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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 cnHapom (ADC), sensie coboto
ayTOIMyHHY TPOMOO®INito, BUKIMKAHY LIMPKYJIOYNMN
aHTMdochoninigHMMmn aHTuTInamm (adJl) (BOBHaKOBUIA
aHTukoarynsHT (LAC), aHTtuTina oo kapaionininy (aCL),
aHTuUTINa Bo B,-rnikonpoTteiny | (B,-GPl)), 3maTHy cnpu-
YNHUTUN PO3BUTOK TPOMOOTUYHMX NMOAjN. [MoLKooKEeH-
HS KNITUH Ta iHAYKYBaHHSA MPOTPOMOOTUYHOIO PEHOTU-
ny NpmM3BOAATb A0 TPOMOO3Y 11 ycknaaHeHb. PisHoMa-
HITTS TPOMOBOMINIYHNX HACNIOKIB 3aN1EXHO Bif, BapiaHTIB,
KoMbGiHaui Ta TUTpiB adJ1 BUKIMKaE TPYAHOLLI B NOSIC-
HEHHi PanToOBOro PO3BUTKY HEraTUBHOI CYANHHOI NOAiT
y nauieHta. Ha Haw nornsa, came NpoTpoMOOTUYHNMA
deHOTNMN € OCHOBOIO A1 PO3YMIHHS NOAiN, MOB’A3aHMX
i3 ADC. OHOBIEHI OCTaHHIM YacoM knacudikawiriHi Kpu-
Tepii AGC 2023 AMepunkaHCbKOro Koneaxy pesma-
Tonorii (American College of Rheumatology — ACR)/
€BpONEncbkoro anbsaHCy PEBMATOMONIYHNX acoLjiaLLin
(European Alliance of Associations for Rheumatology
— EULAR) (puc. 1) Hapganu nikapsm MOXJIMBICTb CBOE-
YaCHOro BCTAHOB/EHHS AjarHo3y [1, 2].

3 ornsgy Ha TpoMOOdINIYHI HAacNiakK, cnig posrns-
LaTu BKIIOYEHNI 0 KnacudikauinHnX KpuTepiis — ma-
KpocyanHHuiA. BiH aBnsie cob00 BEHO3HY TPOMBOEM-
6onito (BTE) 3 BUCOK1M npodinem puauky i 6e3 Hboro.
Ha BiaMiHY Bif, LbOro KpUTepito, MakpOBaCKYISPHUA —
Le apTepiasibHUIA TPOMBO3 3 BUCOKMM NPODINIEM PU3NKY
PO3BUTKY CEPLEBO-CYANHHNX 3aXBOPIOBaHb i 6€3 HbOo-
ro. Mpu A®C pomiHye (*% BUNaaKiB) BEHO3HWIA TPOM-
603, roJIOBHUM YMHOM HUXHIX KiHLIBOK, HabaraTo piaLue
— LLUMNHWX BEH, BEH BEPXHIX KiHLLIBOK 200 BicLIepasibHMX
BEeH. ApTepianbHui1 TPOMOO03 3a3BUYali CTOCYETbCS CY-

