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BBepeHune

B nenom nMmmyHopepuUUTH KIacCUPUIMPYIOT B 3aBUCUMO-
CTH! OT IATOJIOTMY KOHKPETHOTO 3BeHa MMMYHHOI CHCTeMBI (Ha-
npumep, T-knetok mmm B-ketok, 160 KOMOMHMPOBAHHBIX),
HapyLIeHNsA BPOXIAEHHOTO MM Hecrennpndeckoro MMMYHUTETa
(HampyuMep, KOMIITIEMEHTa U HeliTpodunos). Bospact nossnenns
IepBBIX CUMIITOMOB MMMYHOAebUIuTa — WHPOPMATUBHBIIL,
HO He a0COJIIOTHBIN IPU3HAK, KOTOPBIl [IOMOTaeT OIPeNeINTh
TUII MMMYHORE(QUINTA; HAIPUMepP, TSKeNIblil KOMOMHUPOBAH-
Hb11 ummyHomepuuut (TKU]) mpossnsgerca B mepBble 6 Mec
)u3HM. Tun MHpeEKIUN TakKe YKasblBaeT Ha BO3MOXXHYIO IIPH-
4MHY UMMYHHOTO fiedpexta. Hampumep, peunpusupyoas Me-
HVHTOKOKKOBasi MH(QEKUMs — OCHOBHOJ IpU3HaK jeduumra
KOMIIJIEMEHTA, B TO BpeMs KaK MepCUCTUPYIOLas pecnupaTop-
HO-CUHIIUTHA/IbHAsA BUPYCHAas MHQPEKIMs Y MaJIeHbKOTO pebeH-
Ka mosBondAeT 3amomosputh TKWM]I. [Ipyrue mpusHakmu Takxke
IOMOTAIOT IOCTAaBUTh BEepHBINl AMATHO3; HANPUMEp, aTaKCUA
(paccTpoiicTBO KOOpAMHALIMY [IBVKEHIIT) COBMECTHO C OaKTe-
PpUaTbHBIMU MHPEKIMAMY CBUETENbCTBYET 00 aTaKCUU-TeIeaH-
ruaktasun (AT) (cunpgpom Jlyn-bap).

VIMMyHOREeDULNTI HOAPA3LEA0T Ha IepBUYHbIe (0OBIYHO
FeHeTUYeCKye) ¥ BTOPUYHbIE, IPU KOTOPBIX MIMMYHHBIN fjeheKT
npuobpeTeH BCIEACTBME KAKOTO-MMO0 APYroro HEMMMYHHOTO
3abo/ieBaHNs, HAlpyMep, HapyIleH)e OTIOXKeHUs IMKOTeHa,
BbI3bIBaoIee feeKT HeNTPOPIUIOB, WM pa3BUBAIOLINEC TIPU
IpueMe JTeKapCTBEHHOTO Ipemapara (HampuMep, (peHUToMHa).
JHorma pasmiumsa HesiBHbIE: HAIIpUMep, BUPYC CUHAPOMA IIPU-
obperenHoro ummyHopeduunra (CIIN]) [Bupyc nmmyHnonedu-
nurta 4enoseka-1 (BMY-1)] mndunupyer CD4*-T-nmumdoruTs
U Makpodary, usMeHsA UX GpyHKIMOHaIbHbIE criocobHocTH. [To-
[IOOHbIE COCTOAHNSA OTHOCAT K BTOPMYHBIM UMMYHOZIepUIIMTaM,
HeCMOTpsA Ha IepBOHAYaIbHOE IOBpeXJeHne T-KleTok (maib-
Heliliee 00CYy)X/ieHIe BTOPUYHBIX MMMYHOREeDUIMTOB IIpKBe-
fieHo B raBe 2). Takxe MeXXAy MOABUAAMYU MMMYHOAePULINTOB
MOTYT HaOMIOfATbCs IIePeKpPBIBAIOLECS CUHAPOMBI (Hampu-
Mep, Hac/Ie[iCTBEHHDIIT Ae(ULIUT aleHO3VHIeaMIHA3bI IPUBOLUT
K MMMYHOJIOrM4eckoMy fedekry). Hekoropble paccTporicTBa
MMMYHHOJI CUCTEMBI PACCMOTPEHBI B I71aBe 2 (HampumMep, MyKO-
BUCIU03).
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3a mocnegHNe HECKONIBKO IeT OTMEYaIOCh 3HAYNTE/ILHOE yBe-
JM4YEHNEe BPOXIEHHBIX HapylleHuil MmMMmyHurera. Ilo maHHbBIM
Ha ¢eBpainb 2017 1., MexJyHapOIHBIIl COI03 UMMYHOTOTMYECKIX
obuecTB neHTNGUINMPOBaNT 354 TaKye MATOMIOTUN, Y C KaKIBIM
MecslleM MX KOIMYeCTBO IMpopokaeT pactu. O4eBUAHO, 4TO
HENPAaKTUYHO paccMaTpyBaTh B 3TOM CIIPABOYHMKE KaXKJ0€ OT-
Ile/IbHO B35TOe 3a00jIeBaHNe, OJHAKO 5 IPVIOKW BCe YCUINA,
4TOOBI YIIOMAHYTb KaK MOXXHO OOJIbIIe U3 HUX. 3aMHTepeCOBaH-
HOMY YMTATENI0 PEKOMEHYETCA PETYIAPHO CIEINUTD 3a TUTepa-
TypoOit. MeXIyHapORHBII COI03 MMMYHOJIOTMYECKUX OOLIecTB
pery/isipHo nyOnmKyeT cBeXyo nHpopmaiyo (cM. pasgen «Jlo-
HO/IHUTE/IbHAS JINTePaTypa», HO PEry/IsIpHO CJIEAUTE 32 OOHOBIIe-
HUAMMA).
» Bce manyentst ¢ IIV]] mo/mKHBI HAXOAUTHCA IOR Habmmone-
HMEM MMMYHOJIOTa, 3HAIOLIETO BECh AMANa30H BO3MOXKHbBIX OC-
TIO>)KHEHUIA.

