OBWH - nuarsos
. UCKJIIOYEeHUS.
K]II/IHI/I‘IECKI/IG

HpI/IMepr

NNaTbiwesa E.A., KM.H.
dIrbY FHLI, |/|HCTMTyT MMMyHOJ'IOFI/Il/I PMBA Poccvm




Onpenenenue
(oanaH B 1973 rofy )

v [1W[ c HapywieHneM cnHTesa n yHKUUM aHTUTEN

v HapylwieHue goopmupoBaHnUa NOCTUHPEKLUNOHHOIO
N NOoCBaKUMHaNbLHOro UMMYHHOrO OTBETa

v [loBTOpHbIE MHAEKLMU, TOPNUAHBLIE K Tepanumn




doopm L y B3pocnbix -
(pacnpocTpaHeHHocTs 1:25000 - 1: 500001)
v [ebtoT B ntobom Bo3pacTte

v [Nonumopdunam KNMHNYeCcKnx NposiBReHnN

v [lonumopdpunam MMMYHONMOrMYyeCcknx U3MeHeHUN:
Pasnu4yaroTtca no

0 KonudecTtsy B- J'II/IMdDOLI,I/ITOB

0 CTeneHun CHUXKeHngd I/IMMyHOI'J'IO6yJ'II/IHOB
0 U3MeHeHnaMm B T-KNneToyHoM 3BEHE 1 Ap.

Chapel H. et al Common variable immunodeficiency disorders: division into distinct clinical phenotypes. Blood
2008;112-277-286 .
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,Z[I/Iéi‘fﬁb”CTl?IquKHe KpHTepHH
OBVH (ESID/PAGID)"

Peungunsumpyrowine 6a|<TepV|aanb|e l/IHCbeKLI,VIl/I
TSXKENOro Te4eHus '
CHwxeHue ypoBHS |gG 1 eLle xoTs 6bl 0fHOIO
Kriacca UMMYHOTITI00YNMHOB HUYKE BO3PAaCTHOW
HopMbl (IgA n/vnn IgM)
Bo3pacT ctapuie 4x ner

cknoyeHne apyrov NnpuymnHbI
rmno-/arammarnodynmHemMmnm

1 Conley M et al. Diagnostic criteria for primary immunodeficiencies: repre- senting PAGID (Pan-American Group for Immu-
nodeficiency) and ESID (European Society for Immunodeficiencies). Clin Immunol. 1999;93:190-197.
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v 3roKadyecTtBeHHble 00




PenmunuBupyroiie nHPEKIINN

0 Nop- opraHbl 1 HUKHUE ,El,blxaTeJ'IbeIe nyTu
0 |/|HKaI'Ich'II/IpOBaHHbIe 6akTepuu
0 YacTble 1 3aTskHble 060CTpEHUS

0 HeobxoaumocTb AnnTenbHOro npuema:
aHTUOMOTMKOB (YacTo NapeHTeparbHOro
BBeueHMﬂ)

0 3dnusoabl TSKENbIX I/IHCbeKLI,I/Il/I (cencmc
MEHUHIUT 1 Ap.)
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ina propria
v Llennaknsa-nogobHblie 1 KPOHO-

JHTepOIIaTUS

10-15 pas B cyTKK)
noao6bHbIE NU3BMEHEHUS MO AaHHbIM

v TopnuaHOCTbL K Tepanum

lam

v CHMXeHue nnasmaTtnyeckmux KNeTok B

v MHOrokpaTHb!




| v paHyneMbl (He SBRSIIOLLMECS NPU3HAKOM ApYrnX
. 3aboneBaHun, noaTBEPXOEHHbIE DMoncunen)

v lenaTtomeranus, He MMetoLLAas KNUHUYECKOTO
0ObACHEHUSA

v CnneHomeranusa (11 n 6onee cm no gaHHbIM Y3W)
v BblpameHHaﬂ N CTONKas nMMCboap,eHonaTM;l

3/10Ka4YeCTBEHHbIE OITYXOJI!
- B nepByto o4yepenb - TIMM@POMbI




0 LintTonenunn (TpomMoboLMTONEHNN, aHEMUM,
nenkoneHun)

0 OpraHo-crneunduyeckme 3adborieBaHuUs

(caxapHbIit AnabeT, peBMaTOMAHbIN
aptnpt, CKB n gp.)




