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Catastrophic antiphospholipid syndrome (CAPS) is a rare and life-threatening disease characterized by multiple vascular complications in the
presence of antiphospholipid antibodies in the blood. Currently, CAPS remains a challenging diagnostic task and requires urgent treatment. The
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Antudochomumunneii cuaapom (ADC) cuntaercss HauM-
0oJjiee 4acToil MPUYMHON MPUOOpETEeHHOU TpomMOoduIuu u
SIBIISIETCSI MOMIEJTBIO0 AHTUTEJIOMHIYLIMPOBAHHOTO Tpombo3a [1,
2]. B HemaBHeM 0030pe yacToTa aHTU(MOCHOTUIUITHBIX AHTUTEIT
(adJI) y MOJIOABIX MTALIMEHTOB C LIepeOPOBACKYJISIPHBIMU DITH -
3omaMu cocTaBisiia 17%, yBennuuBasich 10 22% y GOJIBHBIX €
WHCYJIBTOM U ¢ aHTUTedaMU K Kapauoaununy (aKJI) [3]. [1pu
norepe 0epeMeHHOCTU, UHdapKTe MUOKapaa, TpoM003e IIy-
00KUX BeH o611ast yactota a®JI-mo3uTUBHOCTH ObLiTa OlIcHEHA
B 6; 11 1 9,5% coorBeTcTBeHHO [4]. B HacTosiee BpeMs cy-
LIECTBYET KOHCEHCYC, corjiacHo Kotopomy mpu ADC ¢ Tpom-
OOTUYECKUMMHU TPOSIBICHUSIMHU TOKa3aHa JJIMTENbHAsl Mepo-
pasibHas Tepanus aHTukoaryiasintaMu (AK), mpu aTom npemna-
patoMm BbIOOpa octaetcss BapdapuH [S] wiu (1151 XKEHIIUH C
aKyLIepCKUMU MpobieMaMu) aClIMPUH C TerapuHOM JIM0o 6e3
Hero [6]. [TpumepHo y 1% nauunentoB ¢ AOC pazBuBaercs Ts-
Kesasi KJIMHUYecKas KapTuHa, XapaKTepu3ylolasicss MHOXe-

CTBEHHBIMU TPOMOO3aMM, B OCHOBHOM MEJIKHMX COCYIOB [7—
11]. M3-3a nmnoxoro nporHo3a 3Ta onacHas sl XKu3Hu popma
3a00JIeBaHUS MTOJIyYUIa Ha3BaHUE «KaTacTpO(PUUECKuil aHTH -
dbochomunuansiii cunapom» (KADC) [9—11].

JIlnarnocTuka U Knnnndeckue nposisiennss KAOC

B 2018 r. mpoexTHas rpynna McMaster RARE-Bestpractices
[12, 13] ony6rKoBaia MUIOTHbIE PEKOMEHIALIMY 10 IUATHOCTHUKE
u jiedeHuto penkoro 3aboneBanuss — KADC — ¢ yuetom peko-
menmanuii GIN-McMaster u metogonorun GRADE (Grading
of Recommendations Assessment, Development and Evaluation).
ABTOpBI TTOTUYEPKHYJIU, YTO MHOTHE U3 ITUX PEKOMEHAALMI
HOCST YCJIOBHBIN XapaKTep M3-3a 0COOEHHOCTE! TMOATPYIIIT ITPU
JTAaHHOM 3a00JIeBaHUY, a TAKXKe Pa3INIUil B IPEITTOUTSHUSIX TTa-
IIMEHTOB.

TMammenTsl ¢ KADC nmetot ob1ie yeptsl (Tabda. 1), KoTopble
oTpaXkeHbl B KjaccudukamoHHbix kputepusix [11, 14]. boab-
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Taommua 1. Ipensapurenshbie Kiaccupukannonnbie Kpurepun KADOC [14]

Table 1. Preliminary CAPS classification criteria [14]

1. BoBieueHue >3 opraHoB, CUCTEM H/WJIN TKaHeW (KeJaTeJbHO MHCTPYMEHTAIBbHOE TIOATBEPKICHNE OKKITFO3MK COCYIOB)

2. PazBurue TTIOJIMOPTaHHBIX l'[pOHBJ'IeHI/Iﬁ OOJHOBPEMEHHO UJIN B CPOK <1 Hexm

3. Mopdosorrnyeckoe OATBEPKIEHNE OKKITIO3MI COCYIOB TI0 KpaifHel Mepe OJHOTO OpraHa WM TKaHU (MOXKET OBITh ITPEICTABICHO HAPSITY C HAJIH-

YyeM MPU3HAKOB BacKyauTa)"

4. Ceposiornyeckoe MoATBEPKACHUE HATMIKUS BOTIYAHOYHOTO aHTrKoarysiHta min aKJI (ecau y 601pHOT0 paHee He quarHoctupoBaicst ADC, Hamu-

ok

ype a®JI 10KHO OBITh IMTOATBEPKICHO)

JoctoBepHbiiit KADC: Hanmnuue Bcex 4 MpU3HAKOB
Beposithbiit KADC:

1) Bce 4 mpu3HaKa, OTHAKO BOBJIEUEHBI TOJILKO 2 OpraHa, CUCTEMbI U/WJIN TKaHU;
2) Bce 4 mpu3HaKa, 3a MCKJIIOYeHHEM TaHHBIX CEPOIOTUYECKOro uccaenoBanus (Hamuuvs adJI), mpoBeaeHHoro 12 Hen Ha3as;

3) 1-i1, 2-11 u 4-ii IPU3HAKY;

4) 1-i4, 3-it 1 4-i1 pU3HAKU U pa3BUTHE 3-TO Cilydasi TpoM003a 3a nepuoz > 1 Herd, Ho <1 Mec, HecMOTpsI Ha Tepanuio AK

“Kak mpaBuiio, KJIMHUYECKUE IPU3HAKKA TPOMOO3a COCYI0B, MIOATBEPXKIaeMbIe IIPU HEOOXOAUMOCTH METOIaMu Budyanu3aiuu. [lopaxkeHue mouex
oTpeessieTcst IPU HAJIMYMY TTOBBIILICHHST YPOBHSI KpeaTHHWHA B CBIBOPOTKE KPOBU Ha >50%, Tskenoit aprepuaibHoil runiepreHsuu (>180/100 mm
PT. cT.) u/uu niporeunypuu (>500 mr/cyt). “ 111 THCTOIOTMYECKOTO MTOATBEPXKICHUST HEOOXOIMMO HATMUUE CYIIIECTBEHHBIX IPU3HAKOB TPOMO034,