HononHuTtenbHas nutepartypa

Picard C. et al. (2018). International Union of Immunological Societies
(2017). Primary Immunodeficiency Diseases Committee Report on
inborn errors of immunity. J. Clin. Immunol. 38. P. 96-128.

Bousfiha A. et al. (2018). The 2017 IUIS phenotypic classification for
primary immunodeficiencies. J. Clin. Immunol. 38. P. 129-143.

Knaccudukauus ummyHopecmumtoB

NmmyHopedmumTbl, nopaxawwme KIeToYHbIN

M rymopasnbHbli UMMYHUTET

(Tshkenble KOMOGMHUPOBaHHbIE UMMYHOAE(ULMTDI,
onpegensiemble no numdoneHun CD3-T-KneTok)

o TKIU]] T-oTpunarenbHbIl B-10n10XXNTeTbHBIIN.
o TKI]] T-oTpunarenbHbIil B-oTpuiaTenbHbIil.

NmmyHopedmumTbl, nopaxawwme KieToYHbIN

W rymopanbHbii UMMYHUTET (KOMOUHUPOBaHHbIE
MMMYyHOREe(ULUTbI, OObIYHO MeHee BblpaXKeHHble,
yeM TsKeNnble KOMOMHUPOBaHHbIE UMMYHOREULUTI)

o Husxkwuii yposen» CD4, nuskas sxcnpeccus MHC II kmacca.
o Husxkuii yposenn CDS.
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JIMMYHOITIOOY/IMHBL B HOPMe.

Huskuit ypoBeHb MIMMYHOITIOOY/IVIHOB.

VIMMyHOIIOOY/IMHBI B HOpMe, HO IUIOXVE peaKLuy crienngu-
9eCKMX aHTUTETL.

KoM6uHMpOBaHHblE UMMYHORE(ULMNTDI
C acCOLMMPOBAHHLIMM WU CUHAPOMHBLIMM
XapaKTepucTUKamm

BposkzeHHast TPOMOOLIUTOIIEHNL.

JedexTsl pemapanuy [e30KCHPUOOHYKIEVHOBOM KUCTOTHI
(JHK), e xomnencupyembie npu TKV]I.

JIMMyHOKOCTHasI AUCIIIA3MA.

