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KPUTEPIAJIbHUN

| HEKPUTEPIAJIbHUA
AHTUDOCDONINIAHUN
CUHAPOM: KOHLUENTYAJIbHI
NMUTAHHA OIATHOCTUKHA

OOGrpyHTyBaHHS. AHTHdOoConiniaHmi cuHapom (APC) — npupbaHa ayTo-
iMyHHa TpoMOO®inis, sika XxapakTepmn3yeTbCs PO3BUTKOM PELMANBYIOYNX
TPOMOO3iB cyanH Byab-sKoro kanibpy i Tury abo akyLLepCbKO nNaTosorieto
i 060B’sI3KOBVIM BUSIBJIEHHSIM CTIViKO MO3UTUBHUX aHTUGHOCHONINIgHNX aH-
TnTin. AQPC TpaanLiiHo NoAINSETLCS Ha NepBUHHWI | BTOPUHHWIA. [1ns aia-
rHOCTUIKM 3aXBOPIOBAHHSI BUKOPUCTOBYIOTLCS MiXkHapoaHi kputepii 2006 p.
ADC moxe 6yTu fiarHOCToBaHWii 3a HassBHOCTI OAHIET KNiHIYHOI i oaHiel na-
6opatopHoi o3Hakn. OaHak knacugikauiviHi kputepii ans ADC BUKIMKAIOTb
AUNCKYCIi 3i 36i7bLLIEHHSIM KiJIbKOCTI NaLieHTIB 3 HEINMOBHUMU KpUTEpIisMu, ab0o
KJIHIYHUMU rposiBaMu, LLI0 HE BXOASITb 10 KnacuikaLiviHux kputepiis. Ckia-
Ja€eThCS BPAXEHHS, L0 NeBHI naLieHTu, sSKi He BiArnoBigatoTb LM KpUTepi-
SIM, MOXYTb OYTV HealekBaTHO BUKJTIHOYEHI 3 aiarHo3y AOC. MeTtoau pocni-
DXXeHHS1. Ha niigcrasi nitepatypHux aHux y CTaTTi HaBeAeHi cydYacHi ysB-
JIEHHST LLIOAO BUAISIEHHS MPOQIniB NawUieHTIB, sIKi HE MOBHICTIO BiAMNoBiAaloTh
MixHapoaHuM kpuTtepism ADC, onHak xapakTepu3yoTbCs BUCOKUM PU3U-
KoM TPOMOO3IB. Y cTaTTi HaBeaeHa xapakTepucTyka 3arnpornoHOBaHNX eKC-
neptamu 4 npo@inis nayieHTIB 3 <HekpuTepiansHum ADC». Lli rpynv navjieH-
TiB YMOBHO Ha3BaHi «cepoHeratuBHuii AQPC», «KIiHIHHWI HEKpUTEPIanbHM
APC», «HernoBHui nabopatopHuii APC» T1a «1abopaTopHUi HEKPUTEPI-
anbHuii AQPC». BUCHOBKW. Lisi kaTeropu3allisi MOXe [03BOSINTH 34ICHUTN
OinbLL 0AHOPIAHWMY AOCAIAHMLIbKWI niaxia 10 ADC, 1o aacTs 3Mory 3pobu-
TV yHIBEpCasibHi BUCHOBKU LLIOA0 BCTAHOBJIEHHS AiarHo3y ADC Ta nikyBaH-

HS1 MavuieHTIB UyxX rpyr.

AHTndocdoninigHuin cnHgpom (ADPC) € ayToiMyH-
HMM CUCTEMHNM 3aXBOPIOBAHHSAM, L0 XapakTepuay-
E€TbCS PELNANBYIOHMMM TPOMBOTUHHUMK NOAiaMn Ta/
abo naTonorieto BariTHOCTI, aCOLLiMOBaHOO 3 HasABHIC-
Tio aHTUdochoninigHmx aHTuTin (adJ1-AT) [15]. Kpun-
Tepii giarHo3y ADC npepacTasneHi B Tabn. 1.

[LiarHo3 neBHoro ADC BCTaAHOBMOETLCS 32 YMOB
HasIBHOCTI y NauieHTa xo4a 6 04HOro KNiHIYHOro i Of1-
HOro nabopaTopHOro KPUTEPIiB 3rigHO 3 AiarHOCTUY-
HuMn CigHericbkmm kputepiamm ADC (amB. Tabn. 1)
[18]. BaxnunBe 3Ha4yeHHS Mae TpuBaniCTb HAassBHOC-
Ti NO3UTUBHUX pPe3ynbTaTiB nabopaTopHUX TECTIB,
OCKINIbKM BUCJIOBIEHI MPUMNYLLEHHS OO0 MOXJIMBOrO
TPaH3UTOPHOro NiasuLLeHHs TUTpy adJ1-AT, aki He ma-
I0Tb MATOreHeTn4Horo 3e’a3ky 3 APC. BescmnTom-
He HocircTBo adJ1-AT He € piaKicTIo B KNiHIYHIN nNpak-
TUL, WO NPU3BOANTb A0 rinepaiarHocTukn APC, Tomy
B CigHencbknx KpUTEpPINX iIHTEPBAN MidXK MOBTOPHUMU
gocnigpkeHHamMmu nogosxeHuin oo 12 tux. OTxe, gia-
rHo3 ADC € He NPaBOMIPHUM, SIKLLLO MiX pe3ynbTaTa-
MW NO3UTUBHUX TeCTiB Ha adJ1-AT i KniHiYHMMM O3Ha-
Kamu € iHTepBan MeHLe 12 T 1a/abo BinbLue 5 pokis.

