TEMATONOTHA

DOI: 10.20953/1726-1708-2016-3-5-11 Bonpockl reMaTonorum/oHKoNor U UMMyHonaTtornorum B neguatpum, 2016, 1. 15, Ne3, ¢. 5-11
Pediatric Haematology/ Oncology and Immunopathology, 2016, volume 15, No 3, p. 5-11

AyTOI/IMMyHHaﬂ remMmoyqimTndeckasad aHeMmums.
coBpeMeHHass AnarHoCTuka n Tepanus
(0630p nNuTepartypsbl)

)K.A.Ky3bMmuHoBa', H.C.CMeTaHMHa'2

'®epneparsibHbIVi HaYyYHO-KITMHNYECKUV LEHTP [ETCKOU rematosiornm, OHKOI0rum n MMMYHOI0rn
um. Omutpus Poravesa MuHaapasa Poceun, MockBa, Poccurickas ®@epepauusi;

2Poccnvickmii HaUmMoHasbHbIM MCCrIe0BaTeIbCKuii MEAVMLIMHCKMY yHuBepceuTeT uMm. H.W.Iuporosa
Munsgpasa Poccun, MockBa, Pocewickass ®enepaymsi

AyTOoMMMyHHas remonutmdeckas aHemusa (AUMA) aBnseTcs peokum 3aboneBaHEM N XxapakTepu3yeTcs 06pa3oBaHMeEM ayTo-
aHTUTeNn K aputpoumTam. TouHas knaccudpukauma Tunos AUFA umeeT BaxHoe 3HadeHue. BbigensatoT Tennosyto (T-AUTA)
n xonoposyto AUIA (x-AUCA), ¢ xonofoBbIMY FrEMOIM3MHAMU N NEKAPCTBEHHO MHAOYLMPOBaHHY0. Kaxpas n3 Tmnos umeer
pasnnyHble CEPONOrM4ecKne XapakTepuUCTUKN ayTOaHTUTEN, YTO ONpefenseT MexaHnam paspyLUeHns apuTpoumToB. YyacTue
KOMMNEMeHTa UrpaeT onpefenieHHylo, HO orpaHuyeHHyto ponb npu T-AUTA, B To Bpemsa kak x-AUTA sBnseTcs nonHOCTbIO
KoMMneMeHT3aBucumon. B ¢Basn ¢ aTnm Tepanus npu pasnu4dbix suaax AUTA otnuyaetcs. Tak, npu T-AUCA npenapaTtom
1-A NVHUK SBMSAOTCA MIOKOKOPTUKOCTEPOMAbLI, B TO Bpems Kak npu X-AUTA addpekTnBHOCTL Mx crnopHa. lMpu peunameax
1 peppakTepHbIX reMonnaax B Ka4ecTse 2-1 NHuM Tepanun T-AUFA pekoMeHayIoT UCNonNb30BaTb PUTYKCUMAab U CNIEHIKTO-
muto. Mpn x-AUIFA B KadecTBe Tepanum 1- NMUHUM PEKOMEHAYIOT cpa3y Ha3Ha4daTb puTykcumab. Vcnonb3oBaHne ppyrux
MMMYHOCYMNPECCMBHBIX NpenapaTos (a3aTMonpuH, umknodocdamma, LMKNocnopuH A, MrukodeHonara MoeTus) B Ka4ecTse
anbTepHaTMBHON Tepanuy BO3MOXHO, OfHAKO 3PdEKTUBHOCTb NX 3HAYUTENBHO HUXE.
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Autoimmune haemolytic anaemia:
modern diagnosis and therapy
(Review of literature)
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Autoimmune haemolytic anaemia (AIHA) is a rare disease characterized by formation of red blood cell autoantibodies. A precise
classification of AIHA types is very important. There are warm (w-AIHA) and cold (c-AlHA) AIHA with cold haemolysins, and
drug-induced AIHA. Each type has different serological characteristics of autoantibodies, which determines the mechanism of
red blood cell destruction. Involvement of the complement plays a certain but limited role in w-AlHA, whereas c-AlHA is entirely
complement-dependent. In this connection, therapies for different kinds of AIHA also differ. Thus, in w-AlHA the first-line drugs
are glucocorticosteroids, while in c-AlHA their efficacy is disputable. In relapses and refractory haemolyses, administration
of rituximab and splenectomy are recommended as the second-line therapy for w-AIHA. In c-AIHA, early administration
of rituximab is recommended as the first-line therapy. The use of other immunosuppressive drugs (azathioprine,
cyclophosphamide, cyclospirin A, mofetil mycophenolate) as alternative therapy is possible but their effectiveness is significantly
lower.
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YyTOMMMYHHas remonuTunyeckas avemuns (AUMA) obbeau-

HAEeT rpynny NpuMoOpEeTeHHbIX PeaKnX reMaToniorm4yecknx
3aboneBaHUn U CUHOPOMOB, XapakTepU3YHLLMXCA BHYTPUKIe-
TOYHbIM WKW BHYTPUCOCYAMCTbIM PaspyLUeHVEM 3pUTPOLUTOB
BC/eACTBME 06pa30BaHNs ayTOaHTUTEN K aHTUreHaMm Ha noeepx-
HOCTW 3PUTPOLNTOB.

Mo ceponorn4eckorn xapakTepucTMke ayToaHTUTeN u B 3aBu-
CUMOCTU OT OnTUmasnibHon Temrepatypbl Ux gencteva AUTA
nogpasgensioT Ha Tennosylo (T-AUTA) n xonogosyio (x-AUTA),
C XONOAOBbIMW FEMONIM3MHAMK, JIEKAPCTBEHHO WMHAYLMPOBaH-
Hyto. B Kaxpgon rpynne BblBensaoT NEPBUYHYIO, UK nauonartu-
yeckyo, 1 BTopuyHyto AUMA, koTopas MaHuecTupyeT Ha oHe
apyrnx 3a6onesaHun (numdponponudepatuBHbie U UMMYHHbIE
3aboneBaHus, MHpekuun, conuaHeie onyxonu). OuarHo3 AUTA
B GONbLUMHCTBE Clly4aeB YCTAHOBUTb HECIIOXHO, OH OCHOBbI-
BaeTCa Ha KIMHWUYECKOW KapTMHE reMONMTUYECKON aHemMum
M NnabopaTtopHOM OOGHapPY>XeHUW ayToaHTUTEN K SpuTpouuTam
B CbIBOPOTKE KPOBU C MOMOLLIbIO NpsiMOr Npobbl Kym6ca.

HecmoTpsa Ha xopoLuo uadyyeHHbin natoreHe3 AUIFA mn opraH-
HYIO CrneumdU4HOCTL 3aboneBaHusl, MEXaHu3M WHULUANbLHON
NpoAyKuMM ayToaHTUTeN K 3puTpoumuTam [0 CUX MOP OKOH4a-
TeNbHO He ycTaHoBneH. CpblB MIMMYHONOrMYECKOWN TONIepPaHTHO-
CTW 1 pasBUTMe ayTOMMMYHHOro 3aboneBaHus SBNAIOTCA KOM-
nnekcHelMM npoueccamn. Viccnegosanvs, NnpoBedeHHbIe Ha Ye-
NIOBEYECKUX W MbILLMHBIX MOAENsAX, NpeanonaraT, YTO B OCHO-
Be AUIMA nexuT kak gedekT npes3eHTaumm ayToaHTUTen AeH-
OPVUTHBIMU KNEeTKamu, Tak U aucyHkumsa B- n T-knetok [1].

