3 ropa. Mnagwui bpart IN.T. Poguncs ¢ aHoManusamm
pa3suTusA. XI'b nebioTupoBana c 2 MecsLEeB XapakTep-
HbIMW BaKkTepuanbHbIMU MHGIEKLUUAMU, B TOM uuche
AECTPYKTUBHBLIMU MHEBMOHMAMU, B 6 MecaLeB 0bHa-
pysKeHa unpeHtnuHas N.T. myTaumsa. B 2 rona BoisiBneH

cuHapoM KnainHdpensTepa. B 2,5 ropa nposeneHa
TICK ot 3pgopoBoro bpaTa. Yepes 2 Mec passunach
nonMopraHHas HefoCTaTOYHOCTb, MpefnonaraeTcs
NoCTTpaHCMMaHTaUnoHHas TpoMboTnyeckass MUKpO-
aHruonaTtus.

CuHpapoM Puwiepa—I3BaHca Y AeTeu:
aHanus paHHbIx LleHTpa

K.A. KysbMuHoBa, H.C. CMeTaHuMHa

®IBY «HaumoHanbHbIi MEANLMHCKMIA NCCIIER0BATEeNbCKMI LIEHTP BETCKOM reMaTosiorny, OHKOIornm
u uMmMyHosormm uM. Jmutpus Porayesa» MuHsapasa Poccun, Mocksa

uHgpom duwepa—3saHca (CHI) — 310 penkoe

3aboneBaHne HEW3BECTHOM 3TMOMOMMNM, Xapak-

TepusyloLleecs KOMBUHaUMEN ayTOMMMYHHON
remMonuTMyeckoin aHemun (AUCA) M UMMyHHON TpOMBO-
untonenun (MUTIM), KoTopble MOTYT PasBMBATLCA ONHO-
BPEMEHHO MMM MOCNEA0BaTENbHO, MHOMAA COYETAIOTCA C
MMMYHHOI HeTponeHuen (Evans et al., 1951). Mo onpe-
LeIeHUIo SIBNIAETCA AMArHO30M UCKITIOYEHMS.

CP3 knmaccuduUUMpyOT Ha MEPBUYHbLIA, UCTUHHO
MOMONATUYECKMI U BTOPUYHBIA. Yalle Bcero y feten
onucbiBaloT passuTue BTOopuyHoro CP3 Ha dhoHe
NepBUYHbIX UMMyHoaedUUUTHBIX cocTosHui (MAAC),
TaKUX Kak ayTOMMMYHHbIN nuMdonponudepaTuBHbIi
cuugpoM (AJMC), obuwas BapuabenbHas WMMYyHHas
HegocTaTouHocTb (OBVH), a Takme cUCTEMHbIe ayTOWUM-
MyHHble 3aboneBaHusi. C ynyulleHneM BO3MOXHOCTEN
AMarHOCTUKM C Kax[blM FOfOM ONUCHIBAIOT BCe Bonblue
HoBbIx MUIC, Ha doHe KOTOpbIX MOrYyT pasBMBaTbCA
MMMYHHbIE LUMTOMNEeHUH, B TOM uncne CO3.

Mbl NMpoaHanM3MpoBanu PeTPOCMNEKTUBHO Mauu-
eHToB no 18 net, obpawasLumxcs B by «HMUL 0N
M. [IMuTpus Porayesa» MuHsgpasa Poccum 3a nepuog
¢ 2012 no 2019 r. ¢ HanpaBnAOLWUM KITMHUYECKUM
OMarHo3oMm «cuHapom duepa—3saHca». boin nposeneH
aHanu3 MegMUMHCKOM QOKYMEHTaUMW, a Takxke BbINos-
HEHO reHeTuyeckoe obcrnenoBaHve MaUMEHTOB B LiENAX
MoMCKa OCHOBHOI o 3abonesaHus.

Bcero 66110 oTobpaHo ana aHanusa 54 nauveHTa,
MefMaHa Bo3pacTa aebioTa 3aboneBaHus (NepBUYHOI
uutonexuun) coctasuna 5 net (ot 0 mMecsaues po 16
NeT), COOTHOLLIEHWE MO MOMY M CPEfU BCEX NaLMeHTOB
coctasuno 28:26 (1:1,07), ymeprio 6 (11,1%) nauneHTos.