OVH ronoBHOro Mo3ky. Mpu ADC Bia3HavaloTb YacTi
peunavem TPOMOO03Y, XapakTEPHOIO PUCOIO SKMX € MOo-
s1IBa B TOMY CaMOMYy PYChi, B AKOMY BUHWUK NepLuni eni-
304. o dakTopiB pu3unky, 0cobnMBO apTepiasbHOro
Tpomb03y, Hanexartb apTepianbHa rinepTeH3is, rinep-
roMOLMCTEIHEMIS | 3aCTOCYBAaHHA FOPMOHO3aMiCHOI
Tepanii abo koHTpauentueie [1, 3]. HaBnaku, BeHO3-
HUIN TPOMOO3 MOB’sA3aHNI 3 HAABHICTIO rinepTpuriiue-
puaewmii, cnagkoBoi Tpom6odinii abo aCL IgG >40 MO.
Lna ctpatudikauii pnanky HabyBae KNiHIYHOro 3Ha4YeH-
Hs1 06’ eaHaHMin aHanisa APC — LLikana puaunky KiHIYHUX
nposieie AOC (Global APS Score — GAPSS). Y naujeH-
TiB, AIKi nepeHecnn TpomMb03 Ta/abo nereHeBy TPOMOO-
emMb0onito, MOPIBHAHO 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 6yTn KOPUCHUM IHCTPY-
MEHTOM [AJ151 OLiHKN pU3nKy TpOMB03y abo BTpaTu Ba-
riTHocTi y ad®J1-no3nTMBHUX NaLiEHTIB, MEPEXoasyn Bif,
KoHuenuii adJ1 9k egMHOro OjarHOCTUYHOIrO aHTUTINA
0o adJ1 sk bakTopa pr3nKy PO3BUTKY KIIHIYHUX NOLiA.
mob6anbHa wkana APC GAPSS € NokasHUKOM puau-
Ky MOro KniHiYHMX NposiBiB. BoHa BpaxoBye KOMOiHaLLit0
He3anexXxHnx GakTopiB CEPLEBO-CYONHHOIO PU3NKY Ta
npodinb nosutreHocTi adJl: rinepninigemis, apTepi-
anbHa rinepTeHsisa, aCL, aHtn-B,.GPI i LAC. Bucoki pis-
Hi GAPSS BuaBnEHi y NauieHTIB 3 apTepiaibHUM TPOM-
6030M (cepeaHe 3HadYeHHs GAPSS 12,2 (5,2)) Ta 3 pe-
LUMAMBYIOYMMUN KNiHIYHUMUK nposiBamu ADC, Bktovatoum
Tpomb03 Ta/abo 3axBOPIOBAHICTb Y Nepio, BariTHOCTI
(cepenHe 3HavyeHHs GAPSS 13,7) [4, 5].
CrpaTtudikauis pn3mnKy € OHIE0 3 OCHOB Cy4YaCHUX
MeaNYHUX OOCTIOKEHb, CNPAMOBAHNX HA BUSIBIEHHS
0Ci6 3 BUCOKMM PU3MKOM PO3BUTKY HECTIPUSAT/IMBOIO pe-
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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]

3yfbTaTy NPOTSAroM NEBHOrO Nnepioay, LWoo6 Ha HUX MOXK-
Ha Oyno cnpsiMyBaTu cTpaTerii paHHbOT MPOdiNakTUKK
Ta MOXJIMBI MeTOAM NikyBaHHs. LLInpoko po3pobneHi
Moaeni nporHo3yBaHHA CC3, GinbLUiCTb 3 AKMX 30Ce-
pemxeHi Ha cepueBux abo LepebpoBacKyISAPHUX MO-
nisx [6]. B,-MikonpoTteindanexHi aCL knacy IgG € 3Ha-
YYLLIMM NPEeaNKTOPOM MabyTHLOro rocTPOro iHdapk-
Ty miokapza (IM) y yonosikis. 3okpema, TOMy LLLO i30TuN
IgA OyB NiaBULLEHMIA NPY HECTABINbHI CTEHOKapAii Ta
IM 3 nigiomom cermenTa ST. TpoMbBOTMYHA MiKpoBac-
Kyfionarisi Cepus BUKIMKAE iLLEMit0 Miokapaa, sika npo-
BOKYE YTBOPEHHSI TPOMOiB. [loBeAeHa B3aeMOo it Mikpo-
CYAMHHUX Ta BHYTPILLIHbOCEPLIEBUX TPOMOOTUYHUX NO-
niri npn AMC. Tsxxka anchyHKLiS Miokapaa cama no cobi
MOXe CTaHOBUTW PU3KNK TPOMOY NiBOro LwyHouka. Of-
HakK AaHi NePBUHHOIO BHYTPILUHBOCEPLEBOrO TPOMOO-
3y B iHLUMX KaMepax CepLa CBia4aTb NPO MOXJIIMBY POJb
adJ1 y uboMy npoueci. Y aesakmx noBiaoMIEHHSX Onm-

CYETbCS NosiBa TPOMOIB Y BCix 4 kamepax cepus. Beta-
HOBJEHO, WO Bucoki piBHi aCL IgG noe’a3aHi 3 yTBO-
PEHHSIM BHYTpPIiLLHbOCepPLEBMX TPoMOiIB (p=0,007). Exo-
Kapaiorpadis BUSBNSE BEIMKUIA PYXOMUIA anikasibHUN
TPOMO, HOpMaJibHI KnanaHu Ta 3HUXEHHS CUCTONIYHOI
dYHKUIT NiBOro WwnyHo4vka. Hessaxkaroum Ha aHTukoary-
NAHTHY Tepanito, NauieHT 3rofoM NepeHoCTb MaCcuB-
HWIA IHCYNbT, | TPOMO 3BOPOTHO 3HMKAE MPU MOBTOPHO-
My JochnigxeHHi [7, 8]. Y nauieHTiB i3 BTopuHHUM ADC
BiaMiYanu GinbLU BUPaXXeHYy CUCTONIYHY ANCHYHKLIO
NIBOro LWIYHO4KA MOPIBHAHO 3 MauieHTamMu 3 NepBuH-
HUM ADC. IcHye cunbHa Kopensuist Midk TpomMobodiniy-
HUMK cTaHamu Ta IM y nauieHTie 3 ADC, ane He ons iH-
WX TPOMBOMINiIYHNX 3aXBOPIOBaHb. AyTOAHTUTIIA MO-
XYTb JATU YHIKaJIbHE YSBNIEHHSA MPO iMYHHY akTMBaLLito,
a TaKoX OxapakTepusysat GEeHOTMNN 3aXBOPIOBAHHS
Ta nporHo3d. Cnig nam’arat Npo 3anexHiCTb MaHidpec-
Tauji AOC Big Bmicty adJ1 (tadbn. 1) [9, 10].