B paHHOM cTaTbe onucaHbl COBPEMEHHbIE MPEeACTaBNEHUs
0 paanuyHbix Bugax AUIA 1 nx nedenunn.

Tennosas AUIIA

T-AUIA coctaBnsieT okono 70—75% OT BCex Cry4aesB ayToOUM-
MYHHOro remonmsa. 3abonesaemocTb T-AUA, No gaHHbIM pas-
HbIX aBTOPOB, cocTasnaeT 1 cnyyan Ha 75—-100 TbiC. HaceneHus
B rog [1-3]. B 50% cny4aes T-AUICA pa3BmBaeTcs BTOPUYHO Ha
hoHe Opyroro 3aboneBaHusi, 4Yalle BCEero npu XPOHUYECKUX
nmdonponudepaTnBHbIX 3abonesaHmax [2].

MexaHusm paspyLieHusi SpuTpoLUToB

AHTUTENA, 4acTo MX Ha3bIBAKOT arrnioTUHMHaAMK, npu T-AUCA
B OCHOBHOM OTHOCHITCS K MMMYyHOrnobdynuHam knacca IgG, pexe
(okono 15-20%) — K IgA 1 coecem pegko — K IgM. Knacc ummy-
HornobynvHa onpefenseT natoreHe3 passuUTUS 3abonesaHns u
€ro KNMHUYeCcKne xapakTepucTukn. Tak, Hanpumep, IgM asnseT-
Csl CUNbHbIM aKTUBaTOpOM KoMmnnemeHTa, IgG1 u IgG3 Takxe
CUNBHO aKTMBUPYIOT KoMmnnemeHT, a IgG2 un IgA asnstoTca cna-
6bIMX aKTMBaTOpamMu KOMMMEMEHTa, B TO Bpems Kak IgG4 He
aKTMBUPYET KoMnnemeHT [4]. Hanbonee 4acTo TeNnoBbIe arrnio-
TUHWHbI NpefcTaeneHbl IgG1 n IgG3.

MpucoeanHeHne aytoaHTUTEN npoucxogut K pesyc (Rh) no-
nvnentungamMm Ha NoBepxXHOCTU 3PUTPOLMUTOB, pexe — K Opyrum
aHTUreHam (HanpumMep, 6enok nonocsl 4.1, 6enok nonocsl 3) Npu
Temnepatype 37°C [1].

OpUTPOLMTBI, Harpy>XeHHble ayToaHTUTeNamMm, yoansaoTca u3s
LMpKynsaumMmM mMakpodaramu ceneseHkn nytem Fcy-obycnos-
NeHHOro charoumTo3a. JpUTPOLUT B KOMMNIEKCE C UMMYHOINo6Y-
JIMHOM TaKXe MOXeT cBfA3blBaTb C1-KOMMNOHEHT KOMMNIEMEHTA U
NPUMBOANUTL K akKTMBaLMW KNacCU4ecKoro myTW KOMMJIEMEHTA.
OputpoumnTbl, HarpyxeHHble C3c/C3d-koMnoHeHTamMu Komnse-
MeHTa, B oTcyTcTBMe IgG, pa3pyLualoTca B neYeHn BCeacTBue

harounTosa, MHULMMPOBAHHOIO peLienTopamMu KOMMEMEHTA.
Takum o6pasom, npu T-AUTA nNpomcxoguT BHYTPUKIETOYHLIN
remonus (puc. 1).

WHorpa dharountos aputpoumnToB, HarpyxeHHbix IgG, 3asep-
LIaeTcs He NOMHOCTbLIO, M OTLLENNAETCA TONMbKO YacTb MemMbpa-
Hbl 3puUTpoOLMTa, B peaynbrate 4ero obpasyeTrcs cdepouuT.
[anee npyv NOBTOPHOM MPOXOXAEHUN Yeped ceneseHky cdepo-
uuT paspyLiaetcs (cMm. puc. 1).

Knununveckue nposisneHns

KnunHuyeckasn kapTuHa cxoxa npu ecex sugax AUMA n nveet
BapuabenbHyto cTeneHb TsxxecTn. O6LLMe CUMNTOMbI, TAKME Kak
cnabocTb, BAMOCTb, NOBbILIEHHAA YTOMASAEMOCTb, Taxnukapgums,
06yCrOBNeHbl aHeMU4eCKUM cuHapoMoMm. [lpu curankansHom
o6cnefoBaHun BbISIBAAOTCA 6/1€AHOCTb M XKENTYLWHOCTb KOXM
W CNIN3MCTbIX 060N0YEK, CNIIEHOMEeranms pas3fMyHoM CTeNeHu.

JlabopaTtopHas anarHoctTuka

B ofwiem aHanu3e KpoOBMW, BbINOSIHEHHOM Ha aBToMaTuye-
CKOM remMaTtofiormM4ecKkoM aHannaaTtope, BbISBASAIOTCH CHUXEHWe
KOHLEHTpaummn remMornobuHa 1 KoamyecTsa apuTpoLmUTOB, HacTo
CKIIOHHOCTb K MakpouuTo3y [MoBbllUeHWe cpefHero ob6bemMa
sputpoumTa (mean corpuscular volume — MCV)], peTukynouu-
TO3, BO3MOXEH HopmobnacTto3. B 6uoxumunyeckoMm aHanuse
KPOBM OTMEYatoTCHA MOBbILLEHNE KOHLEHTpauumn 6unupybuHa 3a
CYeT NPeuMyLLIECTBEHHO HeMnpsIMON hpakumu, NoBbILLEHNE ak-
TMBHOCTM naktargerngporeHassl (J1IOI), CHMXeHe KoHUeHTpa-
uuM rantornobuHa 3a CYeT nepeHachILeHns reMorfiobnHom 13
paspyLUeHHbIX 3PUTPOLIMTOB.

Mpy MopdONorMyeckom MCCnefoBaHMn 3pUTPOLIMTOB HacTo
BbISIBMIAOTCA MOMMXPOMATO(UNNSA, aHW30UMTO3 U MOMKMNOLM-
T03. B psge cnyyaes T-AUIMA, npy o6pa3oBaHnmn 60bLLIOTO KO-
nvyecTea cepoumToB, 06HapPYXMBAKTCH KracCcuyYeckue aua-
FHOCTMYeCKNe NPU3HaKuM cHepoLMTapHO aHeMuu, T.e. CHUXa-
eTCA MHOEKC CPEPUHYHOCTU, B Ma3Ke 0B6HApYXMBAKOTCA cdepo-
LTI, CHMKAETCA OCMOTUYECKas Pe3UCTEHTHOCTb 3PUTPOLUTOB
00 ¥ nocne nHky6aummn. Npr 3TOM BO3MOXHO CHWXeHne OMA-
TecTa (TecT CBfi3blBaHUS NMOBEPXHOCTHbIX (PparMeHToB 6Genka
nosnocskl 3 MembpaHbl 3PUTPOLMTOB C GONTyOPECLIEHTHLIM Kpacu-
Tenem 303uH-5-manenmung).
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Puc. 1. MexaHn3am paspyLueHus aputpouutos npu T-AUTA (umt. no [2]).
Ig — aHtutena. C1, C3b — KOMNOHEHTbI KomnnemeHTa. Ecnu darouutos
3aBepLUaeTcsi He MOMHOCTLIO, OTLLENNAEeTCA TOMbKO YacTb MeM6paHbl
3pUTpOLMTa, HarpyXXeHHas aHTuTenamm, n o6pasyroTcs cepoumnTsl.
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B nepwopb! ycuneHns/o60CTpeHnst remonn3a BO3MOXHO pas-
BUTME nenkoumTo3a co casurom dopmyrnel sneso. Ana T-AUTA
xapakTtepHa nosbiweHHas COJ.