JedexTsl TMMyca ¢ JOIOMTHUTETBHBIMU BPO>KJAEHHBIMI aHO-
ManusaMu (CMHPOMBI fenenuy 22q11).
I'vnep-IgE-cungpomsl.

BposxzieHHbII JUcKepaTo3.

Hedextrr MeTabonmmsma Buramuua B ) u ponara.
AHruppoTIyecKas sKTofepManbHas AVUCIVIA3UA C UMMYHOe-
¢uunrom (Brmovaet gepunnutr NEMO).

Ipyrue [BxmovatoT geduiyt nypuH-HyKi1eo3us-docdopna-
3bl (ITH®), nedexTs! Ka/mblMeBbIX KaHAIOB, cuHApoM Kaby-
k1, gepuunt STATSb, BeHOOKKITIO3MOHHYIO 60/1e3Hb IeYeH!
¢ UMMYyHozeduuTOM, cCMHAPOM Vici, cMHApOM nrMdaHTUIK-
tasun-numoenems! XenHekama, fepuunt HOIL1 n HOIP1].

MpeumyliecTBEHHO AeULUMTBI aHTUTEN
(runorammarnobynuHemusi)

B-kmetku otcyTcTByOT [X-CliemyieHHas araMMarioOyanHe-

mus (XCA)].

B-xnetok >1% [o6mmit BapuabGenbHbII MMMYHOREPUIIAT

(OBMID)].

Pefixite reHeTM4eCKIEe TUIIOTaMMAITIOO0Y/IHEMIIL.
Hedunut nmmyHornobynnna A (IgA).

MpeumyliecTBEHHO AeULUMTBI aHTUTEN
(nechmMumnTbl APYrux aHTUTen)

Ivnep-IgM-cuHIpOMBL

CenextuBHbI fepuunt IgA.

TpausuTopHast rumoraMMaraio0yIMHeMusi HOBOPO)XXKE€HHBIX.
Hedunur cybxnacco mmmyHornobymHa G (IgG).
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Hednunt crienyipyyueckux aHTUTEN IIPY HOPMaTbHOM YpOBHE
VIMMYHOITIOOY/INHOB.

MyTanum TAXKeNbIX U JIETKUX LeTIel.

CenextuBHbI fepuuuT nMMyHornooymuaa M (IgM).
Hepuunur CARDI11.

3aboneBaHusi UMMYHHOW AUCPETYNSILUM
(BOCNPUUMUMBOCTbL K remodparouTapHOMy CUHAPOMY

BUpycy 3dncrtaniHa—bapp)

CungpoMmsl runomurMenTanyy (cuHppomsr IllTaitHOpnHKa-
Xuracu, Ipucnermu lepmancku-ITynmaka).

CeMeliHbIiT reMOaroLUTapHbI CUH/IPOM.
BocnpummumBocTh K Bupycy OncTaitna-bapp (BIb).

3aboneBaHusi UMMYHHOW AUCperynsiuum
(npu ayToMmmyHuTeTE)

AytonmMyHHasa mumdonpommdepanys [ayTOMMMYHHbIA TNM-
¢donpompeparvsHbli crHApoM (AJITIC) 1 cX0XK1e CMHIPOMBI].
C nedexramu u 6e3 reeKTOB peryIATOpHBIX T-KIIeTOK [ayTo-
VIMMYHHas TIOJIM3HIOKPMHONATHA — KaHAUJ03-3KTOflep-
MajibHasg ANCIUIa3us, X-ClelUIeHHas VMMMYHHas JAVUCpPerysii-
L5 C HONMMIHAOKPUHHBIM cuagpomMoM (IPEX)].

VIMMYyHHas IUCPETYIALV IPY KOMUTE.

BpoxpaeHHble ged)eKTbl KonumyecTBa *= (DYHKLUM
charoumToB (HEUTPONEHUs)

C cungpomamu (Hanpumep, cunzapom IlIBaxmana-/laiiMonpa,
cuuzpoM bapra, cunagpom KosHa, 60/1e3Hb HaKOIUTEHMs TN -
KoreHa tumna 1b).

bes cunppomos, Hanpumep gepunur HAX1 (cungpom Kocr-
MaHa).

BpoxxpeHHble pedeKTbl harounToB
(pyHKUMOHanbHbIEe aedeKkTbl)

Heduuur agresun neitkounros (LAD) I-II1.