YKPATHCbKUM PEBMATONOTIYHNUA XYPHA o Ne 2 (96) » 2024



Kno4yoBy ponb y npoueci koarynsauii i remoc-
Tasy Bigirpae eHOoTenNin cyouH, Sknin Bignoesigae
3a BMpob6neHHa dakTopa ¢oH Binnebpanaa (VWF).
VWF onocepenkoBye aaresito Mix peuentopamMmm no-
BEPXHi TPOMOOLMTIB i CTIHKOK CyaVHN, NiABULLYETHCS
y BUNagkax TpoMO0TUYHOT MiKpoaHrionaTii, NoB’A3aHoi
3 CMHOPOMOM BHYTPILLHbOCYOWHHOIO 3ropTaHHS KPO-
Bi (OB3-cuHgpom). MNMopyLueHHa KOHTPOO ekcnpecii
TpoMboMoAayNiHy eHaoTenianbHUX KINiTUH MOXe Npu-
3BECTW [0 NosereHHs reHepadii TpoMOiHy, Lo 3ro-
[IOM 3YMOBJIIOE NiABULLIEHHS akTUBaLLii TPOMOOLUUTIB i
nepeTBopeHHs pibpuHoreHy Ha ¢ibpuH [9, 10].

MeTol0 UbOro focnigXXeHHsa 6y0 OKPecIUTU
0CcoBMBOCTI NepLLIOi TPOMOOTMYHOI NoAji y NauieHT-
k1 mononoro Biky 3 APC, acouiioBaHUM 3i 3MiLLIAHNM
3axBOPIOBAHHAM CMOYy4HOI TKaHuHK (33CT).

Y uin ctatTi MU NpeacTaBisiEMO BUNAO0K MNaALEHT-
ku 3 YkpaiHu, aka mae ADC, acoujioBaHuin i3 33CT.
OTpuMaHo 3rofy NauieHTKM Ha nybaikawilo JaHNX.

JocnigpxeHHa NpoBOAMNOCS BiANOBIAHO 00 MPUH-
umnis GioeTukun, BuknaaeHux y FenbciHcbkin aekna-
pauii, — «ETnyHi npnHumMnn MmegnyHnx AoCnigXeHb
3a yyacTio nogen» Ta «3aranbHa geknapadis 3 6io-
eTuKkn Ta npas noanHn» (KOHECKO).

KJIIHIYHUA BUNAAOK

MauieHTka O., 37 pokiB 3 icTOpieto XBOpoHU 6 Mic.

JiarHo3: rocTpmii MO3KOBWUIA IHCYIbT: iIHAPKT rOfI0BHO-
ro Mo3Ky B 6aceliHi nisoi Mo3koBoi apTepii (06.01.2024 p.),
KPUMTOreHHWIA NiATUMN, NErkMii NpaBobiYHUI reminapes,
ansapTpis nerkoro ctyneHs. MIHSS-5. Mrs-1.

Ckapru npu 3BepHEHHi HA HECTEPMHUI FONIOBHUIA
6inb, cnabkicTb y NpaBiit pyLi, Big4yTTS 3aknageHoc-
Ti y Byxax. bpuragoto wenakoi gonomoru 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 BiaaineHHs
LepebpoBackynApHOI NaToNorii Micbkoi KiHIYHOI fi-
KapHi B TSXKKOMY CTaHi, fie NpoBeAeHO 0OCTEXEHHS i
NikyBaHHS. 3a JaHUMK aHaMHe3Y 3aXBOPIOBaHHS Bigo-
MO, LLLO Y MALIEHTKN OCTaHHIMM pOKaMK Big3Havyanmcs
4yacTuih rONIOBHUI Binb, 3arafnibHa cnabkicTb, 6inb B cy-
rnobax, 3HMXEHHS npauesnaTtHoCTI. 3a JONOMOrot
He 3BepTanacs, npuinmana 3HebOoNoBasbHI Npenapa-
Tn. BariTHicTb — 3, BUKnaHi — 2, nonoru — 1. MeHo-
naysa 2 poku (He yTO4YHeHa NpuynHa).