AyToaHTUTena BbISBASIOT C MOMOLLBIO MPSMOro aHTUrMobynn-
HoBoro Tecta (npsmas npo6a Kym6ca), KOTOpbI sABnseTcs
OCHOBHbIM AuarHoctudeckum Kputepuem. Ons 17-AUITA xapak-
TepHa nonoxuTensHasa npsmas npota Kyméca ¢ aHtu-IgG m oT-
puvuartensHas — ¢ aHTn-C3d.

Y 3-10% nauuneHToB npsmasa npoba Kymbca okasbiBaeTcs
NOXXHOOTPULIATENBHOM, YTO BbI3bIBAET OOMbLUME CHOXHOCTU B
anarHocTuke [5]. MpuunHamm gaHHOro COCTOSAHWSA MOTYT ABNATb-
€A HM3kas ceHcmbunuaauus IgG KoMMepyeckn JOCTYMHbIM aH-
TUINOBYNMHOBLIM TECTOM, HU3Kas adpuHHOCTL IgG, ceHcmbu-
nnzaums IgA nnn pexe IgM 6e3 akTMBauum CUCTEMbI KOMMIe-
MeHTa (KOMMEpPYECKUI aHTUIMOOYNNHOBLIN TECT COLEPXMUT
aHTn-IgG 1 aHTK-C3d, Kak No OTAENBHOCTU, TaK B CMECH).

JleverHne

Mpenapatamu 1- nuHUKM Tepanum npu T-AUMCA B HacTOALLMIA
MOMEHT SBMATCA rntokokopTukocTeponapl (FKC). Bo 2- nuHum
Tepanum UCnosb3yT PUTYKCMMAG U CNIEHIKTOMMIO [6].

nrokokopTuKocTepouab!

MexaHnam pgericteua TKC npeanonoxuTenbHO 3aknio4aeTcs
B CHWXEHUW TEMIMOB yAasneHns 3puUTPOLIMTOB KIleTKaMu Makpo-
paranbHor cuctembl. MuHnmansHas addekTneHas posa MKC
He ycTaHoBneHa. Hambonee yacto HasHayawT MPEaHU3O0SIOH
B [03€ 2 MI/KI B CYTKM B TeYeHMe KaK MUHMMYM 3 Hep (Makcu-
ManbHO 6 Hedl) C JanbHeWLen NocTeneHHon otMeHon. OTBET Ha
Takyl Tepanuito NoABNSAETCS MeOSIEHHO (B CpenHeM Ha 2-i He-
nene Tepanun) M COMpoBOXAaeTca OONbLUMM KONMYECTBOM
COYETaHHbIX OCMOXHEHWN, TakMX Kak 3K30reHHbIn CUHOPOM
KylumHra, ctepovaHbii caxapHbin AnabeT, OXupeHue, apTepu-
anbHas rmnepTeH3us, MHAEKUMOHHbIE OCIIOXHEHUs (6akTepu-
anbHble N rpUOKOBbIE), OCTEOMOPO3, BEHO3HbIE TPOMOO3bI.
MpumepHO y 2/3 NnauneHToB BO3HUKAET peLmnamB.

C Lenblo YMEHbLLEHNS KONIMYECTBa OCIIOKHEHWI NpeaoxeHa
apyras cxema seegeHus NKC — nynbc-tepannsa MeTunnpegHm3o-
JIOHOM WMNK fekcameTasoHoMm [7, 8]. PekomeHayeTca ucnonb3o-
BaTb METUNNPEAHUIONOH B A03e OT 5 Ao 15 Mr/Kr B CyTku B Te-
YyeHune 3-5 fHel ¢ pe3kor oTMeHON. [OBTOPHbIE KypChbl NPOBOAAT
4-6 pas ¢ uHTepBanamm 5-10 gHeln, Npu QOCTUXKEHNN PEMMUCCUN
nynbC-Tepanuio NPoJoSIXKaloT B NPeXHen [03e, NOCTENeHHo Ya-
JIMHASA MHTepBasbl MEXAY Kypcamu (4epes 2, 3, 4 Hen) npu co-
XpaHeHnn cTabunbHbIX nokasartenen. lMynbc-Tepanus XopoLuo
NepeHoCHTCs, NO3BONSET YMEHbLLUNTL KOIMHECTBO HexXenaTesb-
HbIx siBneHuin NKC, oTBeT Ha Hee BO3HUKAET BbicTpee [7].

OtBeT Ha Tepanuio KC Habniopgaetcsa y 75-80% nauneHToB.
OpHako CTOWMKas PEMMUCCUSA COXPAHSIETCH TOMbKO NUWb y 15—
30% nauneHToB, OKono 50% nauueHTOB HyXOalTca B Mofa-
nepxuBatowmx posax NKC, a npumepHo 20% nauueHToB —
BO 2- NNHUK Tepanuu [6].

Putykcumab

Putykcumab — 3TO MOHOKJIOHASIbHOE aHTUTENO MpoTUB
B-numdoumnToB, akcnpeccupytowmx CD20. MexaHn3m gencTeums
puTykcumaba 3aknioyHaeTcs B penneummn B-kneTok, KoTopble
npoayuMpytoT aytoaHTuTena npoTtme apuTpoumToB. OTBET Ha
puTykcumab Habnopaetcsa y 83—85% nauMeHToB, U3 HUX NOJ-
HbI OTBET Yy 54—60% naumeHToB, C COXPaHEHMEM pPemMuccun
B TeyeHne 1-ro roga —y 72% naumeHToB 1 2 net —y 56% nauu-
€HTOB [9]. SdPeKTUBHOCTb NPUMEHEHMS pUTyKcMMaba onucaHa

KakK y naumMeHTOB C NepBMYHON (nguonatumyeckon) T-AUTA, Tak n
co BTopuyHOM T-AUIA. BbicTpoTa oTBETa 3HAYUTESIbHO Bapbu-
pyeT, y OOHMX MauMeHTOB OTBET HACTyMaeT O4YeHb ObICTPO,
y apyrux TpebyeTcs HEeCcKONbKO Hefenb U Aaxe MecsiueB Ans
OOCTUXeHus oTeeTa [6].

PuTtykcumab BBOgAT B fo3e 375 Mr/mM? exxeHefnensbHo, B Cpes-
HeM pekoMeHOyloT nposoauTb 4 BBefeHua [6, 10]. Heobxo-
OVMO OTMETUTb, YTO MOBTOPHbIE KYPCbl TakXe [AOCTAaTOYHO
3P PEKTMBHBI.

JleveHne putykcumMabom XOpoLLO NEPEHOCUTCA C MUHMMATb-
HOWM 4YacTOTOM HexXenaTenbHbIX ABNEHUN. B CBA3N CO CHMXEHU-
eM o6Lero konuyectsa B-knetok n koHueHTpaumm IgG B cbiBO-
poTKe KpoBM Ha (hOoHe Tepanuu puTykcuMatom Heobxopmma
3aMecTuTenbHasa Tepanus BHYTPUBEHHbIM MMMYHOrI06YIMHOM
(BBUI) B nose 0,4 r/kr 1 pa3 B mecsL,.