HopmanpHsiit Tect Ha gurupgpopopamut (neduunt GATA2 =
cuHgpoM MonoMac).

AHOMAaJIBHBIN TECT HAa JUTUAPOPOINAMUH [XpOHUYECKas Tpa-
Hy/leMaTo3Has 6onesHb, geduiur RAC2, repuunr rmoxoso-
6-dbocdarmerngporenasst ([6D)].
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ﬂecpeKTbl afanTUBHOINroO U BpPOXAEHHOro MMMyHUTETa

o BocnpummumBocTh K 6akrepranbHbIM MHQeKUAM (medu-
uut IRAK4, nedunur MyD88, nedunur IRAKI, BpoxeHHas
acIUIeHus).

o BocnpumM4nmBOCTD K MapasUTapPHBIM 1 IPUOKOBBIM MHPEKIIN-
AM (CMHJPOMBI XpPOHNYECKOTO KaH/IN/103a KOXKI 1 CIU3VUCTBIX;
tTpunanocomo3s — APOL1).

o Jlpyrue (CynmypaTuBHBII IUAPAJEHUT, OCTEONETPO3).

HedpeKkTbl apanTUBHOroO M BPOXAEHHOr0O UMMYHUTETa
(MukobakTepun u BUpYCbI)

o Jledextnl penenTopos nHTepdepona-y (MOH-y).

o [ledexrrr unrepneiiknua-12 (MJI1-12).

o BeppyuudopmHuas snupepMogucIvia3us BUpyca ManyUIOMBbI
yennoBeka (BITY).

o BocnpummumBoCTP K BUPYCHBIM UHpeKuuaMm (mepuuur
STAT1, STAT2, CD16).

o IIpocroii repriec [UNC93B1, Toll-mogo6usrie penenrroper (TLR3)].

AyToBocnanutenbHble 3abonesaHus
o Cwm. rnasy 14.

HOecduumntbl KOMMNNEemMeHTa

o JlepuunTH KOMIIOHEHTOB 1 PETYIATOPOB.

o DeHOKOINY NEPBUYHBIX UMMYHOAE(UIINTOB.

e AcCCOIMMPOBAHBI C COMaTUYECKMMIU MyTalusAMM (Hampumep,
ayTOBOCIIQ/INTE/IbHBIE COCTOSHNA).

o AccoummpoBaHbl ¢ ayroaHTuTenamu (Hampumep, Kk VIOH-y,
Cl-uHrn6buropy, ayroanturenamu K gpaxkropy H).

BtopuyHble ummyHoaeUuLUTbI

e CM. rmaBy 2.

o Bupycusie nndexunn [BUY, nyuromeranosupyc (LIMB), BOB,
KpacHyxa].

o Xpounueckne nHdpekuu (Tydepkyes, TeiIIMaHI03).

* 3/10KauecTBEeHHbIe HOBOOOPA30OBAHNA.

o JIuMdOMBI MU TeVIKO3BI.

o Kpaitaue Bo3pacTsl.

o TpaHcdysuoHHas Tepanus.

 JlexapCTBeHHbIE CPEfCTBA.
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o IInasmadepes; MMMYyHOA[COPOLISL.

o BospeiicTBME MOHUSUPYIOWUX U3Ty4YEHWIL.

o Hapyuenus nuranus.

o XpoHMYecKas oveyHast HeTOCTaTOYHOCTb (BKITIOYAs JUANN3).

o TokcuHBI (BK/IIOYast aIKOTO/Ib, KYpeHuUe).

o OmnepaTuBHOEe BMeLIATEIbCTBO (HAIPUMEp, CIUIEHOKTOMUS,
TUM3KTOMMUSA).