O6’eKkTMBHO Npw rocnitanisadii piBeHb CBIAOMOCTI
15 6anis 3a wkanoto Masro. OpieHToBaHa. EmMouiiHo
nabinbHa, gikcoBaHa Ha CBOIX BiavyTTSX. MeHiHreanb-
Hi CUMNTOMM BiACYTHI. YepenHo-Mo3KoBi Hepsu (UMH):
Lini o4en, siHmuji D=S, pyx 060x o4ei B NOBHOMY 06CS-

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

3i. Hictarm BigcyTHin. HocorybHi cknagku CUMETPUYHI.
931k no cepeHin niHii. PoHaLjs, akT KOBTaHHS He No-
pyLUeHWI, An3apTpis. TOHYC M’S3iB KiHLIBOK HE MOpyLue-
Hui. Npoba Bape (+) B NpaBuXx KiHuiBkax. Cnna npaBmnx
KiHUiBOK 3HMXeHa a0 4,0-4,5 6ana. Cyx.-nep. pednek-
cu D>S, BUCOKi, naToONOriyHi 3Hakm CTynHi (+) cnpaea.
Y nosi Pombepra HecTika. MNanbueHocoBy Npoby Bu-
KOHYE 3a0BiNbHO. YepeBHi pednekcn TopneaHi. No-
pyLLeHHs QyHKLiTi Ta30BUX OpraHiB 3anepedye.

Y AinsiHUi cnyHM Ta BGiYHKUX NOBEPXHAX Tifa Ha LKi-
pi yMcneHHi nposBu cityactoro niseno. LLntonoaioHa
3an03a Ta nepudepunyHi NiMmdoBy3Nn He 36iNbLLEHI.
Mynbc 82 yA./xB, 3a40BINbHNX BNAaCTUBOCTEN, apTe-
pianbHuUiA Tck 125/80 mm pT. CT. Y OingHui kKapoTuna-
HUX apTepili BUCNTYXOBYETLCS CNabkui Luym. AyCkyb-
TaTUBHO: OMXAHHS BE3UKYJISIPHE, XPUTIB HE BUSIBJIEHO.
YacTtoTta gnxaHHsa 22 3a 1 xB. [epkyTOPHO BiAMIYaETb-
cs nmwe nomipHe (0o 1 cMm BniBO Bif NiBOi cepeHbo-
KJTIIOUYMYHOT JTiHIT) 3MILLEHHS MeXi cepusl; ayckynbTa-
TUBHO — OcnabfieHHs NepLIoro TOHY Ha BepxXiBLi Ta
MOMIPHUIM CUCTOMIYHWI LIYM TaM caMo i B TouLUi BOTki-
Ha; aKL,eHTY TOHIB Ha OCHOBI Cepus He BUSBNEHO. XXu-
BIT M’SIKMIA, NediHKka i cenediHka y kpato pebepHoi ayriu.

Mipg yac nepebyBaHHA y cTaLioHapi B NaLEHTKN Bif-
Midanu TPMBOXHUIM CUHAPOM. 3 4acoM 3pocTanu cuna
i 06Ccary pyxiB y KiHujiBkax. 3MEHLWWANCS YyTAnBi Nno-
pyLieHHs. NokpaLLmnocs MOBEHHS. Y HEBPOJIOTiYHO-
My cTaTyci 36epiraetbCcs nipamigHa HeoCTaTHICTb Ta
TPMBOXHUM CUHAPOM. Jloronez BU3Ha4YMB AU3apTpito
JIEFKOr0 CTYMNEHS TAXKOCTI.

PesynbTatn nabopaTtopHOro 0O6CTEXEHHS:

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

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

3. AyToiMyHHa naHenb. MNo3nTUBHI aHTUHYKeap-
Hi aHTuTina Ds-DNA, ANA (1:1200), aHTn-Sm (Smith
aHTureH), SS-A/Ro, SS-B/La. Poarnagaetbcs giarHos
33CT, aknii Bignosigae ceponoriyHomy kputepito ANA
(1:1200), Ds-DNA SS-A/Ro, SS-B/La 1a 24 KniHiYHUM
KpuTtepiam (cnHgpom PerHo, apTpuT, Mianris, cityac-
Te niseno). BctaHoBneHo no3anTtueHicTb a0 adPJl (LAC,
aCL >150 SGU, B,-rnikonpotein >150 SGU).

