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DyHKIINY UMMYHUTETA BHIIIOAHAIOT
CIIEIINAAVUZUPOBAHHBIE KACTKH

ArMOITHTEI

TxaneBbIe Makpodaru
HK-kaeTkn

[TaasmaTmgecke 1 ACHAPUTHBIE KAETKHA
AerKorITH (HEUTPOPUAHI)
TyanbIe KACTKH

KynipepoBckne KAeTKI medeHn
Kaerkn Aararepranca
DHAOTEAUAABHBIE KAETKNA
DOUTEANAABHBIE KACTKA THMYCA
KeparnHomuTH KOXKHI
DIIUTEANOIINTHL



KoMnioHeHTBI OTBETAa UMMYHHOU
CHUCTEMBI

Al'-mecmermndraeckuii (BpOKACHHBIN): KACTKH-
sdpdexTopsl (MOHOITUTEL, TpaHyAorTEl, HK-KkACTKHN 1T
T.A. I TYMOPAABHBIE (DAKTOPBL: OEAKH OCTPOH (PasHI,
CHCTEMA KOMIIAEMEHTA, KATHOHHBIC ITCIITUABI,
HOPMAABHBIEC AaHTUTEAQ, TN TOKIHDI)

Al'-crtermmdrmaeckuit (mproOpeTeHHbIN): 1-
AAM@OITUTHI C KAETOYHBIMH AeTepmuHanTamu CD4 n
CD8 u rymopaabHbIe (DAKTOPHI: AHTUTEAR

Hecniertmdraeckne pakTophl, yCHAUBAIOIINE IIEPBBIE
ABa KOMITOHEHTA (aromTos, OIICOHNHEI)

MmmyHOAOTIUECKAA TAMATD



CxemMa UMMYHHOIO OTBETA

BcenomorareasHble KiaeTku (AIIK)
l
IlpeacraBiaenue anrureHa T-imM@pouuram
B KOMILJIEKCE:
- ¢ moaekyJgor HLA I kinacca niasa CDS8
- ¢ moJsexkyJaon HLA II kinacca nasa CD4

- IOPH YIACTHH MOJICKYJI aAI'€3UHN, KIICTOYHbIX
peucuTopoB 1 IMTOKUHOB

!
HuddepenuupoBka T-mumpouuroB Ha Thl- u Th2-

Cyonmonmyasauumn



Ilo ocHOBHOU (PYHKITMOHAABHOM
POAM IIUTOKUHBI IIOAPA3AEAAIOTCA HaA

s VluTepAelikuHbI

s XEMOKHUHEI

s uTepdeponsr

s CemelcTBO (PAKTOPOB HEKPO3A OIYXOAU

s Daxropwr pocta 1 ALPPEPEHITUPOBKU:

- Tparcdhopmupyrommit akTop pocTa OeTa

- IloAndyHKIIMOHAABHBIN (DAKTOP AEACHUA U
CO3PEBAHUA KAETOK

- KCOD



OHTOreHe3 UMMyHHBIX KAETOK

Kaerka Bospacr maoaa Opras cuHTE32
Maxkpodparu 2-3 HeA. (M3 CTBOAOBBIX 7KeArounsrir memoxk

KAETOK)

5 HEA. Iledyenp, Aerkue, MO3T
Hetrrpocduasr 5 HeA. [legenn

11 men. Kocrtaerit Mmosr
HK-kaetkn 5-6 Hea. [Teuenn
Ecrectsennsie T-kmanepsl | 8 HeA. [legenn
B-kAerkm 8 HEA. Ileyenn, caAbHUK
T-kaeTkn 8-9 mea. Tumyc




Kpurtnueckue nepuoAsbl
IIOCTHATAABHOI'O PA3BUTHUA

[ leproa HOBOpOXKAECHHOCTH
Bospacr 4-6 mec.