P

XOTsI MHOTZIa MOTYT BBISIBIISITHCSI TIPU3HAKM BacKynuTa. ~Eciu y maumeHTa panee He 6bu1 tuarHoctupoBad ADC, 11st 1a6opaTopHOTO TIOATBEPKIC-
Hust Tpedyercst BoisiBieHne adJ1 1o kpaitHeil Mepe B >2 cliydasix ¢ MHTepBaJIoM B 6 Hell (He00s3aTeIbHO BO BPEMst COOBITHST) B COOTBETCTBUU C TIPE/I-
JIOXKEHHBIMU MTPEIBAPUTEIbHBIMYI KPUTEPUSIMU Kitaccudukaru onpeneseHHoro ADOC.

mHHCTBO 60JbHBIX KADC monanaoT B OTAeIeHUSI MTHTCHCUBHOM
Teparnuu ¢ MOJMOPraHHON HEIOCTaTOUHOCTHIO.

W3-3a peakocTtu atoro cunapoma B 2000 r. EBponeiickum
dopymom o adJI, ceThio MCCIen0BATEILCKUX TPYIIIT, 3aHUMa0-
1IKUXCS pa3pabOTKON MHOTOLEHTPOBBIX MPOEKTOB Ha OOJIBIINX
nonyasauusax 60abHBIX ADC, ObUT CO3MaH MEXIyHApPOMTHBIM
peructp nauueHToB ¢ KADC (CAPS Registry) [15, 16]. B Ha-
CTosIlIee BpeMsl OH COAEPXKUT JaHHbIie Oosiee 500 MalMeHTOB C
KA®C. Ananm3 HaKOTUIEHHBIX MaTepPUaJIoB MO3BOJIMII HE TOJIBKO
OIMcaTh KIMHUYECKHE W JJAOOpaTOPHBIE XapaKTePUCTUKU CUH-
npomMa [17—19], Ho 1 pazpaboTaTh TMArHOCTUYECKNE AJITOPUTMBbI
[20], kraccuduKaMoOHHBIC KPUTEPUH, a TAKXKEe peKOMEHIAIIN
[12, 18, 21] mo BeneHuto 60abHBIX KADC.

KA®C — ornenpHas popma ADC, KoTopass MOXET pa3BU-
BaThCsI B paMKax KaK BTOPUYHOTO0, Tak 1 niepBruaHoro AMC. Ce-
TOIHS He TIpUHsTO pasneisaTh ADC Ha TepBUYHBIN M BTOPUYHBII
B CBSI3U CO CXOXECTbIO KIMHWYECKUX TposiBieHuit. Hammaue
nmo6oro 3aboJieBaHusI, Ha GoHe KoToporo Bo3HuK ADC, rmoapa-
3yMeBaeT ero BTOPUYHBIN BapUaHT, a UCKJIIOYEHHUE APYToii maTo-
JIOTMHU MO3BOJISIET BepU(UILIMPOBATh EPBUUHBIN BapuaHT [1, 2].

HocrtoBepHocTthb KputepreB KADC 6bi1a Hu3Koi. CylecTByeT
TOJIBKO OITHO MCCIIeNOBaHNe, TIONTBEPKIAoIIee MTpeIBapuTeTbHbIe
kputepun y mniepBbix 220 manumeHtoB u3 peructpa KADC 1o
CcpaBHEHMIO ¢ 175 malmeHTaMu ¢ CUCTEMHOM KpaCHOI BOTYaHKOM
(CKB) mimm A®C n1u6o ¢ o6ouMMM 3TUMM 3a00JI€BAaHUSAMU,
KOTOpbIE COCTaBWJIM KOHTPOJIbHYIO TpyIly. YyBCTBUTEIHHOCTh
KpPUTEPHUEB B 3TOM MccenoBaHuy nocturaia 90%, a crienudua-
HOCTh — 99% [18]. HU3Ky10 IMarHocTUYeCKyIo IEHHOCTh KPUTE-
pueB KADC cB3bIBAIOT € T€M, UTO UCCIIEIOBATENSIM ObUT U3BECTEH
OCHOBHOI TMaTHO3, a B TPYIIe CPaBHEHUS HEe OBbLIO TTAIIMEHTOB
¢ HartoMuHaUMu KAD®C KIMHNYEeCKUMU TTPOSIBICHUSIMU, HE
YKJIaIbIBAIOIIMMUCS B KpUTepUu 10cToBepHOro KAMC.

B T1abs. 2 KpaTkKoe M3JI0XEHbl PeKOMEHAALMKU TPYIIbI
McMaster RARE-Bestpractices mo BelleHUIO TMaLMEHTOB C
KA®DC [12].

Anamm3 500 manmeHToB, BKIIOYeHHBIX B peructp KADC
[16], mokasai, uTo 69% 13 HUX COCTABJISIN KEHILIUHBI B CPETHEM
38 net. [MepBuunbiit ADC 6b11 y 60% GoabHbix, CKB —y 30%,
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BOJTYAHOYHOITOMOOHBI CUHAPOM — y 4%, Opyrie ayToMMMYyHHbIE
3aboseBanus — y 6%. KADC moxkeT pa3BuBaThes de novo, 6e3
KakKoro-jaumbo tpoMm6o3a B aHamHese (46%) [16, 20]. B memom
kimHndeckue npossiaenns KADC onpenensumch aBymst (ax-
TOpaMK: TPOMOO30M U ITOBPEXICHUEM OPTaHOB, HETIOCPEICTBEHHO
BOBJIEYEHHBIX B OKKJIIO3MOHHBIN IIPOLIECC, a TAKXKE BO3HMKHO-
BEHUEM CHHIPOMA CUCTEMHOIO BOCIIAIMTEILHOIO OTBETA (Systemic
inflammatory response syndrome, SIRS) ¢ pa3BuTueM 1UTOKM-
HOBOTO IITOPMa.