Mo pesynbTaTam obcnepoBaHus naumeHTbl Bbinu
pasfeneHbl Ha 2 rpynnbl — nepeuuHbiii COI (n = 12;
22,2%) v BTOpUYHbIA CPI (n = 39; 72,2%). B rpynne
BTOpMYHOro CP3 no pesynbratam Bbinn gMarHoCTUpO-
BaHbl pasnuunble MUAOC. Y 3 (5,6%) nauneHToB Gbina
BbliBMeHa TpoMboTuueckas TpoMbouuToneHnyeckas

Bonpochl reMaTonori/OHKOMO M 11 MMMYHONATONOM MM B NeAMaTpiK
2020 | Tom 19 | 4 suppl | 95-110

nypnypa (TTIM), ckpbiBaBLLasCA nof «Mackoi» CP3.

MauneHTbl ¢ BTOpMYHbIM CP3 pebioTupoBanu B
bonee Mnaplwem sospacte (MeamaHa 4,5 ropa, oT
2 mecsaues [0 12 net). MeomaHa Bo3pacTa nebioTa
cpeov nauueHToB ¢ nepeuyHbIM CPI coctasuna 8 net
(o1 7 mMecsues oo 16 net). Pacnpenenenue no nony B
obeunx rpynnax coctasumno 1:1.

B obeux rpynnax nauueHTsbl Yalle febioTrpoBanm
C W30MIMPOBaHHOW LMTOMEHWUN, OLHAKO OLHOBPEMEHHOE
passutne AUMA n UTM yawe Habniopganocs B rpynne
BTOpUyHoro CPJ (33,3% cpenn BTOopuuHOro v 8,3%
cpeay nepeuuHoro CH3). TonbKo B rpynne BTOpUY-
Horo C®3 Habniopanca nebioT ¢ TPEXPOCTKOBOMN LIUTO-
nexmn (9,8%). Bcero HeiTponeHus BCcTpeyanach npw
BTOpuryHoM CP3 y 30,8% naumeHToB.

lMp1coennHeHne BTOPOM LMTONEHUM B 0Benx rpynnax
MPOMCXOLMIIO B CPeiHEM Yepe3 OfMHAKOBbIA NpoMe-
YTOK BpeMeHu (MeamnaHa 2 ropa 3 Mec npu NepBUYHOM
C®3 v 2 rona npu BTOpryHOM CDJ).

CMepTHOCTb cpeay Bcex naumeHtoB ¢ CHI cocTa-
Buna 9,8% (n = 5). B rpynne nepanuHoro C®3I cMepT-
HOCTb OKasaracb HecKosbKo Bbilwe (16,7%), ueM npu
BTOpUUHOM CDI (7,7%).

MonoxutensHylo npsMyio npoby Kymbca nmenu
90,7% nauueHToB. B ocHoBHOM onpegensanucs 1gG,
TaKXKe y YacTu naumeHToB obHapyxuBanmuch IgA, koMno-
HeHTbl komnnuMeHTa C3d. OTpuuaTenbHbI pesynbTaT
Bbin y 5 naumeHToB: y 3 — ¢ BpoxaeHHon TTM, y 1 — ¢
BTOPUYHbIM COI 1y 1 — ¢ neperuHbIM CD3I.

Bce nauvenTbl ¢ CPI B HaweM nuccrnenoBaHvn B
KauecTBe Tepanuu NepBoi NNHUM NOMyYanu rioKOKop-
TurocTepouasl (FTKC) n/vunu BHYTpUBEHHbIE UMMYHOFMO-
6ynuHbl (BBUI) B MoHOTEpanuM Unn B KOMBUHALMMK.

B rpynne BTopuuHoro C®3 Tepanus 'KC okasanacb
HeaddbekTMBHOM B 13,6% (3/22) cnyyaes, B 31,8%
(n = 7) pasBunacb CTEpoMa3aBUCUMOCTb, OTBETUMM Ha
Tepanuio 54,6% (n = 12). B rpynne nepsuyHoro CHJI
oTBeT Habniogancs vatue, B 66,7% (6/9) crnyuaes.