4. [1iarHOCTOBAHO MreHEeTUYHO 3YMOBJIEHY CXMJIbHICTb
[0 Tpombodinii, acoLjioBaHy 3 BapiaHTaMM reHiB: cepriiH-
1PAI-1-aHTaroHiCT TKaHMHHOIO akT1BaTOPA MNJIa3miHore-
Hy, reH FGB-®}ibpnHOreH (reTepo3uroTHe HOCINCTRO).

Pe3ynbTatn iHCTPYMEHTaNIbHOrO 0OCTEXEHHS:

1. YnbTpassykoBe gocnioxeHHs (Y3/[l) ekcTpakpa-
HianbHUX apTepin: carotis int. dex. NPOCBIT AiameTpom
4,5mm. V. sist. — 82,9 cm/c. Ri 0,55. Komnnekc iHTMma-
megja: 3CA 0,5-0,6 mm. Mo xpebueBrx apTepisx KPOBO-
MAVH aHTErpagHnin, CUMETPUYHNIA. [paBopyY NPOCBIT gja-
meTpom 3,5 mm. V. sist. — 40,0 cm/c. Ri0,51 cermeHT V2.
Nisopy4 npocsit giameTpom 3,1 mm. V. sist. — 44,9 cm/c.
Ri 0,59 cermeHT V2. ApTepiixpebdTa binatepansHo nedop-
MOBaHi B V2. BucHoBok: Y3/1-03Hakv BepTebporeHHoi ae-
dopmalLlii xpedeTHMX apTepir 3 060X BOKIB.

2. Exokapgiorpadia: aopTa He yulinbHeHa. diameTp
Ha piBHi DK — 17 mm. CuHyciB — 29 mm. JliBe nepea-
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cepas: 35x47 mm. IHoekc 06’emy niBoro nepencepast —
28 mn/m2. [MpaBunii LLTYHOYOK — CepeHin aiameTp 28 mm.
Mpage nepencepas — 11 Mm. J1iBUIA LLNYHOYOK — KiHLLe-
BO-AiacTonivyHmin po3mip (KAP) 47 MM, KiIHLEBO-CUCTONIY-
HUIA po3mip (KCP) 32 MM, KiHLEBWIA AjacToNiyHWA 06’ eEM
(KZO) 102 mn, KiHueBWiA cucTonivHni 06’em (KCO) 41 mn,
TOBLUMHA 334HbOI CTiHKM NiBOro wayHouyka — 10 mm.
dpakuia Bukuay 60%. YaapHuin 06’em 71 mi. IHaekc macu
miokapga (IMM) nisoro wnyHouka 93 r/m2. MiTpanbHuin
KfianaH: CTyfK1 B CUCTOSY MOBHICTIO 3iMKkHYTI. MAE 1,9.
Mponanc ctynok — 5 mm. AopTanbHuii knanaH — CTyn-
KW 3aMKHYTI MOBHICTIO. TPUKyCNiganbHWi KnanaH: cTyi-
K1 B CUCTOJTY HEMOBHICTIO 3MUKatoTbesl. TAPSE — 2,7 cMm.
E/A — 1,4. BuxiogHnin TpakT NpaBoro LWayHoYKa: Haj, Kna-
naHamm nereHeBoi aptepii 20 Mm. MiTpanbHuiA knanaH —
UmaxE 82 cm/c. UmaxA 60 cm/c. E/A 1,3. 'pagieHT Tnc-
Ky P — 4,2 mm pT.cT. Perypritauii Hemae. TpuCTynKOBUiA
KJianaH: perypritauis oo '/, npasoro nepeacepas. Jlere-
HeBa apTepis: CUCToNiYHWKM TUCK 31 MM pT. CT. PerypriTa-
List Ha MiTpabHOMY KianaHi — trivial, Ha TpykycnigansHo-
My krianaHi — mild.