BionoBigHO 40 AOiarHOCTUYHMX KPUTEPIIB AiarHO3
A®DC moxe 6yTn BCTaHOBNEHMUIA 3a HAABHOCTI OOHI€El

KNiHIYHOI 03Hakn (Tpom603 abo BTpaTa nnoaa) i oa-
HOro i3 ceponoridyHnx mapkepis: IgG abo IgM aHTu-
Tin po kapgionininy (akJ1), IgG a6o IgM aHTUTIA 8O B,-
rnikonpoTeiHy 1 (aB,-I'M1) abo BOB4aKOBOro aHTMKoa-
rynaHty (BA), Wo BUSABNSOTLCA OBiYi 3 MPOMIXKOM
12 Tk [30]. 3anexHo Big 4ymMcna NO3UTUBHUX TECTIB
Ha adJ1 xBopi i3 ADPC cTpaTndikyloTbCH 3a HaCTyM-
HUMU KaTeropiaMu: | — BUABNEHHs Oinblue HiXX 0gHO-
ro nabopaTtopHoro mapkepa (y 6yab-sKii KomoiHaLLii);
lla — Tinbkm BA; llb — Tinbku aKJ1; llc — Tinbku af,-rM1.
[ns BKNIOYEHHS B YMCNO ceponoriyHnx mapkepisa APC
iHLLMX MOKa3HUKIB, TAKUX AK aHTUTINA A0 NPOTPOMOIHY,
KoMmnnekcy NpoTpombiH-pocdaTnanncepmH, aHek-
CUHY Ta iH., NOTPIOHI NoaanbLUi AOCHIAKEHHS, OCKiNlb-
KM Ha CbOrOAHI iX KJiHIYHA 3HAYYLiCTb HE AOBeAEHA.
Lle ctocyeTtbes i IgA-aKJl, IgA aB,-'m1 [18].

YMOBHO BUAINAIOTb NEPBUHHUI | BTOPUHHUIA ADC,
aCOLMOBaHWN 3 IHWWMUW ayTOIMYHHMMIN 3aXBOPIOBAH-
HAMM, HaNYacTiLWe i3 CUCTEMHUM YEPBOHNM BOBY2KOM
(CYB). OAna ADC xapakTepHUii BUCOKMIA PU3MK PELON-
BY TPOMOO3IB i aKyLLEPCbKOi NaTONOrii, L0 aCOLitOETHCS
3 xapaktepucTtikamu rinepnpoaykuii adJ1 [29], a came
3 MiaBULLEHHAM KOHLLEHTpaUji (MO3UTUBHICTIO) OOHOrO,
nBox abo Tpbox Tunie adJl, ix piBHAMM (HM3bKO NO3K-
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Tabnuus 1
Mepernsauyti kputepii (2006) pna antudocdoninigHoro cuHapomy [18]

KniHiuni kputepii

BusHayeHHa

1. CyanHHWI TDOMOO3

2. Akywepceka natonorisi

OnuH abo kinbka eni3oais TPOM603y BEHO3HUX, apTepianbHUX 260 ApiGHMX BHYTPILUIHBOPraHHKUX CYAMH Oyab-aKoi nokanisa-
uii. TpomboTHYHA NoAis Mae 6yTu NiATBEPAXEHOIO 32 [ONOMOTr0I0 IHCTPYMEHTaNbHUX METO/iB 60 MOPdONOriyHO

a) OpuH abo GinbLue HeNOSICHEHNX eni30AiB cMepTi MOPONOriyHO HOPMasbHOro Nnoaa Ha abo nicns 10-ro TUXHS BariT-
HOCTi, 3 HOpManbHOI0 MOPGONOrielo NNoAA, LU0 3aA0KYMEHTOBAHO NPU YNbTPa3BykoBOMY abo naToMopdonorivHoMy fochi-
IDKEHHI nnopa;

abo

b) opuH abo 6Ginblue eni3ofis nepeayacHux Noaoris MOPGONOriYHO HOPMANLHOrO HOBOHAPOIAXKEHOTO A0 34-r0 TUXHS BariT-
HOCTi BHACNifoK eknamncii abo Tsxkoi npeeknamncii, Ky AiarHOCTOBAHO Ha NiACTaBi CTaHAAPTHUX KpUTepiiB abo fiarHoc-
TUYHUX 03HAK NNALEHTAPHOI HeA0CTaTHOCTI;

abo

) Tpn a60 GinbLue HENOSICHEHMX CNOHTaHHNX abopTW Nocninb Ha TepMiHi Ao 10 TUX BariTHOCTI Npw BiACYTHOCTI y MaTepi
aHATOMIYHMX | FOPMOHabHUX NOPYLUEHb i NPY BUKIIOYEHHI XPOMOCOMHUX NPUYMH MO MaTePUHCHKiN b0 6aTbKIBCbKiii NiHii

JlaGopaTopHi kputepii Bu3aHayeHHs!

1. BoByakoBuii aHTukoarynisHT Y nna3mi KpoBi MiCTUTLCS BOBYAKOBMIA aHTUKOArYNSIHT, BUSIBNEHUIA 2 a60 binblie pasiB NpoTAroM NpuHaiMHi 12 Tux,
NPy NPOBEAEHHI OCMILXEHHS Ha NifcTaBi pekomeHpaiii MixHapoaHOro ToBapucTBa 3 BUBYEHHS TPDOMOO3IB | reMocTasy

2. AHTUTING B0 KapAioniniHy
1gG abo IgM
3. Anturtina po B,-

rnikonpoteiny | IgG abo IgM o cTanaaptuaosatoro QA

HasBHi B nna3mi abo cupoBarii kposi B cepeaHboMy abo Bucokomy TuTpi (>40 Ofl/n) abo binblie 99 npoLeHTUNiB ABiYi
3 iHTepBanoM He MeHlue 12 TUX BiANOBIAHO A0 CTaHAAPTU30BaHOro |DA
HasiBHi B nna3mi abo cuposariii KpoBi B TUTPi Ginbluie 99 npoueHTUniB ABidi 3 iHTEpBanoM He MeHiue 12 Tux BiAnoBiaHO