Mpu NpYMeHeHUN NPegHN30IOHa B KOMOUHALMKN C PUTYKCU-
MaboMm Mony4eHbl XOPOLUME Pe3ynbTaTbl MO CPABHEHMIO CO CTaH-
JapTHbiMu cxemamu Tepanum [11]. B paHoomuauposaHHoe wmc-
cnegosaHue 6bInv BKITIOYEHbI 64 60MbHbIX C BNEPBbIE BbISIBIIEH-
Hon T-AUTIA, KoTopble nonyyann KOMOGUMHUPOBaHHYIO Tepanuio
NPELHN30MTOHOM U PUTYKCUMABOM UM MOHOTEPaNUI0 NPEOHN30-
NoHOM. 'emaTtonornyecknii oTeeT Habmogancs y 75% 60nbHbIX,
nony4asLUMX KOMOVMHMPOBAHHYIO Tepanuio, U n1Lb y 36% nauu-
€HTOB, MOMyYaBLUMX MOHOTEPanuio NPeaHU30sIoHoOM. OdnuTtens-
Has pemuccuns (36 Mec) coxpaHsanace y 70% naumeHToB, nony-
YaBLUMX KOMOUHMPOBaHHYIO Tepanuio, U nuib y 45% nony4as-
LUIMX MOHOTEpanuio NpeaHn30s10HOM. CTaTUCTUHECKN 3HA4YMMbIX
pasnuuuin No KONMUYECTBY HEXenaTemnbHbIX SABMEHUIA MexXay
rpynnamm He nosy4eHo.

C uenbio yMEeHbLLEHNS TOKCUHYHOCTU 1 ONTUMMN3aLMM CTOUMO-
CTW NeYEHMa NMPUMEHSNN HU3KMe [o3bl putykecumabda — 100 mr
exeHefenbHo. OMPEKTMBHOCTb AHHON CXEMbI JIeHEHUS OKada-
nacb BbICOKOW, OTBET Obln nonyyeH y 89% nauueHToB, U3 HUX
y 67% nauneHToB — MonHbIA. be3peunaneHoe TeveHne B Teve-
Hune 36 mec Habntoganock y 68% nauveHTos [12].

CrineHakTomMus

«TpaguuUMOHHBIM» 3MEKTUBHLIM METOAOM JIeHYEHUSs, KOTO-
PbIf NCMONBL3YIOT Y NALMEHTOB, 3aBUCUMbIX OT BbICOKMX 003 [KC,
N ¢ peumgmsupylom TedeHnem AUTA, sBRseTcs CrneHsKTo-
Must. ToNHbIN UK YacTUYHBIA OTBET Ha CMSIEHSKTOMUIO Habna-
erca npnbnuantenbHo y 2/3 nauneHtoB. Okono 20% nauneHToB
nocne onepaumv He HYXAalTCs B OOMNONHUTENBHOW MeanKaMeH-
TO3HOW Tepanumn 1 HAXOQATCA B ANUTENbHOW PEMUCCUN B TEHEHME
Heckonbkmx net [13]. MaumeHTbl nocne CnaeHSKTOMUMM 4acTo
Hy>patoTcs B 6onee H13kmx pgosax NKC, yem go onepaumu.

HepoctaTkaMy CMMEHIKTOMUWN ABAAIOTCA XMPYpruyeckue
OCJIOXKHEHMSA, XOTA C BHEAPEHNEM NAaNapOCKONMYECKMX METOAOB
BMeLLATENbCTBA HaCTOTa OCITIOXKHEHUI 3HAYUTENBHO CHU3MMACh.
Hanbonee onacHbIM OCIOXXHEHMEM MNOCHE CMIEHIKTOMUN ABNS-
eTCs reHepanu3oBaHHas UHMEKUMS, BbI3BAHHAS MHKaMNCynmpo-
BaHHbIMK 6akTepusaMn. B cBA3K C 3TUM peKoMeHAyoT npegone-
PaunoHHYy0 BakUuMHaUMIO nauueHTa npoTuB ﬂHeBMOKOKKOBOVI,
MEHUHIOKOKKOBON M reModunbHoOM mHdekumm tuna b. Heob-
XOQUMOCTb MpoBeAeHns aHTUbaKTepuanbHON NPOMUNaKTUKK
HesiCHa, HEKOTOpPbIe aBTOPbl €€ He pekomMeHaytoT [14].

Hpyrve metonbl nevyenus

B 3-1 nuHuM Tepannm BO3MOXHO NPUMEHEHUE OPYrMX UMMY-
HOCYMNPECCMBHbIX MpenapaTtoB, TakMx Kak umknodocchamug,
a3aTUonNpWH, LMKIOCNOPKUH A.
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Mepen Havanom MCNoONb30BaHWSA pUTYKCMMaba B KadecTse
2-i NMHWMM Tepanuu paHee ucnonb3osanu asatuonpuH (100—
150 Mmr B cyTku) n umknodocdammg (100 mr B cyTkm). Hactota
OTBETOB, NO AaHHbIM NuTepaTypsbl, coctaBnsana 40—60% [6].

YcnelwHoe NpuMeHeHne UMKnocnopmnHa A onmcaHo y orpaHun-
YEeHHOro KonuyecTea naumMeHToB ¢ pedpaktepHon AUTMA. B nu-
TepaType TakxXe OnucaHbl pasnu4Hbie KOMOUHaLMM LIMKNOCMO-
puHa A ¢ NpegHU30JI0HOM 1 flaHa3onom [6, 15].

[aHHble O npuvMeHeHUn MukodpeHonarta ModpeTuna
(Cenncent®) y nauueHToB ¢ pedpaxtepHor T-AUFA [OCTYMHbI
B OrpaHU4eHHOM Konm4ecTBe. [aHHbIi npenapaT 6bifl BbICOKO-
adphekTMBEH Yy NauMeHToB C pedpakTepHbIMU UMMYHHbIMU
uutoneHuamn, y 12 n3 13 pgetein ¢ ayTOUMMYHHbBIM NMMAIO-
nponudepaTnBHbIM CUHAPOMOM (9 M3 KoTOpbIX umenn T-AUCA
C NOMOXWTENBHOW NpsIMON Npo6oi Kymbca) ynanocs nony4ntb
OTBET, YTO MO3BOMMIIO CHU3UTb [O3Y WS MOSIHOCTBIO OTMEHUTb
Apyrve MMyHOCynpeccrBHble npenaparsl [16].

B nocnegHee Bpemsi MukogeHonara MoeTun ycrnewHo uc-
Nonb3ylT B COYETAHUM C PUTYKCMMabOM Mpu passutumn pedpak-
TepHon AUIA y nauneHTOB nocre TpaHcnnaHTaumum reMonoaTu-
YEeCKMX CTBOJIOBbIX KNeToK [17].