MoHoTepanua BBUI bBbina HeaddpekTBHON B
rpynne sropuuHoro C®3 8 50% (5/10) crnyyaes. B
rpynne nepsuuHoro CP3 2 naumeHTa MMenu OTBET Ha
BBUI™ (npu n3onuposanHoit UTM).

He otBeTunu Ha kombBuraumio N'KC n BBUI™ 7% naum-
€HTOB C BTOpMYHbIM CDI (1/14 naumenTos); 21,4%
(3/14) okazanuck 3asucuMbl oT TKC v oteeTunn 71,4%
(10/14). B rpynne nepauyuHoro C®J oteetunun 75% (6/8
naumMeHTos).

3hheKTMBHOCTb NEPBUYHON Tepanuu okasanachb
HEeCKOIbKO Bbile B rpynne nepsuuyHoro C®3, coot-
BETCTBEHHO, MEHbLLEe YMCIO MauneHToB noTpebosanm
Tepanuu nocnepylowmx uHuit (75%), npy BTOpUUYHOM
CP3 - 94%.

lMocnepytoLLian Tepanus Yallle BCEro BKITIOYara puTyK-
cvMab (adhdheKTMBHOCTb B rpynne BTOPUYHOMO W MepBuY-
Horo C®3 coctaeuna 75%), MMKodeHonata ModheTus
(MM®) (adpcbekTnBHOCTL B rpynne BTOpuuHOro CHI
coctaBuna 90,9%, B rpynne nepsuuyHoro CO3J nonHbIi
oTBeT cocTaeun 75% u 25% — YaCTUUHbINA), CUPONUMYC
(achbdpekTnBHOCTE 80%, Momyyanu TOMbKO MaLMeHTbl ¢
BTOpUUHBIM CPJ). TakKe NPUMEHSANMUCH LIMKIIOCTOPHH A
(naumeHTbI ¢ BTOPUYHLIM CD3I He OTBETUMM, C NMEPBUYHBIM
Cd3 otBetrnm 50%), aroHMCThI peLienTopa TPOMBOMN03THHA
(otBeTMN 1 NaumeHT ¢ BTOPUUHBIM CDI 1 1 — C NepBUUHBbIM
CPJ), asatronpuH (2 U3 3 naumeHToB C BTOpUUHbIM CHI
He oTBeTwunu). Ha Tepanuio umMknodocdaMmaoM, aaHa-
3010M U NpoLenypy nnasMadpepesa He OTBETUN HU OAWH
naumeHT. CnneHaKToMMs nokasana ahdeKTMBHOCTb y 1 13
3 NaumeHToB ¢ BTOPUYHbIM CD3.

YacTb nauMeHTOB Monyyanm KOMOMHMPOBAHHYIO
Tepanuio. Haunyuwine pesynbTaTbl Nokasana koMbu-
Haums putykcumab u MM® (89% c BTopuYHbIM CDI 1
100% (n = 2) ¢ nepeuuHbIM CDI oTBeTUnM). B rpynne
BTOpUUHOro CD3I Takske adhheKkTMBHO ncnonb3oBanach
KOMBUHaumMa puTykcumab u cuponumyc (4 (80%) us
5 nauveHToB 0TBETUNM).

Ha ocHOBaHWWM NpPOBEAEHHOr0 aHaaM3a MOXHO
coenatb BbiBogbl. 1. CPI vawle pebioTupyeT ¢ U30Mpo-
BaHHOM uuToneHun (UTM unm AUTCA). 2. IMMyHHas HeltTpo-
MeHWs1 pa3BMBaETCA B OCHOBHOM Mpuy BTOpUYHOM C®DJ. 3.
Okono 70% cnyuyaeB CO3I sBNSIOTCA BTOPUYHBIMU, T. €.
“MeeTCsi Mpeapacnosfiaralolnii UMMYHHbIA OedeKT K
MUAC, kak atnonorust BTopnyHoro CA3. 4. MaumeHTtam
c oTpuuaTtenbHon npobor Kymbca ctouT BKNouaTb B
ondbdepeHUmanbHylo AMarHOCTUKY BposkaeHHyo TTII.
5. He otMmeueHo npeobnapaHve no nony cpenu obenx
rpynn nauueHToB ¢ CO3, ogHako OebioT Npu BTOPUYHOM
C®3 HabniopaeTcs B Boree paHHeM BO3pacTe, HeKenu
npv nepeuyHoM CP3. 6. OTMeyeHa HU3KasA apdreKTmB-
HocTb nepsuyHoi Tepanun MKC n BBUI npu CP3. 7.
Haunyuwyio 3ddeKkTMBHOCTb Nokasana KombuHaums
npenapaTtoB puTykcuMab n MM®, uto MokeT bbITb Npen-
NOMKEHO B KaYeCTBE BTOPOM JIMHUM Tepanum Ans NaLMeHToB
c CPa.