KJ‘IVIHVIKa + CHIKeHNe ypOBHFI o6mero 6en|<a
n/nnn ramma-dpakumnm

CHWmKeHne ypoBHS UMMYHOINOOYNHOB

VckntoveHune Apyrnx npuny4nH rmnorammarno6ynMHeM|/|m

o "

-~ %
OueHKa - deHoTMNMpoBaHue

NMOCTBAaKLIMHANbHOIO | B-numdounTos:

NN NOCTUHMPEKLIMOHHOTO Konunyectso B-numdoumTos
oTBeTa: *Konn4yecTBo NepektoyYeHHbIX
KIeTokK

KonnyecTBO KNEeTOoK NaMaTun

*VIcxogHbIN ypoBEHb
cneuyndunyecknx AT
HapacTaHue TuTpa nocrne
BaKLUMHAL MU




15| HOCTBaKLLI/IHaJIbHoro'
MMMYHHUTETA

0 Vcnomnb3yloTcs TeCTbl A onpeaeneHns
TUTPa aHTUTEN K MHKanNCynmpoBaHHbIM
6akTepnsAM (MHEBMOKOKK, reModunrbHas
narnoqka, AnTepusi, CTonbHsK 1 Ap.)

0 OTcyTCTBVIe a,quBaTHoro cuHTe3a AT k2 1
boree MHPEKLUMOHHBIM areHTam

0 4x KpaTHOe HapacTaHue TUTpa
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OueHKa HOCTI/IH(])EKLLI/IOHHOI‘OA '

Y TOCTBAKIIMHA/IbHOTO
MMMyHHUTeTa (2)

| CnoyHOCTU:

|0 Y psna naumeHToB MOXET COXPaHATbCA YacTUYHas
CcnocobHocTb cnHTE3a AT - LenecoobpasHo
NOBTOPUTb UccregoBaHue Yyepes 1.5-2 mec

0 JlabopaTopHbIE CNOXHOCTU |
0 HexenaHue nauneHToB BaKLMHUPOBATHLCS

0 HeobxogumocTtb AnUTErbHOro nepuoaa 6es tepanmu
(He meHee 2x mecsLEeB)




rﬂ 2

eHeTqucKasi ,ZLPI&I'HOCTI/IK&I B
HaCTos1ee BpeMs
‘MasionHpOopMaTHBHA

0 Tonbko B 10% cnyqaeB BLISIBMSIIOTCS M3BECTHLIE B HaCTOFlLLI,ee BpeMﬂ
MyTaLnu

0 Hannuune 300poBbIX HOCI/ITGJ'IGI7I MyTaunn

O[JOMWHAHTHbIN TUN HAacneagoBaHUS —
reHbl, Tokanu3oBaHHble B 4q 1 16q xpomocome
PeueccuBHbIN TN HAcnegoBaHUSA —

v

v
v
v

[eHbl B-numdountos - CD19

[eHbl T-numdouuTtos - ICOS

[Monmopdnam reHoB, 00yCITOBIMBAKOLLINX «BbIKMBaHME» B- J'IVIMCbOLI,l/ITOB
— TACI (yawe y naumentoB ¢ OBUH, yem B 300poBon nonynsaumm

n ap.
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',Z[pyrne IIPUYUHBI CHYDKEHUS
YPOBHSI IMMYHOTJIOOY/TMHOB

0 Tsaxenble OCTPble N XPOHUYECKUE UHPEKLMNOHHBIE
- npouecchl (bBpoHxoakTaTn4eckas 6onesHs,
nHeBMOHUK, abcueccol u ap.)

Opyrne nmmyHogeduunTbl (B TOM YUCHIE, BI/IH)

TpaH3uTopHada runorammarnobynmHemus y ,queM
Onyxonu nMMdonaHoOM TKaHu

JlekapcTBeHHbIe NpenaparThbl -
(NpoTnBOMAanNsApUnNHLIE, NPOTUBOCYOOPOXHLIE, |
HIBIM)

[ToTepu Genka (HeppoTNIECKNIN CUHOPOM,
aMunonaos, sKccyaaTuBHasi aHTeponaTtus n ap.)




