtaBu 3anigo3pu-
T ADC, JOCTOBIPHICTb IKOFO BCTAHOBJIEHA 3 OTPUMAaH-
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1.5T PHILIPS-DADOSAA

Sag: L9.5 (COl)

Mag: 1.2x

ET:17

TR:2500.0

TE:70.0

SENSE-Spine
3.0thk/0.6sp

Lin:DCM / Lin:DCMI/ 1d:ID
W:1616 L:930

DFOV: 25.0 x 25.0cm

Puc. 3. MPT wwuitHoro Bigainy xpe6Ta, nauientka 0., 37 pokis

HSIM NMO3UTMBHUX pPe3yfbTaTiB aHanidy kposi Ha adJl.
MpPOoaoOBXYETLCA AO0OOCTEXEHHS HA BUKJTIIOYEHHSI HEO-
MAaCTUYHUX MPOLECIB, BACKYNITY BENNKUX CyauH. Oun-
HaMika 3HWXEeHHA piBHA D-gumepy 3aranbmMoBaHa
Big, 1500 oo 540 npoTsarom 6 mic. 3 ornsay Ha Knacu-
dikauirni kpuTepii AOC (2023 ACR/EULAR) y uiei na-
LIEHTKN MaKpOCYOVUHHWIA NPOSIB (OOMEH 2) 3 ypaXeH-
HSAM LiepebpanbHUX CyayH 3 iHpapKTOM rOI0BHOMO MO3-
ky. LLlopo livedo reticularis (MikpocyamHHuiA jomeH 3),
TO Taky O3Haky CJif, po3rnsaaTi B paMkax 3MillaHoro
ab0 HegndepeHLLIoOBaHOO ayTOIMYHHOIO 3aXBOPIOBaH-
HA. JnCcPYHKLA LLeHTpasIbHOT HEPBOBOI CUCTEMMW: HOBUIA
ronoBHUI BiNb, SIKUIA HE pearye Ha Nikn Ta He NOSICHIO-
€TbCS aNlbTEPHATUBHUM AiarHo30M, OyB nepLInM Nposi-
BOM NaToJorii, ane, 3 orngay Ha knacudikauiriHi kpuTepii,
BiH JIMLLIE 3HAXOAUTb MICLIE B aKyLLEPCbKOMY aHaMHESI.
3a gaHnmMin exokapgaiorpadii, knanaHHa AMcdyHKLjs cep-
Lsi He BignoBigae knacndikauimHiM KpUTepisMm goMeHa
5 — «cepueBui knanaH». Ha Haw nornsg, ue nposiB Me-
3eHxiManbHOI aucnnagii. HactynHuin gomeH 6 (remaro-
noris): TpomoéoumMTOoNeHis. HalHmk4a KinbkicTb TDOMOO-
umnTiB B Uiei nauieHTkn 120-10°%/n, ninTBepaxkeHa MaskoMm
nepudepnyHOi KPOBi Ta MOBTOPHMM aHasi3om NoTpedye
BUIKJTIIOYEHHS «PIBHO AIMOBIPHYX» 260 «BinbLU MMOBIPHMX»
NMPUYMH, a TakoX NoTpebye NoaanbLLIOro MOHITOPUHIY
3a MM MOKA3HMKOM Y LiET NALEHTKM.

Y XBOPOIi, IKy M1 CMOCTEPIraemMo, 3 nepLumm eniso-
[0OM TPpOoMb603y B 6aceiHi niBoi MO3KOBOT apTepii, Ha-
CnigKOM SIKOro € iHdapKT rol0BHONO MO3KY, BU3Ha4e-
HO BiAMIHHOCTI Bif, iHLLIWX KiHIYHO NOAIBHUX CUTYyaLLilA.

JoBeneHo, Wwo TpoMOoUMNTONEHIA 3yMOB/IEHA
TpomboumTapHuMm dpaktopoM (FT4) 3a ymoBm nepcuc-
TeHuji 3 noanTueBHUMK adJl. adJ1 yacTo BUSBNSAOTb-
Csl 'y MauieHTiB 3 NOYaTKOBMM AiarHO30M igionaTtuy-
Ha TpombouuToneHivyHa nypnypa (ITM), npocnekTne-
HO MoB’si3aHa 3 TPOMBO30M (piBEHb [OKA30BOCTI |).
Lle moxe cBigunTtn npo Te, wo adJl cnpuinHsae Bu-
COKWIA pn3nK TpoM60o3y y nauienTis 3 ITM, abo wo ITM
€ nepwmm cumntomom ADC, gk i cMcTemMHoro 4yep-
BOHOIO BOBYaka. TpoMbouuMTOneHia yacTiwe BigMmi-
yaeTtbcs y nauieHTiB 3 APGC Ta CUCTEMHUM HEPBOHUM
BOBYAKOM, HiX Y nauieHTiB nuie 3 AOC (piBeHb goka-