Jleuenne KADC

CmepTtHOCTh 0T KADC ocTaeTcss 4pe3BbIYaitHO BBICOKOIA,
HecMOTpsI Ha Tepanuio [22—24]|. Ha ocHOBe aHaiM3a COTEH Ta-
LIMEHTOB, BKJIIOYEHHBIX B pernctp KADC, Obl1 Mpeaiox)eH Te-
paneBTUYECKUI TOAXOA TIpU 3TOM cuHaApome [25—27]
(CM. PUCYHOK).

VitydiireHue TIporHO3a 0TMEYaIoCh TOJTBKO TIPY UCTIOTBE30BAHUT
AK, omHako camyio BEICOKYIO BeKUBaeMocCTh (70%) obecnieunBaia
kombunanust AK + T'K + TI® u/unu BBUT [20, 28, 29].
B HenaBHO onyO/IMKOBaHHOM aHaiau3e, BKaovyapiiem 500 mauu-
eHtoB ¢ KADC, npu npumeHennn AK BbI3nopoBiieHNEe 3auK-
cupoBaHo B 63% ciyyaeB MO CPaBHEHUIO C OTCYTCTBUEM TAKOM
reparmn (22%), p<0,0001. CmepTHOCTD Ha (hOHE KOMOMHALINU
AK + I'K + I1® u/unu BBUT cocrasisiia 28,6%, B T0o BpeMst
KakK P KCITOJIb30BaHUMU APYrux KoMmOuHauwmii — 41,1% [29].
TpoitHas Tepamnus MO3BOJMIA CHU3UTH cMepTHOCTh 0T KADC
Ha 47% [28].

B 2014 r. Ha 14-m MexnyHaponHoMm KoHrpecce mo a®dJI
akcreptHast rpyrma mo KA®C Ha ocHOBaHMM OILIEHKY UMEBIITXCSI
Ha TOT MePHOJI JAHHBIX O JIEYEHNH 3TOTO CHHIPOMA PEKOMEHIOBAIa
npuMeHeHrne KomomHamuu AK + 'K + [1® u/unm BBUT
(ypoBeHb pekoMeHaauuu — B). ¥ maimentos ¢ CKB 6bu10 npen-
JIOXXeHO no0aBjieHUe K TpOiHON Tepanuu LuKiodochamuaa
(ypoBeHb pekoMmeHaauu — D) [28].

[IpoexTHas rpynna McMaster RARE-Bestpractices Bbiopaia
KA®C B KauecTBe MUIOTHOTO ITPOEKTA IO Pa3paboTKe peKOMEH-
JMAlWil U JIeYeHUsT peaKoro 3adojeBaHus (cMm. Tadm. 2) [12].
B niepBoii muHnn tepanuu npyu KA®C npeniokeHo UCITob30BaTh
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Taommua 2. KpaTkoe usnoxenne pekomennanuii mo senenuio namuentos ¢ KA®C rpynnst McMaster RARE-Bestpractices [12]

(B MOTU(VKAIINH ABTOPOB)

Table 2. Summary of recommendations for the management of patients with CAPS by the McMaster RARE-Bestpractices group [12]

(modified by the authors)
Pexkomennauuu no seaennio nanuentos ¢ KA®C

1. ITpu mono3pernu Ha KADC peKoMeHIOBaHO MCITOIb30BaHUE
ero kiaccuuKalMOHHBIX KPUTEPHEB

2. buonicus wis noareepxkacHuss KADC MoXeT MPOBOIUTCS WIN
HE TTPOBOAUTCS

3. UccnenoBanue maneaun adJl
4. B kauecTBe MepBOi IMHUY MTOKa3aHa KOMOMHUPOBAaHHAST TEPATTUS
I'K u remapunom, a takxke [1® win BBUT BMecTo OTAEIbHBIX MTperna-

paToB Ui KOMOWHAIIMI JPYIrux METOIOB JICUCHU S

5. Ucnonb3oBanue AK B TepanieBTUYECKHX 103aX B KAUECTBE IMEPBOI
JIMHUM Teparnuu

6. [Iposenenue [1® B KauecTBe MEPBOY TUHUN

7. llpumenenne BBUT B KauecTBe NepBoii IMHUU Tepanuu

8. HazHaueHue aHTUTPOMOOLIMTAPHBIX MPENapaToB B KAYECTBE TOTOJI-
HUTEJIBHOM Teparnuu. Y MalnueHToB, KOTopbiM AK IpOTHBOTIOKA3aHbI
10 MPUYMHAM, OTJIMYHBIM OT KPOBOTEUESHMIA, aJIETEPHATUBOI MOTYT

OBITH AaHTUTPOMOOIIUTAPHBIE MTPETTapaThl

9. He pekomeHayeTcs ncmob3oBanre PTM B KauecTBe TepBoii
JIMHUM Tepanuu

10. He pekomeHayetcst HazHaueHue ['K B kauecTBe nmepBoit TMHUMU
Tepanuu

Cuna PEKOMEHIAIMH, CTENEHb 10KA3ATEJIbHOCTH

YcnoBHas PEKOMEHOANA, OY€Hb HU3KadA CTCIICHb I10Ka3aTCJIbHOCTU

YcnoBHas PEKOMEHOAIMs, O4YCHb HU3Kas CTCIICHb JOKAa3aTCIbHOCTU

YcnoBHas PEKOMEHOANA, OY€HDb HU3KadA CTCIICHb I10Ka3aTCJIbHOCTU

YcnoBHas PEKOMEHOANA, OYCHDb HU3KadA CTECIICHb I10Ka3aTCJIbHOCTU

YoenutenpHas pEKOMEHOaInA, OY€Hb HU3KaA CTCIICHb
JI0Ka3aTCJIbHOCTU

YcnoBHast peKoMeHaalusl, O4YeHb HU3Kasl CTeTeHb J0Ka3aTeIbHOCT
YcnoBHast peKoMeHaalusl, O4YeHb HU3Kasl CTeTeHb J0Ka3aTeIbHOCT
J17151 AOTIOJTHUTENIbHOM Tepanuu: peKOMeHAALUs YCJIOBHAsI, OYeHb
HU3Kasi CTeTICHb JI0Ka3aTeIbHOCTH. [IJIs1 allbTepHATUBHOM Tepanuu
AK: HacTosiTeIbHAsI peKOMEHIALIMSI, OYeHb HU3Kasl CTENEeHb