BHyTpUBEHHbBIVI UMMYHOITI06 YITNH

BBUI™ yacTo ncnonb3ytoT B neveHnn AUIFA y pnetei, otaesnbHO
unn B coyetaHum ¢ FKC. PekomeHgyemas KypcoBas [o3a Co-
cTasnsieT He MeHee 2 r/kr. OgHaKko faHHas Tepanusa okasbisaeT
YMEPEHHbIN N 04EHb KPaTKOBPEMEHHbIN 3(PdEKT, MO3TOMY ee He
OTHOCAT B HacCTosiLLee Bpemsi K CaMOCTOSITENIbHOMY MeTopy
neyenuns AUFA. inutensHOCTbL OTBETA peaKo cocTaBnseT 6onee
3 Hep. lNMokasaHneMm K Takow Tepanum MOXET ObITb TONbKO TsXKe-
nas MHPEKLMA unm ee NpounnakTka y geTen.

ConposoguTesnbHas Tepanus

MauuneHTtel ¢ AUTA 4acTo HyXOalTCA B 3aMECTUTENbHbIX
TpaHcdy3usax apuTpoumnToB. [lepenvBaHne 3pUTPOLUTHOWN
Macchl cHMTaeTCs OonacHbIM y nauneHToB ¢ T-AUTA ns-3a noteH-
LUManbHOro pucka yCcuieHusi remonusa n annoMMMyHU3aLuu.
B cBA3n ¢ Tem, 4To npu T-AUIA aHTUTENa HanpaBfeHbl NPOTUB
aHTUIEeHOB rPynMbl KPOBM, BO3MOXHO NpoBefAeHue TpaHcy3ui
He NOMHOCTBIO COBMECTUMbIX 3PUTPOLIMTOB, TO €CTb 0653aTesb-
HbIM SIBNISIETCA TONMbKO OnpefesieHve rpynnbl KPoBUM U pesyc-
akTopa. PacwwmpeHHoe eHoTUNMpoBaHWe, onpepeneHve
Kenn-aHTureHa pekoMeHgyoT NpoBoAWTL NaumMeHTaMm, KotTopble
yXe Korga-nMéo nosyyann TpaHCy3um KOMMOHEHTOB KPOBW,
WM KEHLUMHaM, MMetowmm 6epeMeHHOCT B aHamHese [18].
B nio6om cnyyae o65a3aTefibHbIM ABMASETCA NPpOBEAeHME 61Oos0-
rnyeckor npo6bbl [19]. MOCKObKY CPOK XM3HU OOHOPCKUX IpUT-
pOoLMTOB NPUMEPHO TAKOW Xe, KakK 1 COBCTBEHHbIX 3pUTPOLMTOB
nauueHTa, ynyLleHve nocne remoTpaHcy3nn o4eHb KpaTko-
BpemeHHoe. CooTBeTCcTBEHHO, NneveHne NKC [omkHO 6biTh Ha-
4aTo Kak MOXHO paHbLLe.

B ogHOM peTpoCcneKkTMBHOM MCCRefoBaHMM 6bIN0 NoKasaHo,
YTO He crefyeT 0TKa3bIBaTbCA OT reMoTpaHCAy3ni y NaLumneHToB
¢ T-AUTA [20]. BbinM npoaHannanpoBaHbl UCTOPUM 6GONE3HU
79 nauMeHToB, NOAYYMBLLMX TPaHCHY3nN OHOPCKNX 3PUTPOLIM-
TOB (74 B3pocnbix n 5 getenn). Y 53 naumeHToB TpaHcdy3um
SpUTpOLMTOB npoBOoAMIN B CBA3U ,quomrleHcau.meVl aHeMunn
npu T-AUTA, y Bcex 6binn BbIsSIBNEHbI ayToaHTuTena. OgHako
HU Y KOro n3 atnx nauyneHToB He BO3HUKIIN OCNTOXHEeHUA B BUae
anouMMyHM3aumMmM unu ycyrybneHus remonusa, faxe korga
nepenuBaeMble 3pUTPOLUTbI BbIIM CEPONOrNMYECKU HECOBMECTU-

Mbl. Y OCTanbHbIX 26 NAUMEHTOB HE ObINO HUKaKMX MPU3HAKOB
AUTA (T.e. npoba Kym6ca y HUX 6bina oTpuuaTtenbHom), 1 um
NPOBOAMMN TPaHCAY3UN IPUTPOLUTOB M3-3a aHEMUM OPYron
aTnonormn. Y 23 n3 atux 26 nauneHToB Obifin BbISIBIIEHbI anso-
aHTuTena. Takum o6pa3om, Nosny4eHHble B pedynstate AaHHOro
nccnefoBaHnsa AaHHble He NOATBEPXAAaloT O6LLENPUHATOE MHe-
HWe O TOM, YTO cnegyeT usberatb reMoTPaHCHY3NOHHYIO Tepa-
nuio y naumeHToB ¢ AUIA, 6onee TOro, OHM CBUOETENLCTBYIOT
0 TOM, YTO TPaHCHY3NOHHbIE peakunn MeHee pacnpocTpaHeHbl
y naumeHTtos ¢ AUTA.

PeLueHne o npoBegeHun remoTpaHcy3nm fOMKHO 3aBUCETb
He TONbKO OT KOHLEHTpaLumn reMornobrHa, Ho 1 OT KIIMHUYECKON
cUTyaLun 1 cTeneHn NepeHocUMOCTN aHEMUU NaLMUEHTOM.

Ona MMHMMU3aLMM PUCKOB, CBA3AHHLIX C NUXOPafoYHbIMU
HEremMonMTUYECKUMN peakumaMn U3-3a aHTUNENKOLMTapHbIX
aHTUTenN, B HacTosILLee BpeMs peKOMEHAYIOT NPOBOAUTL NIENKO-
unsTPaLmIo SpUTPOLIMTHON Macchl.

Kpome Toro, y naumeHToB ¢ pe3ncteHTHon AUMA, ocob6eHHO
npyv HanMyunm PeTUKYNOLUMTOMNEHUN, BO3MOXHO MNPUMEHEHUE
3spuTponoaTuHa [21].

Bcem nauneHTam o6as3atenbHO OOMOMHUTENIbHO HasHavaloT
donaTtbl Ha BeCb Nepuof remonnsaa.

Xonoposasa AUTA

PasnuuatoT nepBu4Hyl0 (XonogoBas arrnioTuHWHoBas 60-
nesHb, unu primary cold agglutinin disease — CAD) 1 BTOpu4Hyto
x-AUTA (secondary cold agglutinin syndrome — CAS). X-AUTA
BCTpeyaetca pefko (1 cnyyan Ha 1 mMfaH B rog) n coctasnset
okono 15% OT Bcex crny4aeB ayTOMMMYHHOro remonusa [22].
MepBuyHaa x-AVIFA uMeeT HU3KYI0 pacnpoCTpaHEeHHOCTb, U
60SbLLUMHCTBO OMNY6NIMKOBaHHBLIX CTaTen ABNAeTCs He6OoMbLLUMMU
PETPOCNEKTUBHBIMU aHanM3amu UM ONUCaHUAMW €OUHUYHbBIX
KnuHuyeckux cnydaeB. X-AUMA, kKak npaBuno, BcTpedaetcs
y B3pOCHbIX, C NpeobnagaHneM y XeHLumH [23].