Bropoii roa xuszun

4-6 A€T KU3HU

[IyOepTaTHBIN TIEPHOA



IIpeaMeT KAMHUYECKOU
NMMYHOAOT Y

:Z:MMYHOA,I/IaFHOCTI/IKa

mmyHOTEpanusd

vmvysrOTIpOdIAAKTIKA 3200 AEBAHUN

HMMyHHofI CHUCTEMBI



HMMMyHOAOTHUECKOE 00CAEAOBAHUE
BKAIOUAET

O01Iee KOAMIECTBO ACHKOITUTOB, AUM(OITUTOB
CocrosHHE TYMOPAABHOTIO 3BEHA

Orenka T-KA€TOYHOTO 3BEHA
NaTEP(PEPOHOBHII CTATYC

Cucrema parormurosa

KoHTPpOAB 32 ypOBHEM OCHOBHBIX IIUTOKIHOB
MOAEKYAAPHO-TCHETUIECKUU AHAAU3
HLA-TtrnmmpoBanme

O1rpeAeAseTcss OCHOBHBIM 3200AE€BAHIEM U
COIIYTCTBYIOIIEN HATOAOTHUEN



HMMMyHHBIE HApYyILIEHUA

Nnvmvyaoaedpunintasie coctosansa (M1AC)
(IIepBUYHBIC U BTOPUYHBIC)

AAAeerquKHe
AYTONMMYHHBIE

I TpoAandepaTuBHBIE TPOIIECCH



Druosornueckue paxkropsl MAC

Tpas3uTOpPHBII

NudexkrmmouHbII

Henndeknnonusrin
PeryaaTopHO-METAOO A€ CKITL

Crpecc, SMOITMOHAABHAA HAIIPAKEHHOCTD
XUPYPIAIECCKUE BMEITATEABCTBA
AeurTel TUTAHTSA

Xpoumdeckne 3a00Aaearnsg KKT
I'emoTpancdy3un, reMOrAOOMHOIATHH
OxoroBag OOAE3HD

XITH

HebOaar OHpI/I}ITHbI€ IKOAOI'NYCCKHUC CpaKTOpr



OOmue KAMHUYECKNE NPU3HAKU
MNAC

[ ToAUTOITHOCTD HOPAKEHUSA, XPOHIIECKOE PEITMAUBUPYIOIIEE TEICHNE
AKTHBAIUsA YCAOBHO-IIATOT€HHOM (DAOPEI

VHopcTBO TeUeHNs, OTpaHUYIEHHBIN 3PP EKT IPOTUBOMUKPOOHON
TepAINN, HECTOUKOCTb PEMUCCHN

AAAeprus, IICEBAOAAAEPTHS, AYTOUMMYHHBIE PEAKITIH
I 'emaToAOTHYECKIIE HAPYIIIECHUA

HetiposHAOKpUHHBIE HAPYIIICHUA

Peaxrinm Ha mpopuAaKTUIECKHE IPUBUBKA
3a00AeBaHnA MHAEKITUAME, IIPOTUB KOTOPBIX IPUBUT
[ToBTOpHBIE OCTPBIE MHAEKIINHI U TAKEAOE UX TCICHUE
I'ToBeIrreHHas 9aCcTOTA OHKOAOTMYECKUX 3200 ACBAHII
AHAAOTHYHBIE 3A00AEBAHUSA § POACTBEHHUKOB
Brrcokunit mokaszareAb paHHEN ACTCKOM CMEPTHOCTH.



B 2 N =

11.

2.

NMPU3SHAKU MNMNL y neten

NMonoxurtenbHble AaHHbIEe O HacneaAcTBEHHOM aHaMHe3e no M.

Bocemb nnun 6onee rHOMHbIX OTUTOB B Te4YeHue roaa.

[OBa unu 6onee TAXenbIX CUHYCUTa B Te4eHUe roaa.

[Be unun 6onee NHeBMOHMUM B Te4eHMe roaa.

AHTNOaKTepuanbHaa Tepanus, nposoanmas bonee 2 mecsiueB, 6e3 achekTa.

OcnoXxHeHns Nnpu NpoBeAeHUN BaKUUHaLUN oCnabneHHbIMU XXUBbIMU BaKLiMHaAMM
(BLUPK, nonnomunenur)

HapyweHusa nepeBapuBaHusi B nepuon rpyaHoro Bo3pacTta, ¢ unm 6e3 XpoHU4ecknx
NOHOCOB.

PeunauBunpyowme rnybokue abcueccbl KOXU UM OPraHoB.

[OBe unun 6onee BucuepanbHbIX NH(PEKUUN (MEHUHIUT, OCTEOMUENIUT, CeNTUYECKUMN
apTpuT, aMnuema nrieBpbl, Cencuc)

NMepcuctupyrowana KaHanao3Hasa MH(EKLUUA KOXU U CIN3UCTbIX B TeyeHue 1 roaa
XXU3HMU.