Mpumitka. IGA — imyHodEpPMEHTHMIA aHani3

TUBHNI, MOMIPHO MO3UTUBHUI | BUCOKO MO3UTUBHWI) i
«CTIVKICTIO» BUSIBNIEHHS aHTUTIN MPY MOBTOPHUX OOCHTi-
IDKEHHSX (B Mexax 12 Tux). Bucokuin puamk peunamnBy
TPOMOO3IB (HE3BAXKAIOUM HA aHTUKOArYISSHTHY Teparito)
BIiAMIYAIOTb Y NALJEHTIB i3 «MOTPINHOIO MO3UTUBHICTIO»
3aadJ1-AT (BA +aKJl+aHtn-B,-INM1), «<noagirHoO0 No-
3uTKBHICTIO» 32 adJ1-AT (y Byab-siKii kKoMOiHaw,i) i no-
3UTUBHICTIO 32 BA B ABOX i 6ifbLiie AocniakeHHsx [17,
27, 28]. YactoTta peunamsy Tpomb603is npn APC cTa-
HOBUTb 16,6%, a po3paxyHKOBUIN PU3NK PELNANBY —
3,3% Ha ogHoro naujeHTa Ha pik [9], a y XBOpUX i3 «Mo-
TPirHOIO NO3UTUBHICTIO» 3a adJ1 — 12,2% (95% AoBi-
punii inTepsan (Al) 9,6—-14,8) vepes 1 pik; 26,1% (95%
Al 22,3-29,9) — yepes 5 pokis i 44,2% (95% [ 38,6-
49,8) — yepes 10 poki [21]. Y HenikoBaHUX NaLEHTIB
3 ADC MMOBIPHICTb MOBTOPHUX TPOMOOSIB KOSIMBAETb-
cs B Mexax 19-29% Ha pik [17]. AOC — ue reteporeH-
HE 3axXBOPIOBAHHS, 3a/1IEXHO Bif, KNiHIYHOro deHoTmny
SIKOr0 BM3HAYATLCSA PU3NK PO3BUTKY TPOMOO3IB i CTY-
NiHb HeobXigHoi rinokoarynauii [11; 19]. Binbwwoto mi-
POIO PU3KMK MOBTOPHOIr0 TPOMOO3Y 3aneXuTb Bif, NPo-
ointo adJI-AT [2, 17].

ICHYIOTb CTaHW, NPU AKX y NoganbLLOMy pO3BMBa-
€TbCS OKJII03iA CyANHN — ciTyacTe nieeao abo HEBPO-
JIOTiYHI NPOABN — XOpeedOPMHI rinepkiHe3n, MieiHi-
3YI04i NPOSIBY, LLLO IMITYIOTb PO3CigHMIA cknepod, adJl-
ornocepeakoBaHa TPoMOOLMTOMNEHIA, BTpaTa naoaa,
aBaCKyNSPHUIN HEKPO3 KiCTOK TOWwo [1, 2, 4]. Byab-sKi
3 UMX CTaHiB MOXYTb nepenyBaTu PO3BUTKY A0OCTO-
BipHOro AMC. Ha cboroHi o6rpyHTOBaHO BUAINSIOTb
rMmMoBipHUn ADC abo npeADC [7]. Liei giarHo3 moxe
OyTn BepundikoBaHMI y NALEHTIB 3 BUCOKMMU abo ce-
peaHimu piBHSMK adJ1-AT y KpOBI | 3 TakMMK 03HaKa-
MW, GK TDOMOOLIMTOMNEHIA 200 ypaxXeHHSs KlanaHis cep-
us (HeiHdekuirHe), abo citTyacTe niseno, abo Hedpo-
naTtisa, ane 6e3 TpoMb03y, aKyLlepcbkoi naTtonorii Ta
3a BiACYTHOCTI iHLLIOrO anbTEePHATUBHOIO 3aXBOPIOBAH-
Hs. V. Pengo y cBoix poboTax [19; 20; 21] niakpechntoe,
w0 vyacTo knacudikauiiHi kputepii AOGC He Bignosiga-
I0Tb AiarHocTn4HUM. Ha npaktuui giarHo3 APC yacTto

BCTAHOBJIIOETLCSH HA NiACTAaBI TiIbKM OQHOI0 NO3UTUB-
Horo TecTy (iHwi 2 abo He pocniaxeHi, abo HeraTue-
Hi). 3a oCcTaHHIMN JaHUMWK, i30/1bOBAHA NO3UTUBHICTb
3a aKJ1-AT (aHTu-B,-I'Tll i BA HeraTnBHi) HE aCOLLIIOETb-
cs13 TpoMb0o3amu. ToMy eKcnepTy NPOMOHYOTL BUAiNS -
Tn giarHocTUYHI BapiaHTu ADPC: 0O0CTOBIPHNIA, IMOBIpP-
HWI | MmanonmoBipHuia [20]. BogHovac knacudikau,in-
Hi kpuTepii ADC BUKINKAOTL XBaBi ANCKYCIi, OCKiNbKN
30iNbLUYETLCS KiNbKICTb NALLIEHTIB, AKi HE BiANOBiAalTh
MOBHICTIO LLUM KPUTEPISIM | XMOHO BUKJTOHAIOTLCS 3 TPY-
nun xeopux Ha APC. Y 3B’A3Ky 3 LiMM 3anpornoHOBaHUM
TEPMiH «HekpuTepianbHoro» AMC, aknii 06’egHye Na-
LIEHTIB, WO HE MAlOTb MOBHUX KracudikauiiHux Kpu-
TepiiB ADC [22] (p1CyHOK).

| HekputepianbHnii AGC |

l

|

|

|

CepoHeraTueHuii KniHiyHwii H 7 HenoBHwuii
A®C HekpuTepianbHuii| [ naGopatophuii || naGopatopHuii
KniniyHi nposiBu AdC A®C AdDC
+ HexpurtepianbHi Kniniyni nposisn KniHiyHi nposisn
HeratusHi nposian ADC AdC
knacuyHi adJ1-AT + + +
+ CepornoriyHi AnTu-KJ1 i/abo HeratuHi
BuknioueHHs KNacuyHi aHTn-2M1 adJ1-AT knacuyHi
iHLWMX KpuTepii Y HU3bKNX TUTPAX +
Tpombodiniii Mo3uTuBHI
HekpuTepianbHi
adJI-AT