CornacHo nociegnemy
IepecMOTpPY KpUTepHeEB
TUATrHOCTHUKU'

anarHo3 OBVH okoH4aTenbHO MOXET ObITb YCTaHOBIEH
yepes 2 roga HabrnogeHuUsa Npu UCKNKYEHNN BCEX
BO3MOXXHbIX MPUYUH,
B MEPBYI0 04epesb, MMMPOMBbI

www.ivisonline.org/iuis/index.php/primary-immunodeficiency-expert-commi
ttee.html




HeomHopogHOCTh HalleHTOB
OBUWH

0 [lo 10% cocTaBnsoT NULa co CTeprIMI/I
cdhopmMamu 1 No3aAHUM JeBOTOM
KOMOUHMPOBaHHbBIX UMMYHOOEMULUTOB

0 YacTtb nayneHToB - C
HeanarHoCTUPOBaAHHbLIMU X- CLI,eI'IJ'IeHHbIMI/I
3aboneBaHnaMU

0 Opyrue 6onesHu nog mackon OBUH




K., 33 roga, My>x4ymHa

YKano6bi:
| 0 AKvakun CTyn no 10 p‘a.3 B OEHb
0 bonb B XXMUBOTE; B3ayTNE
0 OTeKun cTon U roneHeun, nuua
0 bonwu B cyctaBax
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C petcTtBa YacTo boneet (00 2X NTHEBMOHUN B rof)

C 5 net 6ecnokonT exxeaHEBHbIN XUAKUIA CTYI, B3AYTUE XXNBOTA,
YyacTble NULLIEBLIE TOKCUKOUHMEKUNN. HeogHOKpaTHO NpOXoans
obcnenoBaHMe U nevYeHue y ractpoaHTeponora (B TOM 4ucne
buonucna kuwkn). [OuarHo3 He YyCTaHOBMEH, MpPoBOoAMMAS
Tepanusa 6e3 apdpekra.

B 28 net npu obcnegoBaHum y racTPOSHTEPONOra BbISIBIIEHO
CHWXeHne ramma-dpakumm 6enka go 1r (Hopma 7-16), IgA O,
IgM O, IgG cHnxeHo B 10 pa3

B 30 net yxyALueHne camo4yBCTBUSI CUMbHbIE 6onm B 5KMBOTE,
ctyn go 15 pas B cyTku, NOBTOPHO obGcnenosBancs vy
raCTPO3HTEPOSIOra, B CBA3M C OTCYTCTBMEM a(pdpeKTa OT Tepanuu
HanpaeneH B UIHCTUTYT MMMYHOMNOrnm

3aaepxKa nocTaHOBKU anarHo3sa — 25 net!
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renaTocnneHomeranusa, nu Md)Oa,EI,GHOI'IaTVIFI '

BHYTPUOPIOLLHBLIX 1 3aOPHOLLNHHBIX

Y3 OproLLHOM NOAOCTU —
nnMmgoy3nos
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.E[aHHbIe cﬁcn‘.f.?"'foBaHMﬂ

o7 [daHHble NnabopaTopHbIX 06cneaoBaHUn: .
' OAK: Hb 69 r/n (Hopma 130-165), runoxpomus, aHnsoumTtos, dopmyna
KpoBwu 6/0

Bruoxnmmnyeckun ananns kposn obuwmm 6enok 37 (63-85) r/n, ANT
75 (5-40) En/n, ACT 60 (5-37) Ea/n, xene30 1,98 mkmonb/n
(8,1-30,6), kanbuun 1,46 mkmone/n (2,1-2,6), donneBas kucnora 1,9
Hr/mn (4,5-32,2), ButamuH [ Hr/mn 7 (30-100)