JIOKa3aTCJIbHOCTU

YcnoBHas pPEKOMEHOANA, OY€HDb HU3KadA CTECIICHb I10Ka3aTCJIbHOCTU

YcnoBHas PEKOMEHOAIMA, OYCHb HM3Kas CTCIICHb JOKAa3aTCIbHOCTU

IIpumeuenne. ['K — rmokokoprukouast; [1O — mnazmadepes; BBUT — uenoBeueckuii BHyTpUBEHHBII IMMYHOTIOOYMH; PTM — putykcumao.

komouHanmio I'K + AK (rermapus uiu ero rpoussogaHsie) + [1D
u/wim BBUT BMecTo OTIENBHBIX MPENapaToB WX APYTUX KOM-
OMHAIMIT METOIOB (CM. TabJI. 2, pekomendauus 4).

VY manueHToB ¢ KIMHU4YecKuM momo3peHuemM Ha KADPC
yCTpaHEHMEe MPOBOLMPYIOMIMX (PAKTOPOB U MOAEPXKUBAIOILIEE
JIeYeHNe CIeAyeT MPOBOIUTL BMECTE CO CrieM(bUYECcKOl Teparueii.
Pexomenpanust ucroib3oBath KomMoOuHauw AK (remapuHa) ¢
BbicokuMu o3amu 'K B kauecTBe niepBoit JIMHUM JIeUeHUSI HOCUT
YCIIOBHBIN XapaKTep M3-3a2 O4eHb HU3KOTO YPOBHSI JJOKA3aTEILCTB.
DKCIepThl OTMETWIM HECOOTBETCTBUE PEKOMEHIALINIA, Kacaio-
muxcs nmpuMmeHeHus: MoHoTepanuu ['K B mepBoit TuHUM, U
TI0JIb3bl MX Ha3HAYEHUsI B COYETAaHUU C IPYTMMU JIEKAPCTBEHHBIMU
cpeactBamu (cM. Tab. 2, pexomendauuu 10 u 4). J11si HEKOTOPBIX
rpym naieHToB ¢ KA®C MoryT OBITH OoJiee CTpOTUe peKo-
MEHJAIM1 B OTHOILIEHUY KOMITOHEHTOB KOMOWMHUPOBAHHOM Te-
panuu. [1pu TpomboTHIecKoii Mukpoanruonaruu (TMA) cienyet
otnasath npeanourenne [P, a e BBUI. lomonHuTtenbHO 10-
oasnenue [10 u/unu BBUI nomkHO paccMaTpuBaThes B COMyT-
CTBYIOIINX OMACHBIX JUIST XKU3HU cutyaumsx [21, 26—28] ¢ ux
oneHkoii o meropojorun GRADE.

B xauectBe nepsotii tuHuu edeHnss KA®C pekoMeHIOBaHO
ucrnonb3oBanue AK B TepaneBTHUeCKUX 103aX, B YaCTHOCTHU Hed-
paKLIMOHUPOBAHHOTO TerapuHa (HacTosITeIbHasi peKOMEHAALIMsI,
HECMOTpSI Ha OYeHb HU3KMI YPOBEHb ToKazaTeabCTB). [loTeHun-
anpHast yrposa cmept pr KADC ripeBbIaeT pruck NpuMeHEeHUST
AK — ux HazHauyeHue IOKa3aHO MallueHTaM Bcex Tpyri [29].
DKCIepTh TIPEIOCTEPETITN OT UCTIONH30BAHKS TIPSIMBIX TIEPOPATEHBIX
AK, mockoibKy nx 3(pdeKTuBHOCTb HersBecTHa. CriemyeT coomonarh
OCTOPOXKHOCTb U MHAVBUAYAJILHO MOIOMPATh JICYEHUE Y MALMEHTOB

C KPOBOTEYEHNEM WJTY TIOBBIIIIEHHBIM PUCKOM €TI0 BOBHUKHOBEHMSI.
B MeTaananuse nByx uccienoanmii [20, 30] mokazaHa 3HaYUTEIBHO
0oJ1ee HU3KAast CMEPTHOCTD Y TTAIIMEHTOB, Tory4daBimx AK (oTHO-
wenue mancos, OILI 0,18; 95% nosepuTenbHbIi uHTepBai, AU
0,09—0,38). CpaBHUTEIbHBIE OLIEHKU APYTUX UCXOAOB ObLIN HE-
JOCTYIMHbBI. HY B 0IHOM MCClieOBaHUM HE COOOILATIOCH O CITyJasix
KpoBoTeueHus. BHe Tepanm AK pruck KpoBOT€UEHMS pa3inJaicst
M 3aBHCEJT OT HAJTUYUS WIW OTCYTCTBUSA TaKUX (DaKTOPOB PHUCKa,
Kak j03a AK, HapyIlieHusT TeMocTas3a, BO3pacT, COMYTCTBYIOIINE
3abosieBaHMS U TleueHOYHast nuchyHkuus [31].