PucyHok. «HekputepianbHuii» AQGC

CepoHeratumsHuiit AOC (CH-ADC) 6yB crioyaTky Bu-
3HAYEHUI FK «NaLiEHTUN 3 MIFPEHHIO, IHCYNIBTOM, Kiflb-
KoMa nonepeaHiMv BUKUAHAMU, TPOMOOLMUTOMNEHIEID
Ta cit4yacTum niBego, Tectn akux Ha adPJ1-AN e kaTe-
rOpu4YHO HeraTueHUMM» [16]. MigHiwe J.L. Rodriguez-
Garcia 3i cnisaBTopamu [23] onucanu CH-ADC gk HasB-
HICTb OCHOBHUX KJiHiYHWX NposiBiB ADC (TpomM603 cyauH
Ta/abo naTonoria BariTHOCTI) Ta HeraTMBHe TeCTyBaH-
HsA Ha adJ1-AT y OBOX OKpPeEMMX BUNaakax, ane wo Bu-
Marae 0OAATKOBO HAasiBHOCTI MPUHANMHI ABOX «HEKPU-
TepianbHUX» NPOSBIB: ciTHacTe niBeno, GeHomeH Pein-
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HO, MiFpeHb, KOTHITMBHA AMCHYHKLS, CyaOMN, XOpes,
ypaXkeHHs 6inoi pe4oBUHN 3a AaHUMKW MarHiTHO-pPe3o-
HaHcHoi ToMorpadii (MPT) ronoBHOro Mo3Ky, NMofibHi
[0 PO3CISIHOro CKIepo3y, XBopoba MiTpanbHOro knana-
Ha, xBopo6a aopTasbHOrO KnanaHa, 0AuH abo ABa CroH-
TaHHi abopTn Ao 10 TMX BariTHOCTi Ta TPOMOOLIMTOMEHIS.

HapeuwTi, y 2015 p. poboya rpyna 3 kniHi4H1x ocob-
nueoctent APC Ha 14-Mmy MidkHapogHOMY TEXHIYHOMY
KOHrpeci 3 aHTndocdoninigHMX aHTUTIN BU3HAYMNa na-
uieHTiB 3 CH-ADC Ak Takumx, L0 NOCTIHO AEMOHCTPY-
I0Tb TUMOBI KNiHIYHI MPOSABK, WO BiAMNOBIAATL KPUTEPI-
am giarHo3y APC (Cannopo/CigHelt), Lo CynpoBOaAXY-
E€TbCS «<HEKpUTEpPIaNIbHUMU» NPOsiBaMU 1abopaTopHOro
ADC Ta BUKIIIOYEHHAM iHLINX TPOMBOGIinin [5].

Tabnuus 2
«HekputepianbHi» nposin antudocdoninigHoro cMHApPomy
(apanToBaHo Hamm 3a [22])

HEAKYLUEPCbKI MPOSIBK

Benwuki

A®C Hedponaria XBopoba knanaHis cepus
NiBeno cityacre TpombouuToneHis

Xopes onepeyHuin mienit
Tpom603 NoBEpXHEBYX BEH

Mani

YpaxeHHs 6inoi pe4oBuHn Mo3ky Ha MPT
MoauTusHuii Tect Kymbea
AcenTunyHi HEKPo3# KIiCTOK
[ceBaopo3CiHMiA cknepos
®deHomeH PeitHo
CeHcoHeBpasnbHa NpuUrayxyBaricTb
KpoBoBMAMBM Ha LKipi

AKYLLEPCbKI NPOSIBU

Mi3Hs 3aTpUMKa BHYTPILIHEOYTPOBHOTO PO3BUTKY (Micnst 34-ro TUXHS)

Mi3Hs npeeknamncisi (nicns 34-ro TuxHs)

BigwwapyBaHHs nnaLeHTn

[naueHTapHa rematoma

MepenyacHi nonoru (>34-ro — <37-ro TMXHS)

lMicnanonorosa npeeknamncis

[Bi abo Ginblue He3po3yMini in vitro HeBAAYI 3anniAHEHHS

[1Ba He3p0o3yMinux crnoHTaHHux abopti <10 TUX

Amaurosis fugas
KorHiTuBHe 3HUXEHHS!
['eMoniTnyHa aHemis
Mirpexb

Jlerenesa rineptensis
LLkipHi Bupasku
Cynomu

BinbLwicTb ekcnepTiB NOroaXyTbCsA 3 HEOOXia -
HICTIO BMKJTIOYEHHS CMaaKoBUX NPUYMH TpoMbodinii
npu CH-ADC (Hanpuknapg ¢paktop V Jleigena, myTa-
uis npotpombiHy G20210A, 6inok C, 6inok S Ta gedi-
LT aHTUTPOMOIHY), 0QHaK BKa3yoTb, LLO iX HASABHICTb
MoXe BM3HavaTucs y nauieHTis i3 AQC. BogHouac
HAsIBHICTb LMX MapKepiB He 3aBXAM MOXe NOSICHU-
TN PIBHOMAHITHY KNiHIYHY KapTUHY, LLO BiAMIYAETHCH
npu ADC [8]. Mpun BU3HAYEHHI KIAaCUYHUX «KpUTepiasib-
Hux» adpJ1-AT HeoOXiaHO BpaxoByBaTN YMOBW, K 30aT-
Hi BHU3UTU iX TUTPU: HEPPOTUYHNIA CUHOPOM, NPUIAOM
rIOKOKOPTUKOIAiB, TAXKi MOPYLUEHHS PYHKLiT NeYviHKu,
a TakoX HegOTPUMaHHS PEKOMEHAOBAHOIO TEPMIHY
onsa Bu3HadeHHsa adJ1-AT (12 tnx) [22].

TakuMm YnHom, CH-ADC oxonntoe naujeHTiB i3 KJii-
HiYHUMUK nposiBamu ADC, ki BiANoBiaaTb kKnacudi-
KaLiMHUM KPUTEPIAM, a TaKOoX 3 «HEeKpUTEpianbHUMN»
o3Hakamu (Tabn. 2) Ta i3 CTiliKOo HEraTUBHUMU «KpUTE-
pianbHUMK» adJ1-AT. Takm nauieHTaM pekoMeHAyETb-
CSl NPOBECTM BU3HAYEHHS «HekpuTepiasibHux» adJ1-AT,
LLLO 403BONUTL NepekBanidikyBaTy HaCTKy LMX NaLiEH-
TiB y rpyny «nabopaTopHuin HekpuTepianbHin APC».

«HekputepianbHi» aHTndocdoninigHi aHTuTIna
npencraeneHi B Tab. 3.