[MLP Ha renatuTel B, C, BUY, LIMB, 96B, BIIM 1,2 - OTpI/ILI,aTeJ'IbeIe

|/|MMyHOFJ'I~O6yJ'IVIHbI IgA <6 67 mr/pn (1OO 300), IgM<4 17
(80-250),1gG 58 (900-1800)

Cy6nonynauum T-n: numdountsl 2800 (1200-3000), CD4+12%
(31-49), 336 B mkn (600-1600), UPU 0.14 (1.5-3) 1 NK-0.9 (6-20).

deHoTunmpoBaHme B-numdountos: CD19+ 2.8% (5-19) 78 B mkn
(100-500), nepekntoyeHHble B-n namsatn 4.0 (6. 5 29),
nna3maoénactbl - 0.2 (0.4- 3 Bty



JJ, arH03

OcHoBHOM anarHo3: [lepBuYHbIN
MMMYHoAeununT: obLLas BapraberbHast I/IMMyHHaFI
HeOOoCTaTO4YHOCTb.

OcnoxHeHus: lenaTocnneHomeranus.
Me3seHTepuanbHasa numdaneHonatus. CuHapom
Manbabcopbuunun. lmnonpoTenHeMmnYecKmne OTEKN.
ConyTcTBylOLWaaA NaTonorns:
>KenesogeduuntHasa aHeMuss cpegHen CTeENeHn
TSXKECTM.
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3amecTtutenbHaa ummyHotepanusa BBUI B pexunme
HacbiweHus: 30r 1 pa3 B 2 Hegenw.

BepownupoH 50 mr 11. ExXXegHeBHO

KpeoH 40000EL. 1k. 3 pa3a B cyTKW.

ByneHodanbk 1k. 2 pasa B cyTku

JTakTobnnbTpym No 2T1. 3 pasa B CYTKU

HeocmekTuH 1 cawe 3 pasa B CyTkM

BenkoBoe nuTaHue (3HLUYP, FMoLepHa, HYyTPU3OH).
BeHocbep

Oco6eHHocm BeAeHUN

[MepenuBanue BBUI 1 pas B 2 Heaenn B CBA3M C HU3KUM

HacblLLeHNneEM N BLICTPOU NOTEPEN

CoBMeCTHOe BefleHWe C racTpo3HTeposioramMmm, remaTosiorom,
9HOOKPMHONOroMm




- bonpHasg C, 17 net

Yarnobbi

'_0 ,D,I/I_HJ'IOHI/I'H
0 Kocornasuve
0 cnabocTb




0 B BO3pacTe 1 roga - NTHEBMOHMSA, aHEMUS
0 po 13 net bonena 4yacTo, He TAXerno
0 ¢ 13 net YacTble OPOHXUTBI, ANUTENbHbIW KaLLEerb

0 B 16 net KT OI'K B cBS131 C BpOHXUTOM -
NHMOUNBTPATUBHbIE N3MEHEHUS B NETKUX,

yBeNnuYeHne BHyTpUrpygHbix n/y
0 wcknodeH Tbs, remobnacTosbl

0 yepes 2 mecsila baktepuanbHbIi MEHUHIUT (6e3
OCIOXXHEHUW)

0 Yyepe3 6 MecsLEeB - aHrMHa, remouTn4eckass aHeMus




HaMHe3 (MPOJO/DKeHNE

Yepes 2 mecsLla ocTpo BO3HUKITO:
0 Kocornasve '

0 [1BoeHue B rmasax

0 LaTkocTb hOXOD,KM

0 He4eTKOoCTb peyn

0 I'Iape3 neBou cfopOHbl




[Tpu 06ciegoBaHmM
0 OdoTanbMOorsior — napes fieBoro
rnasogBuraTtenbHOro Hepea

0 MPT I'M - onyxonb cTBONa (rnuoma?).
KayganbHas guctonua Mo3)edka

[TauneHTKa HanpaBneHa B IHCTUTYT
PeHTreHopaguonornnm B Mockse, BBeAeHO 8mr
AeKCcaMeTa30oHa, OUuypeTukn




AnamHues (IpoJo/mKeHue)