B nepBoit nunnu tepannu KADC pekomeHIyeTcsT McC-
nosb3oBath [1® (cM. Tabi. 2, pexomendayus 6). I1o naHHBIM
wectu ucciaenoBanuit [19, 30, 34], B KOTOpbIX OOJLITUHCTBO
manueHToB (319 u3 343) 6smn u3 peructpa KAD®C, teHaeHIms
CHIXKECHUSI CMEPTHOCTH Ha (oHe ceaHcoB [1P moarBepxkmaet
YCJIOBHYIO PEKOMEHIAIINIO €r0 TPUMEHEHMS B KAUeCTBE MePBOii
JIMHUM B coueTaHuu ¢ phapMakoTepanueii. boiblnHCTBY na-
ureHToB [1®D rmpoBoaMICS B COYSTAHUM C MEIMKAMEHTO3HBIM
JiedeHreM. J1oCTaTOYHBIX JaHHBIX IJIST TIPSIMOTO CpaBHEHUS
BHYTPUBEHHOTO (B/B) BBEACHUS JICKAPCTBEHHBIX CPEICTB U
[1® He ObL10. [Pymnna 3KCIepTOB MOAIEPKUBACT IPUMEHEHHE
000X METO/IOB JICYEHUsI B KAUYECTBE MEPBOI TUHUM, TIPU 3TOM
OTBOJUTCS 1OCTaTOYHO BPEMEHMU JJIsI MOATBEPXKACHUS KIMHM-
yeckoro addekTa 1o MoMeHTa nepexona ¢ [1M Ha B/B BIMBaHUe
rnperapaTtoB 1 Hao0opoT. bojiee BbICOKUIT pUCK MOCTOSIHHOM
OpTraHHO# TUC(HYHKIIUN U HEBPOJOTUIECKOTO Ne(UIINTA Y BbI-
JKUBIIUX OOJTBHBIX, KOTOPHIM mpoBoauicsa [1®, 6buT cBSI3aH ¢
KOHKYPUPYIOIIUM pUCKOM (60siee BICOKME ITAHCHI HA BBIKM -
BaHME, HO C HEKOTOPOM cTemeHblo (YHKIIMOHATbHBIX Hapy-
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a Tepanud nmepBoOil NJUHUHU

| HocrtosepHbie mpusHaku KADC? |

) a

| YerpaneHnue poBOLMPYIONTNX (GaKTOPOB

|/ TMA

| WMHunmanms TpoiitHO# Tepanuun |

Bce ciyyan KADC.
KA®C na pone CKB.
[TopaxeHue nmouex.

Y

Y Y

I'K: mynbc-Tepanusi
METUJITIPEAHU30JJ0HOM 110 0,5—1 1
B/B B TeueHue 3 THel
WJTU IO CTAa0WIIA3AIIUY COCTOSTHUSI.
[13 1 Mr/Kr/cyT 10 KIMHUYECKOTO
YIYUYLIEHUS C TTOCIEeIYIOINM

I10: 1,5 1 o6bema 11a3Mbl —
anbOyMUH win 4% anb0yMuH
1 pa3 B meHb B TeueHUe 2—3 Hell.
ExemHeBHBIC ceaHChI 10 KIMHUYE-
CKOTO YJIYJIIIEHUS WJTU TOJIbIIe
pu pepakTepHOM TeUCHUU

Tepanusa AK:
HedpaKIMOHUPOBAHHBIN renapuH,
MPEANOYTUTETbHO B HaUase
JIeYeHUS (0 KIMHUYECKOTO
yinyuieHus ). [Tepexon Ha
Bapdapun (MHO 2-3)

MCIJIEHHBIM CHUKEHUEM 103bI

TMOCJIE TOCTMXKEHUS KIIMHUYECKON

B TeueHue 4—6 Hel Win JOJIbIIC

6

BBUI: 2 r/Kr exXenHeBHO
ot 2 o 5 nHei, 400 Mr/Kr
B TeUeHUEe S THEN.
WHdy3un Ha TpOTSKeHU U
12—24 4

cTabuIn3auuu

JlonoJiHUTE IbHAS Tepanus MPU BbIpaKeHHoi TpoMoonuTonenun Ha ¢one nepsnunoro KA®C u apyrux umMmmyHHBIX hopMax

J1oToTHUTENBHO K Tepaliiu nepBoii TuHuu: TpexkommnoHeHTHas Tepanust ('K, T10, BBUT, AK).
Ipu tsixenom KADC u noareepxaenHoit CKB: mukinodochamun 700 mr/m? minu 500 mr 1 pa3 B 2 Hest B TeueHue 3—6 mec.
[ pyrue npemnapatsl, Xopoiiio 3apekoMmeHaoBasime ceos npu CKB (Hanpumep BJIM, anudpoaymat), Takke MOTYT UCITOIb30BaThCs

ipu KADC, accormupoBanHom ¢ CKB.

AHTUTpOMOOIIUTAPHBIE TTpeTiapaThl B qomorHeHue K AK: Huskue no3sl aciupuHa (80—100 mr/cyT).
PTM us3 pacuera 375 mr/m? uiu BBeaeHue 500—1000 Mr 1Baxkabl ¢ MUHTEPBaIOM B 7— 14 qHeid.

Pedpaxrepubiii KAOC
OKyn1n3yMa0d: moaaBisieT TepPMUHATBHYIO aKTUBHOCTb KOMILIEMEHTa, 00J1afasi BBICOKOI ah(UHHOCTBIO K ero C5-KOMITOHEHTY, oI~
HOCTbIO OJIOKMpYeT paciieruieHue kommnoHeHTa C5 Ha CS5a u C5b u 06pa3oBaHKMe TeEPMUHATBHOTO KOMIUIeKca KoMmruieMeHTa C5b-9.
900—1200 mr 1 pa3 B Hememo B ocTpyto dasy, nanee 900 mr 1 pa3 B 2 Hex

'KX?
Hedudbpotun?
Cuponumyc?

Tepanesmuueckue cxemwvt npu KADC: a — mepanus nepeoii aunuu; 6 — mepanus npu mpomoOuUmMoneHuy U peihpaKxmepHom meHeHuu.
113 — npednuzonon; 110 — naazmoobmen; MHO — mexncoynapoonoe Hopmanuzoeantnoe omuoutenue; bJIM — beaumymao;
KX — eudpokcuxnopoxun
Therapeutic regimens for CAPS: a — first-line therapy; b — therapy for thrombocytopenia and refractory course. PDN — prednisone;
PE — plasma exchange; INR — international normalized ratio; BLM — belimumab; HCQ — hydroxychloroquine