MexaHu3am pa3pyLueHusi 3puTpoLuToB

XonogoBsble arrMioTUHUHBI NPUCOEAUHSIOTCA K 3pUTpoLmUTam
npu Temnepatype 3—4°C. bBonee 90% XxonofoBbIX arrnioTUHUHOB
npeacTaeneHbl UMMyHornobynuHamm knacca IgM, kotopble
B3aMMOJENCTBYIOT C aHTUreHammn cuctemsl I/i Ha noBepxHOCTU
sputpoumTa. 3ateM K kneTke npucoeguHsaeTca C1-KOMNOHEHT
CUCTEMBI KOMMNJIEMEHTA, TEM CaMbIM aKTUBUPYSA KacCU4ecKui
nyTb cucTeMbl komnnemeHnTa. C1-actepasa aktusmpyet C2 n C4
6enku, ganee cnegyet obpaszosaHne C3-koHBepTa3bl, KOTOPOE
3akaHumBaeTcs paclyenneHnem C3 Ha C3a n C3b.

B MOMeHT BO3paLLeHns B LeHTpasibHbIA KPOBOTOK MpW TeMne-
patype 37°C xonogoBble arrfioTUHUHBI OTOAENSAI0TCA OT 3pUTPO-
LMTOB, NO3BONASA KNeTkaM oTaenuTbes Apyr oT gpyra, Ho C3b
OCTaeTCs Ha UX MOBEPXHOCTU. SpUTPOLUTLI, HarpyxeHHble C3b,
CEKBECTPMPYIOTCS KNeTKamMu cuctembl haroumTmpyowmx Mak-
podharos, NPeMMyLLECTBEHHO KyndepOBCKUMN KNneTkamu neye-
HW (B oTnnume ot T-AUMA). AKTnBaumus KOMMNIeMeHTa Npoucxo-
AuT Yyepes B3ammogencTane ¢ C5-KOMMOHEHTOM 1 o6pa3oBaHve
MembpaHoaTaKyoLero KoMmniekca, B pesynsrate 4ero npowc-
XOOUT BHYTPUCOCYAUCTLIN remonu3 (puc. 2). Ha nosepxHocTn
BbDKMBLUMX 3puTpoumToB C3b pacuiennsetcsa go C3d. 31oT me-
XaHMU3M OOBACHAET MONOXUTENBHYIO Npoby Kymbea ¢ aHTu-C3d
y nauueHToB ¢ x-AUTA, n oTpuuarensHyto npoby ¢ aHTu-IgG n
aHTK-IgM. TskecTb remonu3a 3aBUCUT OT TUTPa XOSIOL4OBbIX
arrioTUHUHOB (Y4eM Bbille TUTP, TeM WHTEHCUBHEE remMosnus),
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Puc. 2. MexaHu3am paspyLueHus aputpoumtos npu x-AUMA (uut. no [2]).
C1, C2, C3, C3b, C3d, C4, C5, C5b6789 — KOMMNOHEHTLI KOMMNNEMEHTA.
OcHOBHOM NyTb 0603Ha4YeH 4EpHbIMW CTPenKamu; [OMOMHUTENbHbIN
nyTb — CEPbI NYHKTUP.

amMnanTyabl UMEHeHUs TeMnepaTtypbl (4em 60sbLUe amnIuTyaa,
TEM UHTEHCUBHEE reMonn3) 1 cTenenn MHrmémposaHus C3d.

JlabopatopHasa anarHoctuka

B obwem aHanm3e KpOBW BbISBNSAIOT CHUXKEHUE KOHLIeHTpa-
UMM remorniobrMHa u KonMyectsa 3pUTPOLMTOB, MakpoumTo3
sputpoumToB (nosbieHne MCV 3a cyeT arrnioTMHaumm spuTpo-
LMTOB BCIIEACTBME OXNaxgeHns obpasua KpoBW Mpu annapart-
HOM WCCnegoBaHuK), PeTUKynoLuMTo3, BO3MOXEH Hopmobnac-
T03. lNpn nccnegosaHnn Maska nepudepunHeckon Kposu Habo-
JaeTcs arrnioTMHaumMs 3pMTPoOLMTOB PasnM4yHON CTEeMNeHn Bbipa-
>XXEHHOCTW. B 61MOXMMMYECKOM aHanM3e KPoBW BbISBASIOT MOBbI-
LeHne 6unupybuHa 3a c4eT MNPeuMMyLLEeCTBEHHO HenpsiMomn
pakumu, nosbleHne akTmeHocTU JIAIN, CHMXeHne KoHLUeHTpa-
ummn rantornobuHa. Bo Bcex crny4yasax npucyTcTByeT reMornoou-
Hypus. [Mpsmas npoba Kym6ca nonoxutensHa ¢ aHtn-C3d.

BropuyHas xonogosasi AIMFA

BTopuyHaa x-AUIA BcTpedaeTcs 4alle, 4emM nepBUYHas.
B ocHOBHOM OHa pa3BuBaeTcs Npy MHPEKLMOHHBIX 3abonesa-
HWAX, 310KA4EeCTBEHHbIX OMyXONsaX U ayTOMMMYHHbIX 3aborne-
BaHusAX. Cpegn 3nokKayecTBEHHbIX HOBOOOPa30BaHUI Hambo-
nee y6epgutencHasa cBsA3b X-AUIA yctaHoBneHa ¢ gudpdys-
HbiMM B-kKpynHOkneTo4HbiMM numdomamu, Takxe x-AUTA
onucaHa npv numdomax XoaXKnHa, KapumHoMax, capkomax,
XPOHWYECKMX MuenonponudepaTuBHbIX 3a6oneBaHnsx, npwu
3TOM remMonu3 O6YCnoBfieH MOHOK/OHANbHbIMWU aHTUTenamm
knacca IgM.

BtopuyHasa x-AUIA, pasBuBLUascA B OTBET Ha MHAEKLMIO,
XapaKTepuayeTcs ONUIrOK/OHaNbHbIMK aHTUTeNnamu knacca IgM
(pexe IgA unwn IgG), HanpaeneHHbIMY NPOTUB MOMCaxapuaHbIX
aHTUreHoB (aHTu-I unu -i, aHTn-Rh) Ha NOBEPXHOCTM 3pUTpOLU-
ToB. CniegyeT NOMHUTB, YTO Yy NauMeHToB Mnaglle 18 Mec Xu13Hu
SPUTPOLMTBLI IKCTIPECCUPYIOT i-aHTUIeH, a y NauuMeHToB cTaplue
18 Mec Xu3HM — l-aHTureH. OnuroknoHanbHble aHTUTEna —
06bI4YHO ferkue Lenu Kamna — OnpefensioTcs B YMepeHHOM
TnTpe (6onee 1 : 500), NMK UX copep>XXaHus MNPUXOQMTCA Ha
2-3-10 Hefeno OT Hadana WHMEKUMN, COXPaHSATCa aHTUTena
B Te4eHue 2-3 mec. Npu nHekumsx, BeidBaHHbIX Mycoplasma
pneumonia, Lysteria monocytogenes, Legionella pneumophila,
Chlamydia psittaci, 06pa3yloTcs ONUrokfioHasnbHble aHTu-l cne-

unpmyHbIE XONOAO0BLIE arrMIOTUHUHBI kKnacca IgM. KnuHnyecku
3Ha4YUMBbIV remonua HabngaeTcsa y 50—75% naumeHToB ¢ MUKO-
nnasmMeHHon nHdekumen n npumepHo y 30% naumeHToB ¢ apy-
rMMU BblLLENepeYnCcneHHbIMn nHpekunamm. B 60% cnydanx
WH(EKUNA, BbI3BaHHbIX BUpycom InwtenHa—bapp, uMtomera-
NIOBUPYCOM, BMPYyCaMu BETPAHOW OCMbl, KPACHYXW, NapBOBUPY-
com B19, Bupycamu renatuta B, nmmyHogedmumTa Yyenoseka,
rpunna B, o6pa3yloTcs ONUroKnoHasnbHble aHTU-i XONnoJoBble
arrnioTuHUHBI Knacca IgM [1]. TpaHauTopHaa x-AUTA onucaHa
npyv MHMeKuun, BbIBBAHHOW LMTOMErasioBMpycoMm, Bupycammu
BETPSIHOM OCMbl, KPACHYX1, aAeHOBUPYCOM, BUPYCOM rpunna A,
Legionella pneumophylia, nuctepusamn, xnammamsmu.