Ta6nuus 3
«HekputepianbHi» aHTudocdoninigHi aHTUTING, WO MOXYTb
BUABNATMCS Npu aHTUdOoCconinigHOMY CUHAPOMI

KputepianbHi aHtTudocdoninigHi aHtutina

+ AHTMKapZioNiNiHOBI aHTUTINA

+ BOBYaKOBWIi aHTUKOATYNSHT

- AHTuTina po B,-rnikonpoteiny |

HekputepianbHi antudocdoniniani antutina

+ AuTutina go docooninigis (pocdatnauncepuny, docharnaunetaHonamigy)
+ AHTUTPOMGIHOBI aHTUTINA

+ AHTUTPOMOOLMTAPHI aHTUTING

+ AHTMeHpoTenianbHi aHTuTING

+ AHTUTING B0 aHekcuHy V

+ AnTuTina po 6inka C

+ AnTuTina po Ginka S

+ AHTUTINA S0 TPOMGOMOZAYNiHY

+ AnTutina po renapascynbdarty npoTeornikaHy

+ AHtuTina jo CD36

+ AHTUTING B0 BUCOKO- | HU3bKOMONEKYNSIPHOIO KiHIHOTeHY
- AnTuTina go dpocdoninasu A2

KniHivHnin HekpuTepianbHmin ADC Ta KiiHiYHI nposi-
BU «Be3 KpUTEpIiB» BUKIMKAIOTb XBaBi AMCKYCIi. Taki
KJTiHIYHI NPOSIBY BKJIOYAOTb, HAcCaMnepen, ypaxeHHs
wKipwny Burnaai cityactoro niseno (livedo reticularis),
BUPa3KM LLKipU, TPOMOOUMTOMEHIO, TPOMOO3 NOBEPX-
HEBUX BEH, FEMOJITUYHY aHEMIIO, MO3UTUBHUIM TECT
Kymbca, HedponaTilo, ypaxeHHs cepueBux knana-
HiB, NlIereHeBy rinepTeHsito, aBaCKyNsApHi HEKPO3U KiC-
TOK, MirpeHb, panToBy BTPATy 30py (amaurosis fugax),
XOpPEL0, KOTHITUBHI MOPYLUEHHS, CyO0MU, NOMEPEeYHNin
MienNIT Ta 3MiHM Ha MPT, W0 iMiTyloTb PO3CiHUI CKIle-
po3 [5, 14, 25]. Oonosiai 14-ro MiXxxHapoaHOro KoH-
rpecy 3 nuTaHb TEXHIYHOI rpynu Wwoao aHTudocoo-
NiNigHUX aHTUTIT CTOCOBHO KAiHIYHMX 03Hak ADC 3a-
KIHYMNNCS PEKOMEHAALIEID WOA0 BKIIIOYEHHS MEBHMX
nposeiB (TpomboumToneHia, APC-Hedponartis, ypa-
XXEHHS KnanaHiB cepugs, livedo reticularis, xopes ta
nonepeyYHnin MIENIT) K HaCTUHY Nepernsay Kputepiis
ADC [5]. Y MixxHapoaoHoMy koHceHcyci 2006 p. B 3a-
S1Bi NPO OHOBJIEHHS KnacudikauiiHux kputepiis APC
3ragyeTbCsl NPOMNo3unLisi TepMiHy «iMMoBipHUIA APC»
(He NPUMHATMIA KOMITETOM), LLLOO BKIIOYMTM NALLEHTIB,
AKi BignosigaoTb KNiHiYHMM BUMoram APC, ane maioTb
NO3UTMBHI TECTU TifIbKU HAa «HekpuTepianbHi adJ1-AT»,
a TaKOX MaUIEHTIB 3 «HEKPUTEPIAIbHUMW» KIiHIYHU-
MU MPOsiBaMU i BUSIBIEHHAM knacuyHux adJ1-AT (no-
OBiiHa Yn NOTPIHA NO3UTMBHICTBL). i3Hiwe 6yno 3a-
MPOMOHOBAHO AJ/151 OXOMJIEHHS TakMX MaLEHTIB TEPMIH
«npe-APC» [7].

Bunagku «<HekpuTepianbHMX» NPOSIBIB aKyLLEPCbKOro
A®DC noTtpebytoTb okpemoro po3rnsaay. Cepis nybnika-
LYl NOBIgOMASE Npo BKIOYEeHHS A0 peecTpy EUROAPS
eni3oniB akyLLepcbkoi naTonorii, nos’asaHnx 3 APC, Ta
3 «HekpuTepianbHUMK» nposisamu ADPC [6]. 1o Takmx
NposBIB, LLLO He 3HaNLLM BiobpaeHHs B CiaHeNCbKil
Knacugikauii, BIiAHOCATb Mi3HIO HELOHOLUEHICTb, OAMH
abo gBa nocnigoBHUX BUKNAHI go 10 T recTadii, nis-
Hilh recTo3, Ni3HI0 BHYTPILLHLOYTPOOHY 3aTPUMKY POCTY,
reMatomy rnjaueHTu, BigwapyBaHHS MiaLeHTH, nicna-
MoJI0roBy Npeeknamncito Ta 2 abo BGinbLue He3PO3yMi-
ni HeBOaui 3annigHeHHs in vitro. EkcnepTn CXmnsaiTbca
[0 IYMKMU, LLLO 10 MPOMINIO «KNiHIYHUIA HEKPUTEPIANIbHUI
ADC» Manu 6 yBINTU XiHKM 3 <HEKPUTEPIaSIbBHUMM» aKy-
LLIEePCbKMMIM NPOSIBAMU — MPUHANMHI 3 OAHUM aKyLuep-
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CbK1M ab0 OHNM BENNKNM HEAKYLLIEPChKUM KPUTEPIEM
ab0 ABOMa «HEKPUTEpPIaNbHUMM» aKyLLEPCLKMMMW MJTHOC
naboparopHumm kputepiasmm APC [22].