meHuit). IlanmeHTaM ¢ MUKpPOAHTUOMATUYECKOM TeMOJIUTH-
YeCcKOU aHeMuell clieayeT HaCTOSITeIbHO PeKOMEHI0BaTh MPO-
BeneHue I1MD. JaHHBIX 0 BBHIOOpE 3aMellalonieil XUAKOCTH,
cpokax u koimdectBe ceaHcoB [1M HemocTaTouHO 15T pa3pa-
OOTKHU COOTBETCTBYIOIIMX peKOMEHIALMIi. B MeTaaHanu3e BbI-
SIBJIEH HE3HAYUTEJIbHO 0O0Jiee HU3KUiIl YPOBEHb CMEPTHOCTU B
rpynne I[® mo cpaBHeHuio ¢ rpymmoi 6e3 I1d (OII 0,68;
95% IUN 0,41—1,12). Ha done 1P y BbIKMBIIMX HalEHTOB
oTMeYeHa 0oJiee BBICOKAsl BEPOSITHOCTh CTOMKOI OpraHHOM
nuchyukuun (OII 5,01; 95% AN 0,72—34,75) u croiiKoro
HeBposornueckoro aeduura (OI 8,00; 95% A 0,25—-255,75)
npu 0oJjiee HU3KMX IIAaHCaX Ha MMoJHoe Bbi3goposiaeHue (OILL
0,27;95% AW 0,04—1,85). Hu B ogHOM HcCCIeIOBAaHUM HE CO-
o01anoch 0 HeratuBHOM jeiicTBuM [1M. O61nMe HexXenaTeIbHbIe
sasnenust (HS), ceszannsie ¢ [1®, B Bune auxopanku (7,7%),

Cospemennas peemamonoeus. 2026;,20(4):7— 14

kpanuBHUIIbI (7,4%) M CUMIITOMATUYECKOM TUMTOKAIbIUEMUN
(7,3%) natmonanuch y 36% nauueHToB [35]. YpoBeHb cMepT-
HoctH coctaBmi 0,03—0,05%.

BBUTI BxiroueH B Teparnwuio mepBoid jquHuu rpu KADPC
(cm. Tabm. 2). BBUT 6wt onucan kak mone3usbiii mpu KADC,
0COOEHHO B ClIy4yasix UMMYHHOI TpoMmbouuronenun (MUT) [16].
Cnenyer nzberatb npuMmeHeHust BBUT y moxxuabix malmeHToB 1
MaLKMEeHTOB C MOYEYHOU HEJOCTATOYHOCTBIO U3-3a MOBBILLIEHHOTO
pUCKa HeOIaronpusITHBIX MOCIEACTBUH 11 oyek. He BbIsiBiIeHO
pa3anuuii Mexay pexumamu, Bkiodarommumu 1O uin BBUT.
Uccnenosanuii, criennanbHo oueHuBawoumux HA BBUT npu
KA®C, He npoBoawmiock. [1pu ncronbp3oBannu BBUI o npyrum
rnokazaHusiM B 5—15% cnyuaeB Bo3HuKaT HS, B TOM uucie
TPUMIONOA0OHBIE CUMIITOMBI U aHA(QUIAKTOUIHbIE WU aHa-
punakTuyeckue peakuuu [36]. Cpeay OTHaJCHHBIX peakIUid

10



COBPEMEHHAA PEBMATONOTIUNA Ne4’26

NEKRUUWA/LECTURE

Taommua 3. TUBII B nevennun ADC [37]
Table 3. Biologic agents in the treatment of APS [37

IIpenapar MexaHu3m JaeicTBusS
DKynu3ymao Wurnourop C5- KOMITIOHEHTa KOMILIE-
MEHTa
PTM MoHoKJIoHaIbHOE aHTUTENO | THMa
k CD20
OOuHyTY3yMao MoHoxkJioHanbHbIe aHTUTeaa I Trma
K CD20 (merierust B-ki1eTok B OCHOB-
HOM 3a cueT DCD)
BJIM Hurudurop BAFF/Blys
Japatymyma0o MoHokJIoHaIbHbIE aHThTe a K CD38
3aHyOpyTUHHUO WHruburop Tupo3uHKUHa3bl bpyToHa
Huruduropsr ®HOo MonokoHanmbHbIe aHTuTena K @HO:

AJIA, 11311

Bo3mozKHbIe NOKA3aHUs 11 HA3HAYEHUS

KA®DC, pe3aucTeHTHBII K cTaHaapTHOMY JieueHuio, KADC mocie TpaHc-
TUIaHTalMK MOYKH, ocTpoit TMA y mauueHToB ¢ HedponaTueid, CBI3aHHO
c adJI, ADC Bo BpeMst OepeMeHHOCTH WK reauaTpudeckunii KAOC

TpomOGoUTOTICHNSI, TEMOJIUTUYECKAST aHEMMUSI WJTA IPYTHE TeMaTOJIOT e~
CKHe U MUKPOTPOMOOTHUYECKHUE TIPOSIBIICHNUSI, Ha (hOHE MO3UTUBHOCTH 11O
a®dJ] 60 HEKPUTEPUATBHBIX TIPOSIBIICHUIA; aIbTePHATUBHBINA BADUAHT
KA®DC, He moggamomuiics ctaHIapTHOMY JICUCHUIO, PE3UCTEHTHBII K Tepa-
man akymepckuii AOC u megrarpudeckuiit KAOC

AnsrepHatuBa PTM mpu AOC

ToTteHmanbHOE JIedeHre TO3UTUBHBIX 110 adJI MareHTOB MK GOITBHBIX

¢ epBuIHBIM ADC ¢ BBICOKUM PUCKOM Pa3BUTHSI TPOMOOTUIECKUX OCIOXK-
HEHUI

Pedpakreprbrit AOC

He cchopmysrpoBaHbl, 10Ka3aTeIbCTBA COOUPAIOTCS

PedpakrepHsbrii K Tepanuu akymepckuit ADC

IIpumeuanue. DCD (diverse cell death) — mpsimast ru6ens kietok; BAFF/Blys (B cell activating factor / B lymphocyte stimulator) — (akTop akTuBa-

unu B-kierok/ctumynsitop B-nmumbornmros; @HOw — dakrop Hekposa onyxonu o; AIA — ananumyma6; L3I — neproansymaba maro.
I ——————————————————————

OIMKCAaHbI TPOMOOIMOOINYECKIE SIBJICHUS, aCeNITUICCKUN Me-
HUHTUT, OCTPOE MTOBPEXICHHUE IMOYEK U TEMOJIU3.