KnuHuyeckue npusHaku MmmyHoaemLMTOB

Peuupusupylowme uHeKummn

OO6111eIPUHATOTO ONIpefie/IeHNs TOTO, YTO IOIPAa3yMeBaIOT IOf,
«peruauBMpYyoLIel NH(EKIE», He CYIECTBYET, B CBA3K C YeM
TPY[HO OILPEeAeNUTDb MOKa3aHMsA K MCCIeNOBAHMAM Ha MMMYHO-
neduiut. HiokeonncaHHble NPU3HAKU CIEAYeT MCIIONb30BATh
KaK KpUTepuyu oTOOpa MaIieHTOB AJIsI MCCTIefOBAHNUA.

e JIBa cy4as cepbe3HOl MHMEKINYU WIN OfUH CIy4ail cepbes-

HOJT ¥ OOVIH CIy4ail Hecepbe3HO nHeKknyy 3a 1 rog’.

o VIHdekuyy, BbI3BaHHBIE HETUIIMYHBIMU  OpraHM3MaMu

(Aspergillus, Pneumocystis).

o HeoOprunbie mokanusanuu nudekuuy (adcrecc meyeHu, 0CTeo-

MMEJINT).

o Xpounueckne nuHdpexuuu (CUHYCUT).
o CrpyKTypHBIe TOBpeX/eHNsI (HanpyuMep, 6pOHX0IKTA3bI).
e JIpyrue nmomospuTenbHble CUMITOMBIL.

Apyrve npusHaku, nossonsiowme 3anofos3puThb
MMMyHopeduumT

o Cpimp (aTummyHass sK3ema): CUHApPOM Buckorta-Omgpuya
(CBO), runep-IgE-cunppom, curgpom OMeHHa.

o XpoHHYECKas uapes: THKEIbIi KOMOUHUPOBAHHBI UMMYHO-
neduut (TKU), IPEX-cuaapom, neunut aHTHTEI.

o 3ajiep>KKa pasBUTHSL: TI0007 UMMYHOREPULINT Y AeTeil.

! CepbesHast nH(eKIA — TsKenas MHQEKIA, KaK IPaBIIo, TpeOyIomas TedeHns
B C/IOBJAX CTAL[MOHAPA C IIPYMEHEHMeM NTapeHTepaIbHbIX IIPEIIapaToB, 1 00 bEKTIB-
HBIMIY JIOKa3aTelbCTBaMy HanmnuusA vHbeKiyy (osbiieHne C-peakTUBHOTO 6enka,
KyNbTypa ¢ HamdneM pocta). Hecepbesnas mHdekisa — MeHee TsDKenas MHPeKIs
€ 00beKTUBHBIMI JJOKa3aTebCTBAM Ha/IN4usA NHPEKIIMOHHOTO areHTa, Ie4eHue KO-
TOpOJT IPOBOJAT IePOPAILHBIMI IIPerapaTaMi B aMOY/TaTOPHBIX YCTIOBUAX.
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Tenarocenomerams: OBUI, cuappom OMeHHa.
XpOHMYECKNMIT OCTeOMMEINT VI ITyOOKMe abCIiecchl: XpOHM-
Jeckas IpaHy/IeMaTo3Has 00JIe3Hb.

SI3BeHHBIT CTOMATUT (LMKINIECKUI): HETPOIIeHNSI.
AyTormmyHHBIe 3a60/1eBaHNST: CMHIPOM 00111ell BaprabebHOI
uMMyHHoOI HegoctatouHocTy (OBVIH), runep-IgM-cnuzipom.
CeMeliHbIIT aHAMHE3.

XapaKTepHble NpU3HaKuM onpepeneHHbIX
MMMyHOAE(ULUTOB

HeKOTOpre IIpU3HAKU CYUTAKT OINATHOCTNYECKY 3HAYVIMbIMU

A1 KOHKPETHbBIX I/IMMYHOI{eq)I/IHI/ITOB.

Arakcus: AT; gedunut [THO.

Teneanrmakrasum: AT.

CUHJIPOM «KapJ/IMKa-KOPOTKOHOXKI»: X-CIIeIlJIeHHbIIl UMMY-
HOZlepUILINT.

CkejleTHbIe aHOMAJIVM: AHOMA/IM Xpslielt pebep npu nedu-
nuTe ageHosuHme3aMuHase (AJIA).

XpsileBO-BONIOCSHAsI TUITOTIIA3V.

OKTOfiepMasbHas JUCTIIA3NS.

SupokprHONaTHM (0COOEHHO MPOTEKAIOIIe C TUIIOKATIbINe-
MUeit): XpOHUYECKITT KaHAUT03 KOXKYU U CTTU3UCTBIX.
YactuuHslil anb6uHu3M: 601e3np Yennaka—Xuracu; CHHAPOM
Ipucnennm.