MexaHn3m paspyLUeHNs 3pUTPOLIMTOB TakoW Xe, Kak 1 npu
nepeuyHon x-AUIA.

KnunHuyeckme ocobeHHocTH

K 0Cco6eHHOCTAM KnuHuYeckoro TedeHnsa x-AUFA Heobxoaun-
MO OTHECTU MUKPOLMPKYNATOPHbIE PacCTPOMCTBA, TakuMe Kak
cvHpgpom PeitHo, akpounaHos, pegko — Hekpo3sbl. CnineHomera-
nva MeHee BblpaxeHa npu X-AUMA. B cBasu ¢ npeobnagaHnem
BHYTPUCOCYAUCTOro remonnaa y naumeHtos ¢ x-AUIA Habnoga-
eTcs reMornobuHypusi, Kotopas onpegenser 6o5iee BblpaxeH-
Hoe nameHeHune ugeTta moun. Mpu x-AUTA, accoummpoBaHHON
C MHbeKUMen, reMonuna obbI4HO NErKON CTEMEHN U ANNTCAa Npu-
MepHo 2—4 Hef.

Jle4eHune

MpuHATKE peLueHuns o neveHnn X-AUA 0OMKHO OCHOBLIBaTbL-
CAl Ha HaNN4YUKU KNUHUYECKUX CUMMNTOMOB aHeMuu, TpaHcdyan-
OHHOW 3aBMCUMOCTM W/MNWN HanM4yMnm CUMMTOMOB PacCTPOMCTB
CUCTEMbI KpoBoOGpaLLleHNs. Bo MHOMMX cTaTbax n o63opax oT-
MeYaeTcsl, YTO 60JbHbIE C HETSXKENbIM N 6ECCUMMTOMHBLIM Teve-
HMEeM [OSMKHbI m3beratb BO3AEUCTBUA HU3KUX Temnepatyp
[6, 23]. B 4acTHOCTW, NauMeHT OOMXEH HaxOoO4uTbCs B Tenne,
pekomeHOoBaHO u3beratb MHAY3UA XONOAHbLIX PacTBOPOB.
TpaHcy3noHHasa Tepanus KOMMNOHEHTaMU KPOBW [OSHKHA Mpo-
BOAMTLCA MO NOKa3aHUAM MNpU TSXKENON aHEMUU C COBMIOAEHNEM
cTaHOapTHbLIX Npasu.

Putykcumab

Mcnonb3oBaHue putTykcumaba B nocnegHue 12—15 net cyule-
CTBEHHO M3MEHWIO0 OTHOLLeHWe K Tepanumn X-AUTA. CtaHgapTtHas
cxemMa MoHoTepanuu putykecumadoMm adeKTuBHa NpUMeEpPHO
y 60% NauMeHTOB C MeAMaHOW ANUTENbHOCTU COXpaHEHUs OTBe-
Ta 1 rog [10]. B cnyyae pa3suTtna peungmsa NoBTOPHbIE KYPChl
MOHOTEpanun puUTykcMMatom Takxe 3PEKTUBHbI U XOPOLLIO
nepeHocaTcs. PuTykcMmab B HacTosiee Bpemsi MOXeT OblTb
pekoMeHoBaH B KavecTBe Tepanuu 1-i nuHum npu x-AUTA.

Bce 6onblie ny6nuvkauuMm nosiensetca o6 MCronb30BaHUK
KOMOBWHMPOBaHHOM Tepanuun puTykcMMmaoom v dpnyaapabuHom, ¢
BbICOKOW 4acTOTOM AOCTMXEHMS peMuccumn (oo 75%), nonHas
pemuceuns onucbiBaeTcs Yy 20% nauneHToB, MeavaHa anuTernb-
HOCTM COXpaHEeHus pemMmuccuMm cocTaBnsieT 6onee 66 mec [22].
OpHako gaHHas KoMOuHauus aBnseTcs 6onee TOKCUYHOW, B
nepByl0 o4Yepedb UMeEeTCs B BUAOY reMarofiornyeckas TOKCUd-
HOCTb, YeM MOHOTepanus puTykcumabom. B cBsfsn ¢ aTum ee
PEKOMEHAYIOT MCMOSb30BaTh TOMBKO B Cllyvae pedpakTepHOro
TEYEeHNs1 reMonn3a npu NpMMeEHeHUn putykcnumaoda [24].

IrokokopTKOCcTEPOU LI

'KC He wcnonb3yioT B Tepanun 1-in nuHumn x-AUTA. OTseT
npn x-AUTA Ha TKC B OCHOBHOM napumasbHbIi U COXpaHseTcs
b y 15% naumeHTos [8, 21, 25]. CnegyeT OTMETUTb, YTO ANA
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Puc. 3. MexaHusm pa3pyLueHus aputpoumutos npu MNXIC (umt. no [2]).
C1, C2, C3, C3b, C3d, C4, C5, C5b6789 — KOMMOHEHTbI KOMMNNEMEHTA,;
Al — aHtureH; AT— aHTuteno. OCHOBHOW MyTb O603HAYEH “epHbIMU
cTpesikamui; OMOSTHUTENbHBIN NYTb — CEPbIA NMYHKTUP.

noggepxaHus oTBeTa TPeOylTCA HenpuemnemMo BbICOKME
posbl [KC.

CrineHakTomusi HeadbdpekTBHa nNpn X-AVCA BBUAY Npevmy-
LLIeCTBEHHOMO paspyLUEHUs 3pUTPOLUTOB B NEYEHMW.

Hpyrvie BapnaHTbl ie4eHns

Opyrve BapvaHTbl Ne4eHnst ONMcaHbl B €ANHUYHBIX Ny6nnKa-
LUMAX 1 BKIKOYAIOT MCNONb30BaHME Takux npenapaTos, kak 6op-
Te30Mn6, KOMOUHaLMIO pUTYKCMMaba 1 6eHgamMycTuHa, KoMou-
HaLMo HU3KNX [03 pUTYKCcMMaba n anemTtysymaba npum cTepmnog-
3aBuCMMbIX hopmax [26—28]. B HacTosLLiee BpeMs TakxXe aKTuB-
HO wuccriegyetcss M 06CY>XAAETCs BO3MOXHOCTb MPUMEHEHMUs
WHrMBUTOPOB KOMIMOHEHTOB KOMMIEMEHTA, OfHaKO Moka npena-
paTbl HAXOOATCA HA 3Tane KMMHUYECKMX UCCNefoBaHNN.

Onsa nogTeepXxaeHns aPMEKTUBHOCTU AaHHbIX CXEM NeYeHus
TpebyloTca AanbHenLne nccnenoBaHus.