B pexomennpanusx McMaster RARE-Bestpractices npeaia-
raeTcsl UCIoJib30BaTh B KAYECTBE JOMOJHUTEIbHOM Tepanuu aH-
TUTPOMOOLIMTApHBIE Mpernapathbl (cM. TabJ. 2, pekomendayus §).
IMammenTam, kotopsiM AK MpoOTHBOITOKA3aHbI 110 TIPUYUHAM,
He CBSI3aHHBIM C KPOBOTEUCHMEM, B KAUeCTBE aJIbTePHATHBBI Ha-
3HAYAIOT AaHTUTPOMOOLIMTAPHBIE TIperaparsl |12, 29].

PTM He ucnonb3yeTcs B KaueCTBE MEPBOI JIMHUM TepaIiu
KADC (cwm. a6, 2, pexomendauus 9). Xotst AK siBastioTcst oc-
HOBHBIMHU Tipeniapatamu ipu ADPC, oHn Hea(hHEKTUBHBI TIPU-
mepHo B 20—30% ciydyaeB akymrepckoro ADC u 6Goiee yem
B 30% cayuaeB Tpombotuueckoro ADC [37]. Ocraetcst moTpe6-
HOCTh B HOBBIX MeTonax JiedeHus:, moMmumo AK. TeHHO-uHXe-
HepHbIe ouonornyeckue npenapartsl ([MBIT), Takue kak PTM
M BKYJIN3yMa0, ObLIM peKOMEHAOBAHbI 1JIsl Tepanuu peppakTep-
Horo KADC, a takke HeKpuTepuaibHBIX MposiBieHuit ADC
(tabus. 3). PTM 0bL1 2(heKTUBEH B KaueCTBE JOMOJIHUTEIbHOMN
teparnu KAD®C, pedpakrepHOro K TpagulIMOHHOMY JICYCHUIO,
a TakXke MpU peluauBUpyoiieM tedeHuu [37, 38]. Dtu peko-
MEHIall1 OCHOBaHbI Ha (PaKTUIECKUX TaHHBIX HU3KOTO YPOBHS
JIOKA3aTeJIbHOCTU M OTpa)kaloT MHeHMe dKcrnepTtoB. B pabote
H. Berman u coast. [38] PTM nonyyanu 20 (4,6%) u3 441
manuenTa perucrpa KA®C. U3 nux 16 (80%) BuI3mopoBean
nocae ocrporo anusona KADPC u 4 (20%) ymepnu. M3onupo-
BaHHBI 2hdexT PTM TpynHO o11leHUTh 13-32 HEOOIIBILIOTO Y1CIa
MalMEeHTOB U MPOBEACHUSI Y HUX TPOMHOU KOMOMHUPOBAHHOW
Tepanuu [38].

Kak Ob1710 0OTMEUEeHO BbIllIe, B peKoMeHaalusx McMaster
RARE-Bestpractices (cM. Tabu. 2, pexomerdayus 10) yKaszaHo,
YTO OTCYTCTBME MOJib3bl OT HazHaueHusi ['K ¢ yuerom ux HA
OIpPaBIBIBACT YCIOBHYIO PEKOMEHIAIINIO HE MPUMEHSTH 3TH
npenapathsl [12]. MccnenoBanumii, oneHuBatomux HA 'Ky na-
eHToB ¢ KADC, He mpoBoauiaock; modouyHoe aeictaue 'K

1"

u3BecTHO. [IpociexkxuBaeTcs 0OUeBUIHOE HECOOTBETCTBUE MEXKITY
pekomendayueti 10 He HazHavyath [ K B KauecTBe Tepanuu nepBoit
JIMHUU U peKkomeHoayuell 4 B TIOJIb3y UX IPUMEHEHUSI B COYeTaHU U
¢ IpYruMM Tpenaparamu (cM. Tabj. 2). XoTs aHaau3 AaHHBIX,
Kacatomuxcst mpuMeHenust ['K, He BBIABUI GIaronpusiTHOTO
COOTHOIIIEHUST PUCKA U TOJB3bl B OTHOIIEHWM CMEPTHOCTH,
nanaeie o kombuHanuu AK + T'K + IO u/umm BBUT cBune-
TEJTBCTBYIOT O TIpeoOIagaHuy MOIb3bl. M3-3a HEBO3MOXHOCTHU
omnpeneieHust UHAMBUIYaTbHbIX 9 deKTOB KaX10ro 13 rpera-
paToB B COCTaBe KOMOWHUPOBAHHOW Tepamuu 3KCHepTHas
rpyIma codia Iejiecoo0pa3HbIM COXPAaHUTh IOJOXEHUE O
BkioueHuu 'K B kommiiekcHoe jedyeHue. 'K MoryT ObITh He-
addexTuBHBI camu 10 cebe, HO OKa3bIBaTh CUHEPTUYECKUIL
3¢ deKT B KOMOMHAIIUH.

B cnydae k1MHUYECKOTO YXYALIEHUST MOXET ObITh PACCMOT-
peHa nonosiHUTebHas Tepanus [37, 39]. B/B BBeaeHUe 1HIUKIIO-
dbochammnma pekoMeHIyeTcs manreHTaM, y Kotopblx KADC ac-
couuupoBaH ¢ CKB, npu uckimouenuun undexiuu [20, 40]. Bo-
npoc o npumeHeHuu apyrux 'MBIl kak B Tepanuu repsoit
JINHUU, TaK U B pepaKTePHBIX CIydasix OCTAETCST aKTyalbHBIM
(cM. Tabm. 3).

TTonTBepxaeHMEe yyacTsl KOMITJIeMeHTa B matoreHe3e APC
[41] 1 KADC onpaBabiBaeT MpUMeHEeHNEe IKYJIM3ymMaba y Imarm-
€HTOB, pedpaKTEPHBIX K TPATUIIMOHHOMY JICYEHUIO, YIUTHIBAsI
OBICTpOE NENCTBUE ITOTO TMpernapara (HU3KUil YpOBEHb JOKa3a-
TeabHOCTH) [42]. DKynmn3ymMad MOXET ObITh MOJIE3eH MJIST MPO-
dunakTiku KADC, HanpuMep nepe TpaHCILIaHTaLKel (04eHb
HU3KUI YPOBEHb JI0Ka3aTeNbCcTB) [25, 43]. OnHako (akTuyeckue
JMaHHbBIE O IPUMEHEeHUH, 9(DGEKTUBHOCTY 1 6€30MTaCHOCTH KY-
Jnm3ymaba KpaiiHe MaJlOYMCIIEHHBI U OTPaHUYEHBI OMTACAHUSIMU
KJIMHUYECKUX CITyJaeB.