TpombonuTtonenus (B 4aCTHOCTH, C MaTEHbKUMU TPOMOOI[H-
tamn): X-cuerieHHas Tpombounronenus; CBO.

Iksema: CBO; runep-IgE-cunppom; cuagpom OMeHHa.
Crnasmodust: cunppom penenyy 22q11 (cuagpom Ou Ixop-
IKI).

Tsaxenble 3aboneBanns knieannka: IPEX-cuumpom.
Anomanuu pasBuTus nuna (JleoHTHas, «pbib00OPasHBI» POT,
HI3KO HOCaeHHble ymmn): rumep-IgE cunpgpom (1eonTtnas);
cunzipoM genmenmy 22ql1 («ppi6006pasHbIi» pOT, HU3KO II0-
caxxennble yum); cungpom ICF (cm. «[Ipyrue 3aboneBanus,
CBsA3aHHbIE C HECTAOMIBHOCTBIO TEHOMA» ).

YMCTBeHHasi OTCTaIOCTD: CUMHAPOM meneruu 22q11, peduunt
[TH®; fpyrue renetndeckyie MMMyHoOmepuumThI.

! http://www.esid.org/clinical-10-warning-signs-of-pid-general-339-0

u http://www.esid. org/clinical-6-warning-signs-for-pid-in-adults-175-0.
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MMMVHOHOI‘M‘-I&CKOE chnep.oaaHMe
Cbop aHamMHe3a

Heo6xonuMo BBIACHUTD CrIeAyIolIee.

o JlaHHBIE O BCeX NTepeHeCeHHbIX MH(EKINAX: TOKAMN3AINA, TA-
XKeCTb, HeOOXOIMMOCTb aHTUOMOTUKOTEPAIINN 1 TOCIINTAIIN-
3alun.

o OrmepaTuBHBIe BMeLIaTe/NbCTBA (LIYHTMpOBaHMe GapabaHHO
[IePENIOHKM, TOOIKTOMMUM U T.JI.).

o [IpMBUBOYHDBIN aHAMHE3.

o CeMeitHBII aHAMHe3, OCOOEHHO C/Ty4ay Cepbe3HBbIX MHQEK-
1[UJI, HeOOBSICHUMOI BHE3aIHOM CMepTH, AMATHOCTMPOBAH-
HBIX UMMYHOJe(UIINTOB ¥ Ay TOMMMYHHBIX 3a00/IeBaHUIL.

o PagmuunbiMM opranusanysamy, B ToM uncie @ongom Ixed-
¢bpu Mopenna n EBponeiickuM 06111ecTBOM MMMYHOAedMIm-
TOB, OBUIM pa3paboTaHbl PYKOBOJCTBA 110 MMMYHOIOTMH /ISt
HeCHeLMaINCTOB C Ie/lblo yIydienys guarnoctuku IV

OcmoTp

I[TIpu ocMoTpe cegyet 0OpaTuTh BHUMAaHIE Ha CllefyoLIee.

e Macca Tena 1 pocTt (3aep)KKa pasBUTHUA).

o CTpyKTypHBIe IOBpPEX/eHNs KaK pe3ynbraT nHpekuuit (yxa,
[PUATOYHBIX [Ta3yX HOCA, JIETKNUX).

o IIpusHaky ayTOMMMYHHBIX 3a00/I€BAHUIL: BUTIIUTO; ajIolIe-
us; 306.

o Jlpyrue mopospuTenbHble WM AUATHOCTUYECKNE IIPU3HAKM,
OIVICAHHbIE BBIIIE.