0B CBSI3U C 6bICprIM perpeccowl
CUMMTOMOB HanpaseHa Ha NaT -
[MarHo3: onyxorb CTBOMAa C BbICOKOM
MeTabonmyeckom akTUBHOCTbIO

0 lNpoBegeH KOHCUINTUYM - Ha3Ha4vyeHa
pap,MOTepanvm




Paavonor orkasaics

IPOBOAUTH PEKOMEHIOBAHHYIO
 Tepanuio '

[launeHTtka HanpasneHa B NHCTUTYT
NMMMYHOMOrMn C AUarHo30oM:

[TceBOOTYMOPO3HbLIN SHLUEedanoMUENnT.
nng (?)




O6ciegoBaHue

0 YMepeHHoe J1eBOCTOPOHHEE CXOoAsLleecH
KOCOlT1a3ne

0 Ayckynerauus nerkmx — 6e3 ocobeHHocTen

| 0 Y3W - yBennyeHmne ceneseHku, ,EI,OCTyFIHbIX OCMOTPY
. nuMdraTMYeCKUX y3noB

0 KT OI'K - oyaroBo-nHguNsTpaTUBHLIE U3MEHEHUS
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MCCAeJOBAaHUU
1 0 OAK, OAM - 6e3 natonoruu . |
10 Brioxmmunyeckunii aHanms Kpoeu — oOLLMIA Benok 65_r/n
AnbbymuH 44,6 r/n (n. 43,7-54,8)
Alfa-1 2,0 r/n (n. 0,9-2,3)

Alfa-2 8,7 r/n(n.5,2-9,0)

Beta-1 5,9 r/n (n. 3,6-7,0)

Beta-2 2,6r/n(n.1,2-4,1),
Gammaglobulins 3,2 g/I, (n. 5,2-11,1)
OcTanbHble nokasartenu B npegenax HopMbl




HMMMyHHBIN cTaTyC:

0 IgA 48, 0 mg/dl (n. 100-350):
0 1gG 388 mg/dl (n. 900- 1800):
0 1gM 30 mg/dl (n. 80-250),

0 IgE <5 mg/dl (n. 15- 130)

0 Cybnonynaunu T-nmMmdoLnTOB —
6€e3 KNMHNYECKN-3HAYNMbIX NU3BMEHEHUI



0 CD19+15% | | |
gD-CD27+(nepekntoveHHble B-n) 0.8% (6.5-29)
gM+CD38 ++ (nepexogHble B-n) 2.2%

gM-CD38+++ (nnaamobnactbl) 0.2% (0.4-3.6)
0 CD2l1llow 9.6%
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SHUedanomuenurt. JinmdountapHas
MHOUNBTPAaLUA NETKUX.
NnmdpoapgeHonaTtus.

Ocno)xHeHns




Ha3HadyeHa Tepanus
0 BBUIT _
0 Metunnpep 12mr/cyT

[locne ne4yeHus:
7.  [1BOeHwue B rrasax nc4esrno

OcmMmoTp odpTanbmorsora — JaHHbIX 3a napes
rmasoaBuUraTenibHoro Hepsa HeT

HeBpornor - 6e3 ocobeHHoCcTEN

Yepes 6 mecsieB- nonoxutenbHaa auHammka KT
nerknx u MPT ronoBHOro mo3ra
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S3aKJ/Il0DYeHue:

1. AnarHo3s OBWH crnioxeH, TK KnuHn4eckmne
NPOSIBNEHUA MHOroobpasHbl

2. [Nyt naumeHTa c OB/H B Te4eHne mHornx net
NEeXUT Yepes3 CMEeXHbIX cneLmanmcToB —

HeobxoaAMMO NOBbILLEHME OCBEAOMITIEHHOCTN HE
TOJ1bKO cpean MMMYHOJ10IoB

3. OToenbHoe cnacmbo Bpavaw, KOTOpre nevar He
aHanu3bl, a nauneHTa (pagmotepanua morna
3aKOHYNTbLCA (paTanbHO)




Cmacr60 3a BHUMaHMe!