3. Y3, yepeBHOI NOPOXHUHW. [igLnyHkoBa 3ano3sa:
ronieka 2,3 cm, Tino 1,0 cm, xBicT 1,5 cm. CTpykTypa ogHo-
pigHa. ExoreHHicTb: cepeaHsi. BipCyHroBuii npoTik HE pO3-

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

LUMpEeHMIA. 3ao4depeBHi NniMdaTnYHI By3/nn HE BU3HaYatoTb-
csl. lMeviHka: npaea JacTtka 14,4 cm, niBa yactka 8,0 cm.
CrpykTypa opibHO3epHMCTa. CepeHs EXOreHHICTb, aBac-
KYNSIPHE YTBOPEHHS AiaMeTpoM 8 MM. XKOBYHUI MixXyp:
6,7%2,9 cm?, rpyiononioHoi dopmu. CTiHkM — 2,4 MM,
Mapenxima npaBopyy 1,7 cM, cepeHbOi €XOreHHOCTI.
Mapenxima niBopyy 2,0 cMm, cepeaHboi exoreHHocTi. Ce-
nesiHka: 10,0%4,7 cm. BinbHOI piayiH1 B MOPOXHWHI HE BU-
AB/IEHO. BUCHOBOK: O3HaKM ypaXKeHHs MpaBoi YaCTKW ne-
YiHKW: remaHrioma.

4. MarHitHo-pe3oHaHcHa Tomorpadia (MPT) ro-
NIOBHOro MO3Ky. MPT-03Haku nigrocTporo ilemivyHo-
ro iHdpapkTy B 30Hi 6asanbHuUX a0ep, 3niBa, NigrocTpmx
NaKyHapHuX iLleMivyHmX iHapKTiB y NiBiN AinsHui noba,
niBiN TiM’aHir yacTui (puc. 2). O3HaKn N0OOAMHOKMX BOT -
HULLIEBUX 3MiH B 000X TOOOBUX YaCTKax.

5. MPT wwiiHoro Bigainy xpebta. Knnu xpebueso-
ro aucka C7-C7 3 BiBHOCHUM CTEHO30M KaHasy xpeobTa.
CnoHaMnoapTpuT, CNOHAMLO3 LUMAHOTO Biaajny (puc. 3).

Taka cyKyrnHiCTb O3HaK gana nigcrtaBu 3anigo3pu-
T ADC, [OCTOBIPHICTb IKOFO BCTAHOBJIEHA 3 OTPUMAaH-
HSIM NMO3UTMBHUX pPe3yfbTaTiB aHanidy kposi Ha adJl.
MPOAOBXYETLCH AOOOCTEXEHHS HA BUKIIIOYEHHST HEO-
NNaCTUYHKX MPOLECIB, BACKYNITy BENNKUX CYauH. Oun-
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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

HaMmika 3HWXEHHSA piBHA D-gumepy 3aranbmoBaHa
Bia 1500 oo 540 npotarom 6 mic. 3 ornaay Ha knacu-
dikauinHi kputepii AGC (2023 ACR/EULAR) vy uiei na-
LIEHTKN MaKpOCYAMHHNIA NPOosiB (AOMEH 2) 3 ypaXeH-
HSM LiepebpasibHUX CyaMH 3 iIHPAPKTOM rOfI0OBHOrO MO3-
ky. LLlopo livedo reticularis (MikpocyamHHWiA jomeH 3),
TO Taky O3Haky CJif, po3rnsaaTi B paMKax 3MillaHoro
ab0 HeandepeHLLIoBaHOO ayTOIMYHHOIO 3aXBOPIOBaH-
HS. JncdyHKLUIS LeHTpanbHOI HEPBOBOI CUCTEMM: HOBUIA
rONOBHUI BiNb, KA HE pearye Ha Jiku Ta He MOSICHIO-
€TbCS aNlbTEPHATUBHUM AiarHO30M, OyB nepLIMM Nposi-
BOM NaTOJIOril, ane, 3 ornsay Ha knacudikawinHi Kputepii,
BiH JIMLLIE 3HAXOANTb MICLIE B aKyLLIEPCbKOMY aHaMHESI.
3a maHmin exokapgaiorpadii, knanaHHa AMcgyHKLisa cep-
us He BianoBigae knacudikauiHiM KpUTepiaMm goMeHa
5 — «cepuesuii knanan». Ha Haw nornsa, ue nposie Me-
3eHxiManbHOI aucnnagii. HactynHuin nomeH 6 (remaro-
noris): TpomoboumMTONEHiIs. HalHmk4a KinbkicTb TDOMOO-
umnTiB B Uiei nauieHTkn 120-10°%/n, nigTBepaKeHa Mas3koMm
nepudepnyHOi KPOBi Ta MOBTOPHMM aHasi3oM NoTpedye
BUKJTIIOYEHHS «PIBHO MMOBIPHMX>» 200 «OifbLLI IMOBIPHMX>
NMPUYMH, a Takox NnoTpedbye NoaanbLLIOro MOHITOPUHIY
3a UMM MOKA3HMKOM Y LEi NaLiEHTKN.