OudpcpepeHumnanbHas guarHocTuka

CoopmynupyiiTe cimcok 3a060/IeBaHUI B IOPsAKe yOBIBaHMS
UX BEPOATHOCTH [y IIpoBefeHns audQepeHIaabHOl AuarHo-
CTHK, a 3aTeM IpoBenuTe obcnenoBanme. JJocTykeHus B obma-
CTU TeHEeTHYEeCKOro aHajM3a O3HAYal0T, YTO MHOTHUeE CIy4yan He-
OOBIYHBIX UMMYHOAE(DUINTOB Tellepb IOJJIeXKAT TeHeTUIeCKO
uileHTUPUKALUY, IPY 9TOM HAO/MTI0AaeTCsA OTPOMHBII POCT YMC/Ia
PENKMX reHeTYeCcKnX 3aboneBannit. Unraremo peKOMeHIYeTCs
THIATe/IbHO CNIEAUTD 3a IUTepaTypoil. B aToil rmaBe paccmarpu-

! http://www.esid.org/clinical-10-warning-signs-of-pid-general-339-0
u http://www.esid. org/clinical-6-warning-signs-for-pid-in-adults-175-0.
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BaIOTCA TOJIBKO T€ CMHAPOMbBI, KOTOPbIE 6bIIV M3BECTHBI HA MO-
MEHT HallVICaHMA: HOBbIE CMHPOMBI OIIMChIBAIOTCA €KEMECAIHO.

JlabopaTtopHble UCCNEeRoBaHMS

Cnepyet ucnonb3oBaTb nabopaTopHyl 6asy rpamMoTHO

o Hasnauarp 1jeeBble MCCIENOBAHMS sl IpoBeneHns qudde-
PEHILaIbHOI JUATHOCTUKIL.

e JlI36eraTp Ha3HAYEHMA OOJIBIIOTO KOMNIECTBA UCC/IEMOBAHMIIL.

o IIpexxne 4eM IIPOBOAUTS CleluIecKue UCCIIeOBAHNS, He00-
XOZIIMO yO€eaMUThCsI, YTO OCHOBHbIE VICC/IE[JOBAHS BBIIOTTHEHBL.

o IlopgymaiiTe, OK)XXyT /I HA3HAYEHHBIE TECTHI BIUSHIE Ha Ma-
THOCTUKY U JiedeHue. Eciiu HeT — He HasHavaliTe nx!

dyHkuua B-knetok

[l1a mpoBefileHNs KOMIUIEKCHON OLIEHKVM T'yMOP@IbHOTO VM-
MyHUTeTa TpebyeTcs, YTOOBI BCe er0 KOMIIOHEHTHI IIPUCYTCTBO-
Bamm 1 pyHKIMoHMpoBam. [locnennee ciegyeT y4nThIBaTh PN
IpOBeleHNM MMMYHM3ALMUNU if Vivo, IOCKOJIbKY HU OfVH TIaIjy-
eHT C IOfj03peHMeM Ha MMMYHOAe(UIUT He NO/DKeH HOMydaTh
JKVUBBle BaKIUHBL Clefymolye MCCIeIOBAHUA AB/IAIOTCA KOM-
MOHEHTaMI KOMIUIEKCHOTO MCC/IeOBaHMA TyMOPAIbHOTO 3BEHA
UMMYHUTETA.

o OmpenienleHne CHIBOPOTOYHBIX VMMMYHOITIOOY/IMHOB  (CrIefyeT
0053aTe/IbHO JCIIO/Ib30BATh CHUCTEMY OOHApy)KeHMs HU3KOTO
ypoBH: IgA, 4TOOBI yOEIUTBCA B OTCYTCTBUM 3TOTO HAPYIIEHIIA).

o OnexkTpodopes CBIBOPOTKY M MOUM (OmpepesieHne 6emKOBBIX
bpakuuii, orieHKa moTepy He/IKa ¢ MOYoit).

o Ompepenenne cybxmaccos IgG.

o Omnpenenenne ypoBHa uMmyHorno6ynHa E (IgE).

o OmpeneneHne aHTMOAKTEPUAIBHBIX U IPOTMBOBMPYCHBIX
aHTUTEN (B CONOCTaB/IEHNN C aHAMHE30M II0 MMMYHU3AIUN
U y4eTOM IlepeHeCeHHbIX MH(EKIMOHHBIX 3a00/IeBaHNII).

o OrBeTbl Ha MMMyHu3anuo (6eIKOBble M IIONVCAXapUHbIE
AHTUTEHBI).

o lsoremarrmoryHuHsI (IgM, B 3aBUCHMOCTY OT IPYIIIBI KPOBM);
B HaCTOsAIIee BpeMs CYNTAIOTCA MeHee pe3yIbTaTYBHBIMM).

e Yncno B-mum¢ounroB (mportouHas nuToMeTpus B-kmeTok
HaMATY C HepekIoYeHHbIM nsorunom) (CD274/IgD~/IgM").
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o Orenka nponugepaTnBHON CIIOCOOHOCTI (MCIIONB3YIOT M-
TOTeH JIAKOHOCA) M aHTUTeH-CTUMYIMPOBAHHON MPOAYKIINU
aHTUTeI in Vitro (KIMHWYeCKVe TOKa3aHMsA OTPAHNYCHBI).

