LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

BpoxxaeHHble gedeKTbl UMMYHHOM CUCTEMbI C NPEUMYLLECTBEHHbIM
HapylleHWeM CUHTe3a aHTUTenN

KnuHuyeckune pekomeHdaumnm MmHsapasa Poccuu - B3pocnble, AeTu - pegakuma 2026 r., ctaTyc «[pumeHaeTtcs» Ha 04.11.2026 - MKB-10:
D80, D82.8, D83, D84.9, D89.8, D89.9 - Poccumnckas accoumaLms anneprosioros v KNMHUYECKUX UIMMYHOMOroB, HaumoHanbHas Accouvaums
OkecnepTos B o6nactu MNepsuyHbIX IMMyHOOEDULUTOB

BpoxaeHHble aedekTsl UMMYHHOM CUCTEMBI C MPEUMYLLECTBEHHBIM HAPYLLEHNEM CUHTE3a aHTUTEN — FeHEeTUYECKM
0BYCMNoBMeHHbIE COCTOAHUSA C HEOCTAaTOUYHbIM OBPa30BaHMEM aHTUTEN, PELUANBUPYIOLLUMW UHDEKLLUAMUN U
BO3MOXHOW MMMYHHOW AnCperynaumen. PekomeHaaums nocesLleHa pacno3HaBaHMIo M BEPUDUKALIMM STUX
COCTOSHWI, 3aMECTUTENbHOM TEpPanUn UMMYHOINOBYTMHOM, KOHTPOSIO MHDEKLLIA 1 ANCMAHCEPHOMY

Hab Mo OeHMIO.

naBHOe

- [ogo3pesaTb BOW cnegyeT npu TAXenbIX Un PELMONBUPYIOLLMX CUHYCUTaX, OTUTaX, BPOHXUTaX, MHEBMOHUSAX,
nMHbeKkumax XKT, Koxu, MEHWUHIUTaX, Cencuce, TOPNMaHbIX K CTaHAAPTHOW Tepanum, a Takxke Npu CTONKOW Anapee,
nMoonponuoepaumm, ayTOMMMYHHbIX LMTOMEHUSIX, FpaHyNneMaTo3HOM BOCManeHumn, BpoHXoaKTa3ax nim
NMMOOMOHbIX onyxonax. OCO6eHHO 3HaUMMO COUEeTaHNe HeCKOMbKnX Npu3Hakos. YYP C, YOO 4.

KntoueBble 06LLme NpU3HaKM rPynrbl: PELLUANBUPYIOLME CUHOMYNBMOHAIbHbIE MHAEKLMW, BOCTIPUUMUMBOCTD K
MHKaNCynMpoBaHHbIM 6AKTEPUSAM, CHUXEHWE MUHUMYM ABYX K1ACCOB MMMYHOMM06YIMHOB, HapyLleHWe
NOCTBAKLMHANBHOMO aHTUTENBbHOIrO OTBETA M YMEHbLLEHWE YMCNa NePEKTOYEHHbIX B-KNeTok.

BTopuuHyto runoraMmMarnobynMHEMUIO HYXHO UCKNOYaTb Y BCEX NALMEHTOB CO CHUXEHWEM MMMYHOT I06YNTMHOB,
nocKonbKy oHa BCcTpeyaeTcs B 30 pas vallle nepsnyHoro gedekrta aHtuten. YYPC, YOO 5.

OBWH, arammarnobynuHemuns 1 runep-lgM-crMHApOM C NperMyLLIeCTBEHHbIM HapYLLEHNEM CUHTE3a aHTUTeN
ABNSOTCS OCHOBHBIMW MOKa3aHUAMU K perynspHom 3aMecTUTeNbHOM Tepanun UMMYHOrNOBYTMHOM; MPW TSXebIX
NN PeLUanBUPYIOLLIMX MHPEKLMAX OHa MOXET NOTPeboBaTLCH U NPU APYrnx GopMax.

Llenb 3aMecTuTEenbHOM Tepanumn — KOHTPONMPOBAaTbL MHOEKLIMKU 1 MOAAEPXMBATL MPEeTPaHCPY3NOHHLIN IgG He Hxe
71/n; nocne OOCTUXEHWA LLeNeBOro ypoBHSs |gG KOHTPOMMPYIOT He pexe 0OAHOro pa3a B 6 MecALEB.

Mocne yCTaHOBNEHWS AMarHo3a HabnoaeH1e y annepronora-MMMyHoONora AOMKHO BbITb MOXMU3HEHHbIM;
NaumMeHTbl Ha 3aMeCTUTENbHOM Tepanumn NPOXoAAT 06CnefoBaHUe AN KOHTPOMSA OCMOXHEHWI HEe PEXe OHOro
pasaBrof.