JleyeHne BTOpUYHOUN X-AUTA

MokazaHua ana 6asoBon Tepanuu BTopnyHon X-AUIMA He of-
HO3Ha4yHbl. Kak npasuso, neyeHne 0CHOBHOro 3a6onesaHusi Co-
NpoBOXAaeTcs paspeLleHnem remonuaa. Npumererne NKC npu
BTOpU4HOM X-AUTA Ha ¢hoHe MHpekuun ocTaeTca NpeaMeTom
avckyccun. lNMpegnaraeTca HasHavaTb Tepanuio Npu THXenbIX
dhopmax unv Npu oTCYTCTBUM YNyYLLEHWUS B TEHEHNE HECKOMbKNX
OHen [25].

MapokcusmanbHas xonoposas reMorno6uMHypus

MapokcunamanesHas xonogosas remornobuHypus (MXI) vacTo
BCTpeyaeTcs y pgeten 5-9 neT, y B3pOChbIX — KpawHe penko.
Femonuna passuBaeTcsa BCNeAcTBME oukcaumm npu HU3KOM Tem-
nepatype aHtuten knacca IgG K MOBEPXHOCTHOM Memb6paHe
3pPUTPOLIMTOB, B TEMME 3TW aHTUTena UKCUPYIOT KOMMIEMEHT,
BbI3blBas BHYTPMCOCYAMUCTLIN remonuna. TakMe aHTutena Hasbl-
BaloT aHTMTenamu [JoHata—/laHgwTeriHepa.

B npownom passutne [MXI 6bI10 CBA3AHO B OCHOBHOM
€ No3gHNMKM cTagmammn cudmnmuca. OgHaKo B HaCTosILLee BpeEMS],
B CBA3W C YNyYLEHWEM 3MUOEMUONIOTNYECKOA OBCTaHOBKM,
npakTuyeckn He BcTpedaetca. X[ B ocHOBHOM HabnogaeTcs
y geten (okono 1-5%) u cBsi3aHa ¢ pa3BUTUEM BUPYCHOW MU
6aKTepuanbHOM MHgekunn [29].

MexaHn3am paspyLueHnss 3puTpoLnTOB

MpucoeamHenne aHtuTen JoHata—JlaHgwTeriHepa K 9puUTpo-
uuTaMm NpomcxoauT MpU HU3KMX TemnepaTypax, 60MbLUMHCTBO
aHTUTEN CBA3bIBAKOTCA C MOBEPXHOCTHbIM aHTUreHom P, Ho ar-
rMIOTUHALMMK 3PUTPOLIMTOB NPU 3TOM He npoucxoaut. Komnnekc
P-aHTu-P aABnseTcs CvnbHbIM akTMBATOPOM CUCTEMbI KOMMe-
MEHTa, MO3TOMYy reMOonu3 SBAAETCA KOMMMEMEHT-onocpe-
OOBaHHbIM, BHYTPUCOCYOAUCTbIM W [OOCTATOYHO MacCUBHbIM
(puc. 3). N'emonn3 npovcxoauT NpY NOBbILLEHUN TeMMepaTypbl
no 37°C.

KnnHnyeckasa kaptuHa

Hab6niogaeTcs OCTPO BO3HUKLLAA FreMONUTUHYECKas aHemus,
0Ccob6eHHO Yy fOeTel, HegaBHo nepeHecwmnx OPBW. Memorno6u-
Hypwusa BCcTpeyaeTcsa 'y 99% 605bHbIX U NPOBOLUMPYETCH OXNaxae-
Huem. YacTto oTmevaroTca 60nM B XMBOTE, NMxopaaka, renarto-
crneHomMeranusi, akpoumaHo3 pasfiMyHOM CTEneHu BbIpaXeH-
HOCTU (KpanHe pefKo raHrpeHa).

JlabopatopHas auarHocTuka

B obuem aHanuse KpoOBW BbIABASIOTCA aHEMUS PasfvyHOMN
CTeneHn BbIPaXKeHHOCTU (B CPEAHEM KOHLIEHTpaLMS reMornobuHa
cocTaBnsieT 68 r/n, Npy 3ToM aHEMUSI MOXET GbICTPO MPOrpeccu-
poBaTb), PETUKYIIOUNTO3 (KparHe pegKo BCTpeYaeTcs peTuKyso-
LMTONEHWS), NENKOLMTO3 (KpaviHe pegko NnenkoneHus). B maske
nepudepruHecKor KpoBu HaboaaTCA BblpaXXEHHbIN aHU30MOM-
KUNounTos, chepoumTos, ayroarrnioTvHaumsa, nonMxpomarto-
dOUnnsa 3pUTPOLIMTOB, HACTO OBHapPYXMBaETCa IpuTpodaroumTos
HenTpodunamn. TUTP XONOAOBbLIX arrMiOTUHUHOB YMEPEHHbIN
(meHee 1 64). Cneunduny4ecknm ABNSETCA MONOXUTENBbHbIN
6utemMnepaTypHbIin Nuaunc (Tect JoHaTta—JlaHawTenHepa).

Jle4eHune

HecmoTpsa Ha TsKenbii reMonna, AaHHOEe COCTOsSIHME ABNSeT-
Csl TPaH3UTOPHbIM, B OOMbLUMHCTBE CllydaeB MpoxXoauT camo-
CTOATENbHO U He TpebyeT cneumdpun4eckoro neyexus. B Kade-
CTBE CUMNTOMATUYECKOW Tepanuu MOryT noHagobutbcs 3ame-
CTUTENbHbIE TPAHCY3UN SIPUTPOLUTHOM MACChI.

3aknioyeHue

Onarno3 AUTA TpebyeT Kak Hanmumsa KnMHN4eckmx n naéopa-
TOPHBLIX MPU3HAKOB reMonusa, Tak W Ceporiormyeckoro nop-
TBEPXAEHUA. MexaHn3m paspyLleHus SpUTPOLMTOB B HACTOA-
LMA MOMEHT [0CTaTOYHO XOPOLLO U3YYeH M pasnuyaeTcs B 3a-
BucumMmocTn oT Tuna AUMA. Onsa onpepgenenHns TakTUKN BegeHus
W Tepanuu naumeHta Heob6xofmMMma KOMMeKcHas AuarHocTuka
dopmbl AUTA. MNpaBunbHO BbIGpaHHas Tepanusa No3BonseT Ao-
CTaTO4HO ObICTPO HAOCTUTHYTb PEMUCCUWN, YMEHBLUUTL YUCIO
OCITOXXHEHUIN U YNYYLLNTb KA4€CTBO XWU3HM NaumeHTa.

[na 6onblUMHCTBA NaUMEHTOB B HacTosiLee BpeMs yaaeTcs
nopo6patb neveHve ns AOCTUXKEHUS ONNTENbHOM pemMmuccuu.
Yuncno Takmx NaumMeHToB 0CO6EHHO YBENNYMNOCH C BHEAPEHNEM
Putykcumaba B nevebHyio npakTuky. OgHako coxpaHsieTcsl He-
MHOroO4YMCNEeHHas rpynna naumeHToB, pedpakTepHbIX K coBpe-
MEeHHbIM MeTofdaM Tepanuu. B cBfsan ¢ 3TMM npoposkaroTes
nccnefoBaHna HOBbIX, arnbTePHATMBHBLIX NpenapaToB UM KOM-
61HaumMIn nNpenaparos Ansa neveHus pedpaktepHbix doopm AUTA.
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