DyHKUMA T-KneTok

Metopsl uccnenoBanus QyHkumm T-KIeToK Ooree CIOX-
HBI I MeHee HaJle)XHbI B CPABHEHUU C METOAMM MCCIETOBAH
B-k1eToK, QYHKINIO KOTOPBIX MO>KHO YaCTUYHO OL[eHUTb, IPO-
BeJlsl OIpefie/ieHNe YPOBHs aHTUTEN. [MamasoH «HOPMBI» IS
npormudepannmu in vitro SOBOTBHO IIMPOK: CI€fyeT 3HATh pe-
(depeHcHble 3HaYEHVS, IIPUHATbIE B KOHKPETHOII 1a00paTOpUN.
IIpy mHTepmpeTanuy pes3yIbTaToOB OLEHMBalTe abCOMIOTHOE
9JICTI0 KJIETOK, @ He IPOLIEHTHOE OTHOLICHME.

o Yncno T-K/IeTOK U MOBEPXHOCTHBIN (GEHOTHUII.

o Ormpepenenne mapkepos CD2, CD3, CD4, CD8, CD7, TCR (af,
v9), CD40 1 CD40L, MHC xracca II; CD45RA n CD45RO, CD27.

o Ompepnenenne sxcrpeccun nuranga CD40 (CD40L) Ha akTu-
BUPOBaHHBIX T-K/IeTKax.

o Ouenka npomdepauyn T-KJI€TOK B OTBET Ha aHTUTEHbI, MU-
toreubl [OKT3, PHA, ¢opbonmupucranerar, KaibliieBbIil
MOHO(OP, IMTOKNHBI].

o IIpogykumsa T-KneTOYHBIX UMTOKMHOB in Vitro.

[TpoBeneHe KOXXHBIX TECTOB il Vivo (TUIIEPYyBCTBUTENBHOCTD
3aMeJIEeHHOrO Tula): Habop mis TectuposaHus MultitestCMI
ABJISIETCA YIOOHBIM IHCTPYMEHTOM, HO IIOJTyYeHHbIE Pe3y/IbTaThl
OyZyT 3aBUCETDb OT HA/IMYNSA IPEALIECTBYIOIEr0 KOHTAKTa C aHTH-
reHOM. JJaHHBIN TeCT He IOy YT IMPOKOTO PacIPOCTPaHeHNA.

PyHKUUA HenTpocunos

TecTsl 1151 OLieHKM PYHKIVIV HEMTPODUIOB He SABJIAIOTCSA IIPO-
KO JIOCTYIIHBIMY, II09TOMY, €C/IV IMeeTCs IIOf03peHNe Ha iedeKT
HeNTPO(UIOB, ClIeyeT BOCIOIb30BAThCA ITOMOIIBIO CIEIVA/IN-
cra. VIHTepripeTanys pesynbTaToB ABIIAETCA CIOXKHON 3ajiaderi,
U Ha TIOJTyYeHHbIe JaHHble MOTYT OKa3bIBaTh BIIMsHVE MHTEPKYP-
peHTHbIe MH(EKIINMN, a TAKXKe IIPJeM JIeKapCTBEHHBIX IIPeIapaTos.
o Mapxkepsr Helirpodmtos (CD11a, CD11b, CD11c, CD18, CD15).
o IloBbInIeHHas 9KCIIpeccrsi MapKepoB HeltTpodunos (dopbor-

mupucranerat, fMLP).

o OKMCIUTENTbHBIN MeTab0/MN3M (KO/IMYeCTBEHHAs M KaUeCTBEeH-

Has OLleHKA PeaKIy BOCCTAaHOBJICHN S HUTPOCUHETO TeTPa3o-