OvnarHocTuka

1. CobpaTb aHaMHE3 UHPEKLMI, KNLLIEYHbBIX 1 @y TOUMMYHHbIX MPOABMIEHNI, NnMdonponmudepaLmnm, 6GPOHX0IKTa30B U
cemMenHbIx cnyyaes BOW. YYP C, YOO 4-5.

2.ViccnenoBaTb 06LWMIM 6ENOK 1 3NeKTpodopes 6enkoBbiX GpakLuii, 3aTem onpenenuts IgA, IgG n IgM. OTKnoHeHus
NnoATBEpPXOatoT Kak MUHUMYM B BYX UCCMEA0BaHNAX; rMnorammMarnobynmHemma y getent — IgG Huxe 2 SD
BO3PaCTHOW HOPMbI, Y B3POCTIbIX — HWUXE 4,5 /.

3. [Mpv runoramMmarnobynuHeMumn nnu araMmarnodynmHemmn onpenennts CD19+ B-kneTku, a Takxe CD3+, CD4+,
CD8+ 1 CD16+/CD56+ nMMpOLUTLI A5 Y TOYHEHUSA GOPMbI fiIedeKTa U UCKMTIoYEHNA KOMBUHMpoBaHHOro BAN.

4. Mpu nopo3perHun Ha OBVH ona NoATBEPXASHWA AnarHo3a NPOBOAAT OOHO M3 CreAyioWwmx nCcnefoBaHum:
onpepneneHne n3oreMarriioTUHUHOB, UCCNefoBaHNeE NepektoyeHHbIX B-knetok CD19+CD27+IgD- nnu, npu
NorpaHUYHbIX/HOPMasIbHbIX KOMUYECTBEHHbIX MOKa3aTensax UMMYHOIrnobynMHOB, ornpeaeneHve TUTpa aHTUTen 4o
1 nocne BakuMHaumn. KNMHUYECKn 3HaUMMO OTCYTCTBME YBENUYEHNS TUTPa B 2-4 pasa Yepes 4-6 Hefenb; npu
COMHWTENBbHOM Pe3ynbTaTe KOHTPOSb MPOBOAAT elle Yepes 4 Heaenu.

5. MNMpwv nogo3peHnn Ha oeduumnT cneumbrdecknx aHTuTen onpenenuTs IgG-aHtutena K AMGTEPUNHOMY aHaTOKCUHY,
Clostridium tetani, Neisseria meningitidis n Haemophilus influenzae no 1 nocne BakumHaumn. OLLeHKy OTBETa
nocne BakUMHaLMm NonucaxapnaHsbiM1 BakLMHaMM MPOBOAAT He paHee JOCTUXEHUSA NaLMeHTOM 2-NeTHero
BO3pacTa.

6. \CKMoUnTb BTOPUYHBIE MPUYKHBI FUNOraMMarnobynmHemMun, apyrue 3abonesaHns 1 yCrioBus, CocobHble
NPUBECTN K HEKOHTPOMMPYEMOMY MHDEKLIMOHHOMY MPOLLECCY; OAHOBPEMEHHO MPOBECTU AP dEpPEeHLManbHYIO
OVarHoCTuKy ¢ apyrumm ¢opmamm BAW. YYP C, YOO 5.
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7. MNpu araMmarnobynMHeMun y My>XuunHbl C B-kreTkamun MeHee 2% nccnenosatb MyTaumm Btk. MNpu HeBbIBNEHHOM
MyTaLm Btk y My>XUmH, a Takxe y XXEHLLUMH Npu runoraMmmariobyniMHeMnn 1 CHUXeHUM B-kneTok MeHee 2%
nccrnefoBaTb MyTaLMK B reHax, OTBETCTBEHHbIX 3a Apyrme GOopMbl araMMarnobynmHeMmu; npm HeyCcTaHOBNEHHON
MYyTaLLW BbINOMHUTbL UCCefoBaHMe C MoMOLLbIO naHen NGS nnbo nonHoe 3Kk30MHOE U reHOMHOe
CEeKBEHMpPOBaHMe.

INleueHue

« [na arammarnobynuHemun, OBVH v runep-IgM-crHOpoMa 3aMecTUTENbHYIO Tepanuio HaYMHaIOT cpasy nocne
NocTaHOBKM AnarHo3a. BBUIM HasHauatoT no 0,4-0,8 r/kr kaxable 3—-4 Hefenu; cyMmMapHas MmecsayHas fosa MNMKUr —
0,4-0,8 r/xkr.