Peructp KA®C B HacTos11Iee BpeMsT BKroYaeT 584 marueHra,
39 (6,7%) 13 KoTOpbIX Mmoayvanu 3Kyau3ymad (30 B cBsI3u ¢ He-
3(dHEeKTUBHOCTBIO APYrUX MpernapaToB 1 6 B Ka4eCTBe Teparuu
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nepBoii tuHun) [25]. Beokwiu mocie snusona KADC 29 (74,4%)
MalMeHToB (y 4 U3 HUX Ha0JII0Aa1aCh JIMIIb YaCTUYHAS PEMUCCHST).
YXyauieHue COCTOSTHUSI OTMEYIOCh Y 9 GOJIbHBIX, 5 U3 KOTOPBIX
yMepJI, HeCMOTPST Ha JiedeHue. Bormpoc o Ha3HaYeHUN Ky~
3yMaba MOXKeT 00CYKIAThCsI B HEKOTOPHIX ciydasx KADC, ped-
PaKTEpHBIX K IMPEIIISCTBYIOLICH Teparu, OCOOCHHO IMPU HATMIUHT
MPU3HAKOB KOMIUIEMEHT-orocpenoBanHoi TMA.

CupoarMyc BO3MOXKHO OyIeT MCITOJIb30BaThCs MpU ped-
paktepHoM KADC [37, 44] (cM. Tabi1. 3), oMHAKO ITOKa HeI0CTa-
TOYHO JaHHBIX, YTOOBI €r0 PEKOMEHIOBaTh. BBUIN YITOMSIHYTHI 1
NpyTUe TIperiapaThl, Takue Kak neruOpoTHI, KOTOPBII MOIYJINPYeT
aktuBHOCTh @HO0, 3HHOTEIMHA, TPOMOMHA 1 MHTEPJICUKIHA 2
[44, 45].

TMosisnenue HoBbix MBI, a Takske npenapaToB, 0A0OPEHHBIX
IUTS IeYeHUSI APYTUX peBMaTUUECKUX 3a00JIeBaHUIA, BCeisieT Ha-
NIeXIy Ha BO3MOXHOCTh npuMmeHeHust ux npu KADC. Cpenu
Hux obuHyTy3ymab, BJIM, naparymyma6, naruoutopst ®HO«,
(cm. Tabm. 3).

O06uHyTY3yMab — MOHOKIIOHaIbHOE aHTuTeN0 [ Tima k CD20),
KOTOPOE MOXKET BbI3bIBATH MPSIMYIO TMOEITh KJIETOK ITyTeM Pa3pyILeHHs
Jm3ocoM. MccnenoBaHus MoKas3aiu, YTo 0OMHYTy3yMab oKazascs
oonee apdekTuBHBIM, YeM PTM, B uHaykimu neruienuu B-kietok
LIEJIHOI KPOBH in Vitro, axe B TIPUCYTCTBUM M30BITKa (hakTopa
aktuBauun B-xietok (BAFF) [46, 47]. [IeiicTBUTEIBHO, Y TIALIMEHTA
¢ ADC u CKB, pesucrentHoro k PTM, HaGmonancs 3aMeTHBI
MOJIOKUTEJIbHBINM OTBET Ha JIeYeHUe OOMHYTy3yMaooMm [47].

Bbonpimme nanexnbl mpu ADC Bosznaratorcs Ha BJIM (nH-
ruoutop BAFF/Blys), yxxe omoopeHHblii mist gedeHuss CKB.
TIpu BrOopryHoM ADPC y MalMeHTOB C MOCTOSTHHOM MO3UTUB-
HocThio TI0 adJI oTMevanoch cHikeHue ypoBHs a®dJI mo Hera-
tuBHOro [48, 49]. BJIM Moxer ObITb MOJIE3eH MPU JICUCHUU
601bHBIX ADC ¢ BEICOKMM PUCKOM Pa3BUTUS TPOMOOTHUECKUX
OCJIOXKHEHUI W TTatmeHToB ¢ a®J1 1 ¢ MUKPOTPOMOOTHYECKUMU
nposieienusimu [50, 51]. ¥ maumnenra ¢ AOC BJIM kynupoBai
TpoMOOLIMTOTIEHIO, pe3ucTeHTHYI0 K 'K 1 PTM [52].

Jlaparymyma0 3(hHeKTUBHO UCTIOB3YeTCs LIS 10303aBUCUMO
NETUTeIINY TITa3MaTUYeCKUX KJIETOK U TUIa3MOOJIACTOB ex Vivo 'y
nanyeHToB ¢ CKB 1 peBMaroumgHbIM apTputoM. KinmHuaeckn
3HAYMMOe yJIydlieHre Habmonanoch y nauueHta ¢ AOC, nMmeB-
LLIEro peluaBbl BEHO3HOM TpOMOOIMOOIMU, HECMOTPSI Ha Te-
panuio AK [53, 54].

Bxcrnpeccust DHOo MOXeT TMOBBIIIATBCS TTON IeHCTBUEM
a®JI 3a cyeT CTUMYJISLUKA MOHOLIMTOB [55, 56], 4TO CITOCOGHO
MPUBECTH K YCUJICHWIO TpoMOooOpa3zoBaHus. Omucano 18 mo-
3UTUBHBIX 110 adJ] >keHIMH ¢ akymepcKum ADPC, pe3aucTeHTHBIX
K HU3KOMOJIEKYJISIpHOMY TeriapuHy, actiupuHy 1 ['KX, momyyasiimx
AJIA vnum LI3IT.

3akmoyenne. [IpuBeneHHblEe NTaHHBIE CBUACTEIBCTBYIOT O
HEeoOXOMMMOCTH najibHelinrero BeneHus peructpa KADC, a
TakKe ONMMCAHMS CIydaeB SKCIICPUMEHTAJIbHON Teparuu MpHu
MUKpOLMPKYIaTopHOM ADC, KOTOPHIii yalle Bcero TpaHcdop-
mupyetcst B KADC.
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