Y XBOPOI, iKYy M1 CNOCTEPIraemMo, 3 nepLumm eniso-
oM Tpomb0o3y B BaceiHi niBoi MO3KOBOI apTepii, Ha-
CNiAKOM $IKOrO € iHpapKT rosIOBHOMO MO3KY, BU3HaA4ve-
HO BiAMIHHOCTI Bif, iHLLIMX KNiHIYHO NOAIBHUX CUTYaLLiiA.

JoBepneHo, wo TpomMboUMUTONEHIS 3yMOBIEHA
TpomboumTapHum paktopoM (FT4) 3a ymoBum nepcuc-
TeHuji 3 no3anTueBHUMK adJ1. adJ1 yacTo BUSBNSAIOTb-
Cs Yy MauieHTiB 3 N0Y4aTKOBMM AiarHO30M igionaTtuy-
Ha TpombouuToneHiyHa nypnypa (ITM), npocnekTne-
HO NoB’si3aHa 3 TPOMOO30M (piBEHb OOKA30BOCTi |).
Lle moxe cBigunTh npo Te, wo adJ1 cnpuynHsae Bu-
COKMIN pn3nk TpomM603y y nauieHTiB 3 ITI, abo wo ITr
€ nepwmm cumntomom ADC, gk i cMcTemMHoro yep-
BOHOIo BOBYaka. TpomMbouuMTOoNeHia JyacTiwe Biami-
YyaeTbes y naujeHTiB 3 ADC Ta CUCTEMHUM YEPBOHUM
BOBYAKOM, HiXX Y nauieHTiB nuwe 3 ADC (piBeHb foka-
3oBocTi ). AHTUTING, cCNpsiMOBAaHi MPOTU FIIKONPOTEi-
HiB TPOMOOLMTIB, aCOLLIOIOTLCS 3 TPOMOOLIMTOMNEHIEID
(ane He 3 TpOoMOO30M) y xBOpPUX 3 adPJ1, a TakoX y na-

KNITHIYHI JOCNIAXEHHYA

1.5T PHILIPS-DADOSAA

Sag: L5.9 (COl)

Mag: 1.2x

ET:17
TR:2500.0
TE:70.0
SENSE-Spine
3.0thk/0.6sp

|
Lin:DCM / Lin:DCMV/ Id:ID
W:1741 L:1002

\

{ ; b
‘ \

DFOV: 25.0 x 25.0cm

uieHTiB 3 ADC, nopiBHAHO 3 xBopuMM Ha ITI (piBEHb
nokasosoctTi lll). Came naujieHT 3 Taknm XBOPOOAVBUM
HaBaHTaXEHHAM, K TDOMOOLMTOMEHIS, 3 MEPCUCTYIO-
ynmu adJl1, 3a BiogcyTHOCTI kKniHiYHMX nposisiB ADPC, no-
BMHEH po3rnagartucs sk BigMmiHHWI Big, ITI: Taki nawi-
€HTM MatoTb NiABULLLEHU TPOMOOTUYHMIA PUSKK i NO-
TpebytoTb BinbLl peTenbHOro cnoctepexeHHsa [11, 12].

KniHiyHa 3HauywicTb adJ1, BkAOYaO4YM NigBun-
LWEeHW pm3nK TpoMb03y y nauieHTie 3 aCL, aHTU-B,-
rnikonpoteiHom Ta LAC, no6pe Binoma. Xova adJ1 6e-
pyTb 6€3MnocepeaHto y4acTb y naToreHesi Ta noB’a3aHi
3 TPOMOOTUYHUM PUBNKOM, BOHM BigMI4alOTbCA HEYaC-
TO, WO BKa3dye Ha Te, WO A LbOro 3B’a3Ky MOTPIOHI
[o0aTkoBi hakTopu. «Jpyrvin NOWTOBX» TAKOX BBaXKa-
€TbCS HEOOXIAHMM OJ151 NPOBOKALLii yTBOPEHHS 3ropTaH-
HS1 KpoBi y HociiB adJ1 (Tabn. 2) [9, 12].