KNITHIYHI JOCNIAXEHHYA

1.5T PHILIPS-DADOSAA

Sag: L5.9 (COl)

Mag: 1.2x

TE:70.0

SENSE-Spine
3.0thk/0.6sp |
Lin:DCM / Lin:DCM// 1d:ID.
W:1741 L:1002

\

i\
\
\ G X
ET:17 - \
TR: 2500.0 \ l "
\ A \
\

DFOV: 25.0 x 25.0cm

30BocTi ll). AHTUTING, CNPSIMOBaHI NPOTU rAiKoNpoTei-
HiB TPOMOOUUTIB, aCOLiIOITLCSA 3 TPDOMOOLUTONEHIEID
(ane He 3 TpOMOO30M) y xBOpPUX 3 adJ1, a TakoxX y na-
uieHTiB 3 ADC, nopiBHSAHO 3 xBopUMM Ha ITI (piBeHb
nokasosoctTi lll). Came naujieHT 3 Taknm XBOPOOAVBUM
HaBaHTaXEHHAM, K TPOMOOLMTOMEHIS, 3 MePCUCTYIO-
ynmu adJ1, 3a BiocyTHOCTI kKniHiYHMX NnposieiB APC, no-
BMHEH po3rnagartnucs sk BigMiHHWI Big, ITI: Taki nawi-
€HTM MatoTb NiABULLLEHNIA TPOMOOTUYHMIA PUSKK i NO-
TpebytoTb BinbLL peTenbHOro cnoctepexeHHsa [11, 12].

KniHiyHa 3HauywicTb adJl, BkAOYa4YM Nigsu-
LEHUIA pU3NK TPOMBO3Y Yy nauieHTiB 3 aCL, aHTU-3,-
rnikonpoteiHom Ta LAC, no6pe Binoma. Xoya adJ1 6e-
pyTb 6€3MnocepenHio y4acTb Y naToreHesi 1a nos’s3aHi
3 TPOMOOTUYHUM PUBNKOM, BOHM BigMI4aOTbCA HEYac-
TO, WO BKA3YyeE Ha Te, L0 A8 LbOro 3B’a3KYy MOTPIOHI
[00aTkoBi dakTopu. «pyrvin NOWTOBX» TAKOX BBAXKa-
€TbCS HEOOXIOHMM OJ151 TPOBOKALLii YTBOPEHHS 3ropTaH-
HS KpOBIi y HociiB adJ1 (Tabn. 2) [9, 12].

3 MOMEHTY nepLuoro noeigomneHHs npo APC 6yno
nokasaHo, o AesKi MiKpoOHi Ta BipyCHi areHTu Brv-
BalOTb Ha reHepadito adPJ1 Ta kniHivyHi nposisu APC.
OpHak obMexeHa yBara npuainsaeTbCsa MexaHiamy
NIATPUMKM XPOHiYHOro ayToiMmyHiTeTy npu APC. [e-
AKi 3 UMX MOTEHLIMHUX MexaHi3MiB, Lo 6epyTb y4acTb
y natoreHesi AOC, MOXYTb MaTu TepaneBTUYHI Hacnia-
kn. adJ1 cnpsimoBaHi NpoTn docdoniniass’a3yBanbHNX
6inkiB, Takmx sk B,-rNikonpoTeiH, i Moxe ByTh sK He-

Tabnuusg 2
BusnaueHnHsa adJl-acouiiioBaHoi TpombGouuTONEHi|

a®J1-acoujiioBaHa TPOMOOLMTONEHIS — Lie CMiBICHYBaHHS 1ab0PaTOPHMX
kputepiiB AOC nopsa 3 HaCTyMHUMK:

- TpomboumToneris (<100-10°n), ninTBEPAXEHO NPUHAMHI ABIYi 3 iHTEp-
BaoM y 12 Tux;

- BUKJIOYEHHS! MALiEHTIB 3 TPOMOOTUYHOIO TPOMOOLMTOMEHIYHOO Nypny-
POI0, ANCEMIHOBAHUM BHYTPILUHbOCYAMHHUM 3rOPTAHHSM KPOBI, NCEBAO-
TPOMOOLMTONEHIE Ta renapuH-iHaYKOBAHOK TPOMOOLUTONEHIE;

- TPOMOOLMTONEHIS XapaKTepuayeTbCs K NOMipHa (KinbKiCTb TPOMOOLMTIB
50-100-10°%/n) abo Tsxka (<50%10%/n).

MepeBaroio € nigknacudikallis XBopux 3a HasBHICTIO abo BiACYTHICTIO cUC-
TEMHOr0 YepPBOHOI0 BOBYAKA.