HacTynHa rpyna oxona€e nauieHTiB 3 HEMNOBHUM
nabopartopHum ADC. Pi3Hi gocniokeHHs npoaHaniay-
BaM POJIb @HTUTIN OO KapAioniniHy (HN3bKOro TUTPY)
(aHTn-KJ1) Ta aHTuTin 0O B,-rnikonpoTeiny | (aHTn-B,-
M), 0cobmMBO y XXIHOK 3 KJiHIYHMMM O3HaKaMuM akyLLep-
cbkoro ADC. OTpumMaHi cynepeynnBi pesysbTaT: BOHN
BapitoloTh Bif, 6iNbLL BUCOKOi HaCTKM YCHILLIHMX BariTHOC-
Tel y NauiEHTOK 3 «<HU3bKMM TUTPOM>» MOPIBHSAHO 3 Na-
uieHTamMm 3 «BUCOKUM TUTpoM» adJ1-AT [26] oo BiocyT-
HOCTI pi3HUL Yy pedynbTaTax [24]. Y3aranbHiow4m HasB-
HY iHdOopMaLjio Ta NpPoBeaeHi A0CNIAXEHHS, BiNbLUICTb
OOCNiIOHVIKIB CXUNSIOTLCS A0 AYMKU, WO OO0 Py «He-
noBHMin nabopatopHuin ADC» cnig BigHeCTM ocib i3 kni-
HIYHMMM 03HaKaMu, WO BiANoBiaaTb kputepiam APC
nntoc 2 abo Ginblue BU3HaAYeHHSs (MPUHaNMHI 12 TUX MidX
BU3Ha4YeHHAMM) aHTU-KJT mMix 95-mi 99-m npoueHTun-
namMm T1a/abo 2 4n Binblue BU3HAYEHHS (3 iIHTepBaIoM
woHarmeHwe 12 Trx) aHtuTin go B,-T'Ml Mix 95-m i
99-m npoueHTunamun. Kpim Toro, nponoHyeTbCS nepe-
BIPUTU HAsABHICTb «HekpuTepianbHx» adJ1-AT.

TepMiH «HekpuTepianbHuii nabopatopHuin APC»
OXOMJIE NALIEHTIB i3 NPOsBaMu KiHIYHUX KPUTEPIiB
ADC (TpomMbBOTUYHI Ta/ab0 akyLlepcbki) Ta 3 HeraTmBe-
HUMK a0 B HU3bKOMY TUTPI KpuTepianbHux adJ1-AT,
aTaKOX 3 MO3UTBHUMU «HEKpUTEPIanbHUMN» adPJ1-AT.

3a cyyacHumu ysasneHHamn, adJ1-AT € He Tinbkn
CEepOJIOriYHMM MapKepoMm, a  BaXNBUM NMaToOreHe-
TUYHUM MefiaToOpPOM, WO BUKIINKAE PO3BUTOK OCHOB-
HUX KNiHiYHMX NposiBiB AOC — TpomMb03y, akyLlepCcbkoi
naTonorii, uMtoneHin Towo. Y uinomy adJ1-AT matoTb
30aTHICTb BNAMBaTK Ha BinbLUICTb NpoLeciB, WO cTa-
HOBNISITb OCHOBY perynsuii remocTtaay, a ix nopyLueH-
HS NPM3BOANTL [0 rinepkoarynauii [3].

Mok He3po3ymino, sKki dakTopu (FreHeTU4HiI Ta/
ab0 NoB’A3aHi 3 LOBKINIAM) NPU3BOAATbL 40 YTBOPEH-
Hs adJ1-AT, a TakoX HOMY TiflbKM Y NEBHUX OCib 3 ad-
AT posBuBaloTbCs KniHiYHI Nposisu APC. BeaxatoTsb,
WO NPUPOAHUN IMYHITET Ma€e BUpillaibHE 3HAYEH-
Hs B MexaHi3Mi po3BuTky APC y aBox pidHMX dasax:
1) daza iHiuiadji (abo iMmyHonoriyHa) i 2) edekTopHa
(naTonorivyHa) ¢paza [10].

Hessaxatoun Ha 6inbll BUCOKMIA PU3UK TPOMOO-
3y Ta akyLepcbkoi naTonorii y xiHok 3 adJ1-AT, y 6a-
raTbOX MauieHTiB, 0COBNBO 3 OAHIED NO3UTUBHICTIO
3a adJ1-AT, HIKONM He PO3BMBAOTLCS KJliHIYHI NPOSi-
BU. Lle Bkadye Ha NpaBOMOYHICTb «rinoTe3n NoaBil-
HOro ygapy», Too6To reHepadia adJ1-AT € HeobxigHoto,
ane HeJOCTaTHBOK YMOBOIO A1t PO3BUTKY KIiHIYHMX
npossiB. [Apyrnin «yaap» YiTKoO He OKPECIEHUN, ane
nependavyaeTbCs, WO 3ananeHHs, iHpekuis ado iHLi
NPOTPOMOOTUYHI TPUrepy 3yMOBJTIOIOTb PO3BUTOK LX
nposgis [13]. Kpim Toro, Bigomo, wwo aPJ1-no3nTnBHi
nauieHTn MaloTb PAL TpaguuinHux GakTopis pnsn-
Ky TPOMOO3Y, BKJIOHAI0HYM KYPiIHHS Ta OXMPIHHA [12].

Takvm YMHOM, AOCNIOXEHHS BKA3YIOTb HA 3HAYHY
KNiHiYHY i ceponoriyHy reteporeHHictb APC, icHyBaH-
HA GaraTbOX KNiHIYHMX MPOSBIB, WO He BKNaOQaloTbCs
B TpaauuiliHi kpuTtepii giarHo3y ADC, BogHovac xa-
pPakTepn3yTbCS BUCOKMM PUSNKOM PO3BUTKY YCKITaA-
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HeHb. Y JaHnii Yac NPONOHYETLCH BUAINIEHHS HACTYIM-
HUX NPO®INiB NaLEHTIB, WO 3rpynoBaHi Nif, LUMPOKNM
TEPMIHOM «HekpuTepianbHuiit APCs.

«CepoHeratnuBHuii AAC»: nauieHTn 3 KNiHIYHUMK
nposiBamMmu, LLLO BiANOBIAAI0OTb MiXKHAPOAHUM KPUTEPRISAM
A®DC (2006), 3 HasABHICTIO KNiHIYHWX O3HAK, LLIO He Bif-
MoBiIAA0Tb KPUTEPIAM (MPUHANMHI OAMH aKyLLePCbKNN
ab0o 0OMH OCHOBHUI HeakyLLepCbkuii abo ABi He3Ha-
YHi HeakyLlepchbki) 3 NOCTiMHO HeraTuBHMMKN adJ1-AT
(NpuHaMMHI 2 BU3Ha4YeHHSa 3 iHTepBasioM 12 Tux) Ta
BUKJTIOYEHHS iHLLUMX TPOMOO®Inii, ski 6 BUNpaBaoBy-
BasIM OaHy KNiHiYHY KapTUHY.