TaknuM obpasom, CP3 npencrtasnset coboit He
NPOCTO COYeTaHWe UMMYHHbIX LMTOMEHWUA, @ CUMNTOM
CINOXHOI0 COCTOAHUA, fehekTa MMMYHHOM CUCTEMBI C
oucperynsauuein. Mouck nopgneskawero MNUAC npu CH3
BaskeH A1 Bblbopa TaKTUKM BELEHUS NaLMEHTA.

BeneHue HacneacTBeHHOr0 aHrMOOTEKA
Y B3pOCJI0ro NauueHTa: KNMHUYECKUHU Criyyai

T.B. Natbiwesa, WN.A. MaHTO

@IBY «[ocynapCTBeHHbIN HayYHbIN LEeHTP <«MIHCTUTYT ummyHonorum» ®MBA, Mocksa

acnencTeeHHblit aHrnootek (HAQ) ¢ necouumtom

C1-uHrubutopa (C1-WHI) — oueHb peakoe 3abore-

BaHue. OCHOBHble KNMHUYeckue cuMnToMbl HAO —
37O peumansmpyloLLMe aHrooTekn (AQ) pasnnuHoil noka-
nmsaumm (nepudpepudeckme AO, abooMuHanbHble ataku, AQ
BEPXHWX AbIXaTenbHbIX NyTelt), KoTopble MOryT BbiTb OYeHb
BonesHeHHbIMW, MPMBOAWTL K BPEMEHHON yTpaTe TPyRo-
CNocoBHOCTM M paxke K feTanbHOMY UCXO0AY. «30/10TbIM
cTaHaapTom» guarHocTuku HAO sBnsieTca oBykpaTHoe
uccnenosaHve yposHsa C1-UHI™ n ero doyHKUMOHanNbHOMN
aKTVMBHOCTM C MHTEPBArOM He MeHee YeM B 1 Mec. Xapak-
TepHo CHueHune yposHa C1-WHI u/unu ero doyHKumo-
HarnbHOW aKTMBHOCTU MeHee YeM Ha 50% ot Hopmbl. AO
npv HAO He KynupyloTCA CTaHOapTHbIMW MpenapaTamu

(cucTemHble rniokokopTukocTepounabl (CFKC) u aHTuru-
CTaMUHHbLIMU Mpenapatamu). B ocHoBe Wx Tepanuu neskar
3 OCHOBHbIX HaMpaBEHUS: QONTOCPOYHasA MPOIMIIAKTUKA,
KpaTKOCpPOYHasa MpodouiakTMKa, KynupoBaHWe OTEKOB.
JonrocpoyHas npodhmnakTMka npepnofiaraet NocTo-
SIHHOe MpuMeHeHve npenapaTos. Ee ocHoBHas 3apauva
— YMEHbLUMTb YaCcTOTY M MHTEHCMBHOCTb aTak U MUHW-
MWU3NpOoBaTb BrMsiHWE 3abofieBaHMs Ha KW3Hb Nauu-
eHTa. B HacTosLee BpeMs B Poccuu Ana onNrocpoyHon
NpohMNaKkTMKM LOCTYNHbI AaHa30Jl, TpaHeKcamoBas
KucnoTa, nporecTtuHbl, uHrubutop Cl-acTtepassl
yeroBekxa.

B cBoel KMMHNYECKOW MPaKTUKe Mbl CTaSIKMBaeMCs
c HeobxoamMmocTbio nogbopa npenapatos AMS AONMO-
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