3 MOMEHTY nepLuoro nosigomneHHs npo AMC 6yno
nokasaHo, L0 AesKi MikpoOHi Ta BipyCHi areHTu Bnau-
BalOTb Ha reHepadito ad®J1 Ta kniHivyHi Nnpossn ADC.
OpHak obMexeHa yBara npuaingaeTbCsa MexaHiamy
NiATPVUMKM XPOHIYHOrO ayToiMmyHiTeTy npu ADC. [e-
AKi 3 UMX MOTEHLIMHNX MexaHi3MiB, Lo 6epyTb y4acTb
y natoreHedi APC, MoXyTb MaTV TepaneBTUYHiI Hacnia-
kun. adJ1 cnpsamMosaHi npoTu docdoniniase’a3yBasibHMX
OifkiB, Taknx ik B,-rnikonpoTeiH, i Moxe ByTU K He-
naToreHHMM, Tak i NnaToreHHUM. Y Tom 4ac K HU3bKI
piBHi adJ1, ocobnmeo nigknacy IgM, MoxyTb BiaMiya-

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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TUCS Yy 30BHI 340p0BUX OCiO i MaTu 3axucHy cuny, IgG
adJ1 moxyTb 6yTN NOB’A3aHi 3 naToreHHicTo [11, 12].

AHTUNPOTPOMOIHOBI aHTUTING, BUAIBJIEHI METOA0M
iMyHOEPMEHTHOIro aHasli3y, € reTepOoreHHO NonysiLi-
€10, LLIO BKJIIOYAE aHTUTINA NPOTY NPOTPOMOGIHY (aPT-A) Ta
aHTuTiNa o docdaTtManncepnHOBO-NPOTPOMBIHOBOIO
komrnekcy (aPS/PT). Jani npo kniHiyHi acoujauii aPT-A
CynepeynmBi i CBig4aThb NMPO HU3bKY CNEUMNIYHICTb LyX
aHTuTin ana giarHoctukn ADC (piBeHb Aoka3oBocTi ).
CuctematnyHui ornsg, aHTUNPOTPOMOIHOBMX aHTUTIN
Ta pu3nky Tpomo0o3y npu APC He BUSIBMB 3B’A3KY, He-
3aneXHo Bif,i30TuNy, nokanisadji Ta Tmny asuLa abo Ha-
SIBHOCTi CICTEMHOIO YEPBOHOI O BOBYAKA. AK YyT/IMBICTb,
Takicneundiynictb aPS/PT BuLwi, Hix ans aPT-A, Togj 9k
95% naujenTiB 3aPS/PT Takox € LAC nO3UTUBHUMU, LLLO
CBIOUNTb NP0 TE, WO aPS/PT Takox MOXe cryryBaTtu nig-
TBEPMKYBaIbHMM aHanisom anst LAC (piBeHb 0Ka30BOCTi
I); ui pesynbTaTn, ogHaK, OTPMMAaHI MLLIE B OOHOMY A0-
CRigKeHHi, i 3aHenoKoeHHs Wwoao aPS/PT BUHMKAE Ye-
pe3 3B’A3yBaHHSA MOAIBAIEHTHUX QHTUTIAN. [1POCNEKTUBHI
OOCNIOKEHHS, LLO BUBYatlOTb 3B’30K aPT-A abo aPS/PT
3 KJiHiYHUMK o03Hakamu ADC, Bce Lwe BiacyTHi [11, 12].

BUCHOBKMU

PaHHsa giarHoctrka ADC i KOMMAEKCHE JiKyBaHHS
aCoLiNOBaHX NPOLLECIB A03BOININ 3ara/ibMyBaTy Mpo-
JIoHraujio xsopobu Ta CBOEYACHO BIAHOBUTU XUTTEBO
BaXJIMBI QYHKLii XBOPOi. PO3yMiHHSA TOrO, LLIO HACTYMHWI
eni3on TpomM0O03y MOBTOPUTLCS Y MAaKpOCYyANHHOMY Oa-
CelnHi (apTepianbHOMY), CTaBUTb Nepea Hamu 3aBaaH-
HS1 BUSHAYUTU NPEAMKTOPW 3aroCTPEHHS. AHaNi3 4aHNX
KNiHIYHMX Ta NabopaTopHMX NPOSIBIB A€ 3MOTY NMEPCOHiI-
diKoBaHO po3paxyBaT MNPEeLNKTOPU HACTYNHUX MOAIN:
nepLLIOYEProBo Lie cTocyeTbes piHa adJ1 (aCL, aHTu-
B,-rnikonpoTteiny, aPS-PT i LAC), a TakoX Noka3HMKIB
ayTOIMYHHOI NaHeni Ta koarynauinHoro ancbanaHcy.
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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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