«KniHi4HWIM HekpuTepianbHWii ADC»: NaujeHTn 3 «<He-
KpuTepianbHUMK» NposiBaMM (MPUHaMMHI OAVH akyLlep-
Cbkuii abo 0auH BENNKNIA HeaKyLLepCbkuii abo 2 He3Ha-
YHUX HEeaKyLLIEePCbKNX), MAC MO3UTUBHWNIA pedynbTaT
adJI1-AT, L0 BiANOBiAatoTh KNacudikaLinHUM KpUTEPISM.

«HenoBHWin nabopaTtopHuii APC»: nauieHTn 3 kii-
HIYHUMM NposiBaMU, LLO BiANOBIAAIOTb MXXKHAPOOHUM
kputepiam ADC (2006) nntoc 2 abo BGinblue BU3HA-
YeHH$ (3 iHTepBasioM He MeHLwe 12 Trx) aHTn-KJT Mix
95 T1a 99 npoueHTUNaMM Ta/abo aABox abo BinbLue BU-
3Ha4yeHb (3 iIHTEpPBaNOM LWOHANMeHLLEe 12 TUX) aHTUTIN
0o B,-I'M | mixx 95-m Ta 99-m npougHTUNAMN.

«JlabopaTopHuUii HekpuTepianbHin APC»: nauieH-
TN 3 KAHIYHUMN NposiBamMu, WO BianosigatTs APC,
3 KpUTEpiaMK Bif’€MHOro/Hn3sbkoro Tntpy adsl-AT
MJOC MNO3UTUBHI pe3yfibTaTh TECTYBAHHSA HA «HEKPU-
TepianbHi» adJ1-AT.

YTiM BaXNUMBICTb i MPOrHOCTUYHY 3HAYYLLiCTb BUA,-
neHunx npodinie NaujieHTiB e HeobxiaHO BCTAHOBUTU.
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KPUTEPUAJIbHbIA U HEKPUTEPUAJIbHbIN
AHTUDOCHONUNUAHBIA CUHAPOM:
KOHLUENTYAJIbHbIE BOMPOCbI
ONATHOCTUKH

WN.10. lonoea4, T.M. Yunko, E.A. JlTazopeHko

KnuHnyeckasi 6osbHuLa «DeogaHns»
locynapctBeHHoOro ynpasneHus aenamu, Knes

Pe3lome. O60cHOBaHue. AHTMgocoannuai-
HbIi cuHapom (ADC) — npnobpeTeHHas ayToum-
MYHHasi TPOMOOUINS, KOTOpasi XapakTepusyer-
Cs1 Pa3BUTHEM PELANBUPYIOLLIVX TPOMOO30B CO-
cyaoB 110boro kanmbpa v Turna uam akyLepckKo
narosiornen n 06s13aTesibHbIM BbisSIB/IEHUEM CTOV -
KO MO3UTUBHbIX aHTUGHOCHOANNNAHBIX aHTUTE.
APC TpaanunMoHHO pPas3aensioT Ha NepBUYHbIA
Y BTOPUYHBIV. [ns AnarHoCTyuky 3ab0oaeBaHus nc-
nosib3yTCss MexayHaposaHsie kputepumn 2006 r.
APC mMoxeT ObiTb ANarHOCTUPOBAH MPY HaanyYmum
OAHOIr0 KJIMHNYECKOro v 0gHoro 1abopartopHoOro
npu3Haka. OgHako kaaccudukaLmMoHHbIE KpUTe-
pun ADC BbI3bIBAKOT ANCKYCCUN C YBETIUHEHUEM
KOJIM4yecCTBa nauneHTOB C HEMOJIHbIMU KPUTEPUSIMI
IV KITMHUHECKUMMU MPOSIBIEHUSIMW, HE BXOASLLM-
MU B KnaccugukaumnoHHbie kputepumn. Co3gaeTcsi
Brie4aT/IeHne, 470 ONpeAeIeHHbIE NaLneHTbl, KO-
TOPbIE HE COOTBETCTBYIOT 3TUM KPUTEPUSIM, MOI'YT
ObITb HeaEeKBaTHO NCKJIIOYEHbI N3 AnarHo3a ADC.
MeToasbi nccnepgoBanvs. Ha ocHoBaHum nuTepa-
TYPHbIX JaHHbIX B CTAThE MPUBEAEeHbl COBPEMEH-
Hble npencTaB/eHus O BblAesIeHUW rnpoguae na-
LINeHTOB, KOTOPbIE HE MOJIHOCTbIO COOTBETCTBYIOT
MexayHapoaHbIM kputepusim ADC, oaHako xapak-
TepU3yKTCsl BbICOKUM PUCKOM TPOMOO30B. B cTa-
Tbe MPUBELAEHA XapakTePUCTUKA MPEaI0XEHHbIX
aKcrepTamMu YeTbIPEX NPOPUIEV NaLUNEHTOB C «He-
kputepunasbHbiM ADPC», 3Ty rpynnel NauneHToB
YCJIOBHO Ha3BaHbl «CepPOHeraTuBHbIvi APC», «kin-
HUYeCcKkui HekputTepuasbHbIti ADPC», «HEernosHbI
n1abopatopHbii ADC» n «1abopaToPHbIA HEKPUTE-
puanbHbii APC». BeiBogbl. [logobHas kateropu-
3aums o3BoJIIET OCYLLEeCTBUTL 6osiee 04HOPOL-
HbIVi nccaenoBaTtesnbckuii noaxod Kk APC, a Takxe
r03BOJINT CAENaTb YHUBEPCAJIbHbIE BbIBOAbI OTHO-
CUTEJIbHO yCTaHoBAEHWSI AnarHo3a ADC v nedeHus
ATUX rpynmn naLumeHTos.