MauieHTn, ki BignoBigatoTb KNiHiYHUM kputepism ADC, BUKNoyaoTLCs

3 HABEJEHOr0 BULLE BU3HAYEHHS.
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naToreHHUM, Tak i NaToreHHM. Y ToM 4ac K HU3bKi
piBHi adJ1, ocobnmeo nigknacy IgM, MOXyTb Bigmiya-
TUCS y 30BHI 340p0BUX OCib i MaTu 3axucHy cuny, IgG
adJ1 moxyTb 6yTN NOB’A3aHi 3 naToreHHicTio [11, 12].

AHTUNPOTPOMOIHOBI aHTUTINA, BUAB/IEHI METOLOM
iIMyHOMEPMEHTHOI0 aHanidy, € reTePOreHHO NoMNyJsLyj-
€10, LLLO BKJIIOYAE aHTUTINA NpoTM NPOTPOMOIHY (aPT-A) Ta
aHTuTINa o docdaTtuanncepuHOBO-NPOTPOMBIHOBOIO
komnnekcy (aPS/PT). daHi npo kniHivHi acouiadii aPT-A
cynepeunusi i CBigYaTh NPO HU3bKY CNeun@iYHICTb LMX
aHTuTin ana giarHoctuku AMC (piBeHb Aoka3osocTi ).
CuctemMaTnyHUiA Ornsg, aHTUNPOTPOMOIHOBUX aHTUTIN
Ta pu3nky Tpomoo3y npu APC He BUSIBMB 3B’A3KY, He-
3a1eXHO Bif,i30TUNY, nokanizadii Ta Tnny seuLLa abo Ha-
SIBHOCTi CICTEMHOIO YHEPBOHOIO BOBYaKa. AK Yy TNNBICTb,
Takicneundiynictb aPS/PT BuLwi, Hixx ans aPT-A, Togj 9k
95% naujenTiB 3aPS/PT Takox € LAC NO3UTUBHUMU, LLO
CBIOYNTL NPO TE, WO aPS/PT Takox MOXe cryryBaTtu nig-
TBEPKYBaIbHM aHaisom ans LAC (piBeHb 40KA30BOCTi
Il); wi pesynbTaTn, 0gHaK, OTPMMaHI vLle B OOHOMY [0-
CRNigKeHHi, i 3aHenoKoeHHs Wwoao aPS/PT BUHMKAE Ye-
pes 3B’sA8yBaHHS MOSBANIEHTHUX aHTUTIN. [POCNEKTUBHI
DOCNIOKEHHS, L0 BUBYatlOTb 3B’s130Kk aPT-A abo aPS/PT
3 KJiHiYHUMK o03Hakamu ADPC, Bce e BiacyTHi [11, 12].

BUCHOBKU

PaHHsa piarHocTtuka ADC i koMnnekcHe NikyBaHHS
acoLioBaHMX NPOLLECIB LJO3BOJINIIV 3arajibMyBaTm Mpo-
JIoHraujio xsopobun Ta CBOEYACHO BIAHOBUTU XUTTEBO
BaXJ MBI GYHKLT XBOPOi. PO3YyMIHHA TOr0, LLIO HACTYMHWIA
enizon TpoMB03y NOBTOPUTLCS Y MaKpPOCYANHHOMY Oa-
CelHi (apTepianbHOMY), CTaBUTL Nepes, HamMmu 3aBaaH-
HSA BUHAYUTU NPEAMKTOPW 3aroCTPeHHS. AHani3 AaHnx
KNiHIYHMX Ta NabopaTopHMX NPOSIBIB A€ 3MOTY NMEPCOHiI-
dikoBaHO po3paxyBaTvi NPeaNKTOPY HACTYMHUX NOAIN:
nepLIoYeproBo Le ctocyeTbes piBHA adJ1 (aCL, aHTu-
B,-rnikonpoTeiny, aPS-PT i LAC), a TakoX nokasHuKiB
ayToiMyHHOI naHeni Ta koarynaujiiHoro aucbanaHcy.
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ANTIPHOSPHOLIPID SYNDROME IS
ASSOCIATED WITH THROMBOPHILIA
WITHIN THE PROTHROMBOTIC
PHENOTYPE

G.P. Kuzmina, O.M. Lazarenko
Dnipro State Medical University

Abstract. Antiphospholipid syndrome (APS) remains
relevant among doctors of all specialties, because it
has a diverse number of manifestations. In addition, the
updated 2023 ACR/EULAR APS classification criteria
have clear domains, which allows physicians to make
a timely diagnosis. The purpose of this study was to
outline the features of the first thrombotic event in a
young female patient with APS associated with mixed
connective tissue disease (MCTD). Early diagnosis of
APS and complex treatment of associated processes
made it possible to slow down the prolongation of
the disease and restore the patient’s vital functions
in a timely manner. The analysis of the data of clinical
and laboratory manifestations allows to calculate
personalized predictors of the following events:
aFL levels, indicators of the autoimmune panel and
coagulation imbalance.

Key words: antiphospholipid syndrome,
thrombosis, connective tissue disease.
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