Mpu oeduumTe crneunpudecknx aHtTuTen, gepuumnTe nogknaccos IgG n TaXenbiX PeLnanBUpyoLLIMX MHPEKUMNSX u/
U ay TOUMMYHHbIX MPOSIBNEHNSAX UCNOMb3YtoT 0,4 /K- 0OWH pa3 B 4 Hedenw. [py TpaH3UTOPHOM MnadeHYeCckon
runorammarnodynuHemmm — 0,4 r/Kr eXXeMecayHo, Kak npasuio, 2-3 Mecdua.

[o3y v nHTepBan NnoadbvpatoT MHANMBUMAYANBHO C Y4ETOM COMYTCTBYIOWEN NaTONOr MK, METABONNYECKMX
OCOBEHHOCTEN, HaNNYnaA 1M OTCYTCTBUA 060CTPEHMS MHDEKLMOHHOMO NpoLLecca v apyrmx daktopos. [o3bl 0,6-
0,8 r/kr NpUMEHSIOT NPW Ha4asne ne4vyeHns, nocne nepepbiBa 6onee 3 MECALLEB, NPW KIMHUYECKM 3HaYNMMOW
MHPEKLUMM 1 Npu noTepe 6enka.

[na 3aMecTuTenbLHOM Tepanum He CNonb3YIOT NpenapaTbl C coaepxaHnem IgG meHee 95%, 6e3 ykasaHua
cofepxanus IgA, 6e3 aTanos anMMUHaLLMK NapBoBupyca B19 nnmn 6e3 KOHTPOs ero Hanuyms B nnasme JOHOPOB U
KOHEYHOM MPOAYKTE; MpeanoyTUTENeH npenapar C pacrnpeneneHnemM noaknaccos IgG, 6nmn3kmum K
dusmonormyeckomy. YYP A, YO 2 nna conepxaHuns IgG He MeHee 95%; ocTanbHble Teanchl — YYP C, YO 5.

Mpw nerknx dopmax BAW aHTUBNOTUKM ABNAIOTCA NEPBON NIMHWUEN; 3aMECTUTENBHYIO Tepanmio pacCcMaTpuBaloT
NPV MHPEKUMAX, HE KOHTPONMPYEMbIX aHTMBaKTepuanbHbiM nedeHneM. MNpu OBUH, aramMmarnobynmHemunm n runep-
IgM aHTHbaKTepuansHas Tepanus OONOMHAET 3aMECTUTENbHYIO MPU XPOHUYECKMX O4arax MHpEeKLMN.

MNpy HeJOCTaTOYHOM KOHTPONE MHOEKLMIA AONYCTUMa NPOdUIaKkTUiecKas aHTMbakTepuanbHasa Tepanms.
MprMepbl peXnMOB: aMOKCULMAIMH/KNaBynaHoBas kncrnoTa B3pocnsiM 500-1000 Mr 1-2 pa3a B AeHb;
a3nTpoMuLIMH B3pocbiM 500 Mr 1 pa3 B Hepento nnmn 250-500 Mr yepes feHb 3 pa3a B Heaeno; TobpaMuLIMH
WHranauMoHHO OeTaM CTaplue 6 net u B3pocsbiM 300 M 2 pa3a B AeHb 28 AHen ¢ 28-AHEBHbLIM MepepbiBOM.

Mpy cUMATOMaxX OCTPON MHPEKLMM aHTUBNOTUKM LLIMPOKOrO CMEKTPa HAUNHAIOT PaHo; NPV MOAO3PEHUU Ha
TSXENYI0 MHDEKLMIO NPEeanoYTUTENBHO NapeHTepansHoe BBeAeH e, OMnmMpuyeckas cxemMa JoMmxHa enCcTBoBaTb
Ha rpamMnonoXuTenbHble 1 rpaMoTpuLlaTensHble 6aktepun. YYP C, YOO 5.

VIMMYHHYIO OMCPerynaumio neyat MMYHOCYNPECCUBHOW UN MPOTUBOBOCMANUTENBHON Tepanue, Bolbrpas no
BO3MOXHOCTY 60ee TapreTHbIe CXeMbI C y4ETOM MMMYHOKOMMPOMETUPOBAHHOCTU NaLMEHTa.

Mpw TaXENON UMMYHHOM TPOMBOLMTOMNEHUU NOCNe HEPPEKTUBHOCTH TEPANUM CUCTEMHBIMU
rMIOKOKOPTUKOCTEPOMAaMN MMMYHOIIOBYIMH BBOAAT B KYpcoBov Ao3e 1-2 r/kr 3a 1unu 2-5 aHen.