Kniouesbie cnoBa: aHTUdHOCHONUNUOHLIN
CUHOPOM, aHTUGOCHONMNNAHbIE aHTUTENA,
Tpom0603, KpUTEPUW.
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CRITERIAL AND NON-CRITERIAL
ANTIPHOSPHOLIPID SYNDROME:
CONCEPTUAL QUESTIONS OF
DIAGNOSTICS

I.Yu. Golovach, T.M. Chipko, O.0. Lazorenko
Feofaniya Clinical Hospital, Kyiv

Summary. Background. Antiphospholipid syn-
drome (APS) is an acquired autoimmune thrombo-
philia, which is characterized by the development
of recurrent vascular thrombosis of any caliber
and type or obstetric pathology and the mandato-
ry detection of persistently positive antiphospho-
lipid antibodies. Antiphospholipid syndrome is tra-
ditionally divided into primary and secondary. For
the diagnosis of the disease, the international crite-
ria of 2006 are used. APS can be diagnosed in the
presence of one clinical and one laboratory sign.
However, the classification criteria for APS are con-
troversial with an increase in the number of patients
with incomplete criteria or clinical manifestations
that are not included in the classification criteria.
The classification criteria for APS generate discus-
sion, with a growing impression that certain patients
not fulfilling these criteria might be inadequately ex-
cluded from the diagnosis. Methods. Based on the
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literature data, the article presents modern ideas
about the identification of patient profiles that do not
fully meet the international criteria for APS, but are
characterized by a high risk of thrombosis. The ar-
ticle describes the characteristics of the four pro-
files of patients with «noncriteria APS» proposed by
experts. These groups of patients are conventional-
ly named «Seronegative APS», «Clinical noncriteria
APS>», «Incomplete laboratory APS» and «Labora-
tory noncriteria APS». Conclusions. This catego-
rization could allow for a more homogeneous re-
search approach to APS, enabling more sustained
and universal conclusions.

Key words: antiphospholipid syndrome,
antiphospholipid antibodies, thrombos, criterias.
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PEGEPATUBHA IHOOPMALIA

IHTEPCTULLIAJIbHI SAXBOPIOBAHHSA
JIEFTEHb: E®OEKTUBHICTb HIHTEOAHIBY
o0 SMEHLUEHHSA MPOrPECYBAHHYA
DdIBPO3Y

lMigrotyBana A.P. Xvuub

HiHTepaHi®b — CMHTETUYHWIA NikapCbkuin Npena-
paT, MexaHi3m fji skoro nonsrae B iHribyBaHHi ¢ep-
MEHTY TUPO3UHKIHA3M, 3a paxyHOK 4Oro 6J10KyETbCS
HM3Ka peLenTopiB GpakTopiB POCTY KAiTUH (TPOMOO-
umTiB a i B, pibpobnacTie Ta eHOOTENIO CYAMH), WO
npu3BOANTb A0 rasibMyBaHHA Gibpo3y nereHb [1]. Pe-
3ynbTaTth NonepenHix paHooMi30BaHUX KIIHIYHUX 0O-
CnigkeHb AeMOHCTPYBau, L0 HiHTeaaHi6 npurHivyye
LWBUAKICTb NPOrpecyBaHHs iHTepPCTULLIaNIbHUX 3aXBO-
ptoBaHb nerexb (13J1) [2]. Pe3ynbtatn OOCNIOXKEHHS
INBUILD, B sikoMy panu y4acTb naujieHtn 3 13J1, npo-
NEeMOHCTPYBanu, Lo Teparnisa HiHTeaaHiboM NPoTArom
52 Tk acouitoBanacs 3 ynoBijibHEHHSM NPOrpecyBaH-
HS 13JT (3HMXKEHHSA POPCOBAHOI XMUTTEBOI EMHOCTI Ne-
reHb (FVC)) Ha 57% nopiBHSAHO 3 nnauebo y 3aranbHii
nonynsuii nauieHTiB TaHa 61% y nauieHTiB 3 iHTEpCTuU-
uianbHO NHeBMOHi€eto [3]. HaBeaeHo ornag KiHUEeBMX
pesynbTaTiB gocnigxeHHs INBUILD [4].

Y paHaoMizoBaHOMY NoABiHOMY chinomy nnauebo-
KOHTpOnboBaHOMY AocnimkeHHi INBUILD, B skomy 6pa-
M y4acTb nauieHTn (n=663) 3 nporpecyroynmn (dakT
NnporpecyBaHHs XBOPOOU NMPOTAroM OCTaHHIX 2 po-
ki) 13J1, 3a BUHATKOM igionaTuyHOro nereHeBoro ¢i-
6po3y BCi y4acHMKKN Bynn paHaoMi30BaHi Ha ABi rpy-
nu: NepLua rpyna oTpuMyBsasna Tepanito HiHTeaaHibom
(n=332), opyra — nnauebo (n 331). B akocTi kiHLeBOi
TOYKM OLiHIOBaNoCs NporpecyBaHHs 1371

3aranom B aHani3 BkO4YEHO 663 navuieHTn 3 1371
(cepepnHin Bik cTaHoBMB 65,8+9,8 poky), cepenHin ne-
pioa, CnoCTeEPEXEHHS 3a IKMMKU CTaHOBMB 19 Mic (15,6—
16,8 mic). HacTka nauieHTiB 3 nporpecysaHHsam I3J1 (ab-
contoTHe 3HMxKeHHs FVC >10%) abo netanbHUMU pe-
3ynbTatammn ctaHosuna 13,9% B rpyni HiHTeAaHIby i
19,6% B rpyni nnaue6o (BioHoLwweHHst puauikis (BP) 0,67;
95% posipuunitintepsan (A1) 0,46-0,98; p=0,04). YacT-
Ka nauieHTiB 3 nporpecyBaHHsaM 13J1 abo netanbHUMIN
pesynbTaTtamMmu cepen, yCix yHaCcHUKIB LOCNIIKEHHS CTa-
HoBuna 15% vy rpyni HiHTegaHiby i 22,8% y rpyni nna-
uebo (BP 0,62; 95% M1 0,39-0,97; p=0,03). PeaynbTa-
T1 pocnigxeHHsa INBUILD npogemoHcTpyBann edek-
TUBHICTb Ta 6e3neKy 3acToCyBaHHSA HiHTeAaHiby o ao
3MEHLLEHHS NporpecyBaHHsA Gibpody nereHs npu 13J1.

Haragyemo, wo pe3ynbTaT HeWwo4aBHbOrO A0CHi-
[DKEHHS CBigyaTh, O NePEHECEHHS MHEBMOHIi y ANTS -
YoMy BiLi Ma€e NpsSIMY acoLiiauilo 3 PO3BUTKOM BPOHXi-
anbHOi acTMK Micnsa 4-pPivHOro BiKy.
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