Korpa HanpaBuTb M Kak HaénopaTb

+ MNaHOBO rocNUTanM3MpPoBaTh AN NEPBUYHOIO YCTAHOBNEHWUS ANMArHO3a NPW XapakTePHbIX CUMITOMAX, KOPPEKLMM
Tepanuu B CneLmannampoBaHHOM LIEHTPE U TeYEHUSI OCNIOXHEHWI, BKITHOUAs @y TOUMMYHHbIE NPOSIBNEHWS,
ManurH13aLmio 1 SHTeponaTuio.

. SKCTpeHHaﬂ rocnmnTann3auns nokadaHa npu COCTOAHUAX, YIrPOXatoWNX XU3HN 1 Tpe6y+ou.w|x HEOTNOXHOM
noMoLn.

« Boinncka BO3MOXHa nocne CTabunmnaawmm COCTOAHUA; ANMUTENBHOCTb CTauMOHapHOro ne4vYeHnd onpegendeTca
XapaKTEePOM U TAXECTbIO MHPEKLMOHHBIX 1 HEMHPEKLMOHHBIX OCMOXHEHWUN.

YacTble Bonpochl
Kakow MMHMManbHbIN Ha6Op aHanM30B HYXXEH Mpu NoA03peHUM Ha AePeKT aHTUTen?

OnpenensioT obLwmn 6enok 1 anekTpopopes 6enkoBbiX Ppakumnn, IgA, 1gG, IgM, CD19+, CD3+, CD4+, CD8+ 1 CD16+/
CD56+ nuMdouunTbl. OTKNOHEHWA UMMYHONOMMYECKNX NOoKa3aTenen NoaATBepXaatoT MUHUMYM B IBYX MCCNEeO0BaHUSX
N UCKITIOYaIOT BTOPUYHbBIE MPUYMHDI.

Korpa anarHocTtupyoT aramMmMarnobynmHemMmuio?
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ArammarnobynuHemus onpegensaetcsa npu IgG Huxe 1,0 r/n, IgM Huxe 0,2 r/n, IgA Huxke 0,1 m/nn CD19+ B-kneTkax
MeHee 2%; pe3ynbTaTbl JOMKHbI ObITb BOCMPOU3BOANUMBIMU MUHVUMYM B IBYX NCCIEOBAHUSX.

Kak oLueHMBaloT NOCTBaKUUHANbHbIA @aHTUTENbHbIN OTBET?

TUTPbI aHTUTEN ONPeaensioT 4O U Nocne BakLHaLUK. KIIMHUYECKM 3HaUMMbIM CUMTAIOT OTCYTCTBUE YBENUUYEHUS
TUTPa B 2-4 pasa yepes 4-6 Helenb; Npy COMHUTENBHbBIX Pe3y/bTaTax NoBTOPSIOT aHaNM3 elle Yepes 4 Heaenu.

Kakyto 003y uMMyHOrno6ynvHa HazHaudaloT Ans 3aMecTuTenbHom Tepanuun?

BBUIM HasHauvatoT no 0,4-0,8 r/kr kaxable 3—-4 Heaenu, a Mecsdryto o3y NKUIM — 0,4-0,8 r/kr. [1o3y KoppekTupytoT
Ona noanepxaHus npeTpaHcPy3noHHoro IgG He Huxe 7 r/n.

Kakune BakuuHbl He pekoMmeHaytoTcs npu OBUH 1 arammarnobynnHemMnn?

Mpu OBWH, arammarnobynvHeMum 1 runep-IgM-crHapoMe He peKOMEHAYIOT CMOMb30BaTb XMBblE BaKLMHbI, BK/TIOYas

BaKLLMHbI MPOTMB BETPSHOM OCIMbl, NapoTUTa, KOPU 1 KPaCHYXW. Bcem naumeHTaM pekoMEHAYI0TCA eXerogHas
BaKUMHALMA MPOTUB rpunna 1 UMMYHU3aLMA NPOTUB MHEBMOKOKKa 1 Haemophilus influenzae Tuna b.

BbIXMMKa caenaHa no TekCTy pekoMeHAaLmMm U He 3aMeHseT ero. MonHbIN opuLIManbHbIN TEKCT, KanbKyNaTopk! 1 COKpaLLEHHas Bepcus:
https://iukonaceveHoBa.pd/cr/735-pervichnye-immunodeficity-s-preimushchestvennoj-nedostatochnostyu. OduumanbHbIn MCTOYHKK:
https://cr.minzdrav.gov.ru/preview-cr/735_2
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