XpoHu4yeckas peakumsa TpaHCNNaHTaT-NPOTUB-XO3iMHA (HanpuMep: HesICHbIe
3puTeMbl Yy AeTeun rpyaHoro Bospacta).

PeungnBupyowas cucteMHas UH(peKuns, Bbi3BaHHaA aTUNMUYHbIMMU
MUKOOakTepusimu (He TONbKO OAHOKpPaTHbIe LiepBuKanbHble NMMdageHnThI).

Anlehnung an Wahn, V., von Bernuth, H.: Diagnostisches Vorgehen beim Verdacht auf einen priméren

Immundefekt. Journal of Laboratory Medicine, 2009, 33(4): S. 179-187



IIo Aa0opaTOpHBIM HOKA3ATEAAM

s C HapymreHneM IIpeUMyIIIeCTBEHHO B OAHOM
3BEHE

s C HapyIleHneM B HECKOABKUX 3BEHbBAX U
COIIPAKEHHBIX CHCTEMAaX (KOMOMHUPOBAHHBIC)

s Co «CcTpyKTypHBIMIDY I (DYHKITHOHAABHBIMH
M3MEHEHUA B IMMYHHOU CUCTEME



Anroputm nogxona K UMMYHOJIOTMYECKOMY
obcnegoBaHUIO NaLUUEeHTOB C
peunanBUpyroWLINMMN UHPEKUNAMMN.

Peungusupytowwmne
NHGEeKLNK

Peungusmpyowmne BUpyCHble Peunansupytowme, 3aTsaxXHble Unm
NHpeKL MM Tshkenble 6akTepnanbHble
NHekLmn
[o 8 pa3 B rog Bonee 8 pa3 B rog MmmyHornornyeckoe
obcneposaHue™

HcknoyveHve
GpoHXManbHoOW acTMbl *obcnegoBaHne He NokasaHo Mpwu:

obnactn (ocTeoMnenuT, MacTonamT);

O6cneugBaHme O6cne,u,gBaHme VlgnmyHonormquKoe ~MHPEKLMSIX, ACCOLMMPOBAHHBIX C
He TpebyeTcs He TpebyeTcs obcnenoBaHue aHATOMUYECKUMI AebeKTaMM;

-peumamBmpyoLLNX MHDEKUNSX
MOYEBbIBOASALLEN CUCTEMBI;

WcknoveHune
OpoHXxmansbHom
acTMbl




AABOPATOPHDBIE METOADI
AMNMATHOCTUKUIT NUA

OBINEKAMHMNYECKOE
NCCAEAOBAHHUE

OBIIINN AHAAM3 KPOBU

CITEITU®NUYECKHME TECTDbI

OLEHKA IT'VMOPAABHOI'O 3BEHA
NMMVHUTETA (u3mepenue ypoBHEH
IMMYHOTAOOYAHHOB CBIBOPOTKI KPOBH

ompeAeacHue cyOkaaccos IgG.

OILICHKA YPOBHS aHTUTCH-CICIII(DUIHOrO
AHTHTEAOOOPA3OBAHUA

BUOXMMWYECKMIT AHAAN3
KPOBUA

OLIEHKA KAETOYHOI'O 3BEHA
NMMVHUTETA (u3mepenne aOCOAIOTHOTO YHCAQ
AumorTos. OpeAeAeHIE ITOBEPXHOCTHBIX MAPKEPOB
cyononyasmuit T-kaerox: (CD3, CD4, CD8)u
HATypaAbHBIX KHAAEPOB(CD 16).

Oxcnpeccuda B —kaerok (CD 19,20).Onenka akrupamum
Anmdormmros (CD 6

APVI'MIE TECTDBI AAJ BBIABAEHIA
COITYVTCTBVYIOIIEN ITATOAOT UM

OVHKIMOHAABHDBIE TECTDI Omnenxka

IIOIAOTHTEABHOI aKTUBHOCTH (DAroIuTOB
nepudepugeckoil Kpopu.OleHKa OAKTEPUILIMAHON 1
dyrarunuanoi dyakun GaromuTos (3aBEPIIEHHOCTD
daronmrosa). OmeHKa IIPOAYKIINH aKTUBHEIX (DOPM
KHCAOPOAa darormuramu. OIpeAeAeHIE XEMOTAKCHCA




MeTOoABI peryAaimu TMMYHHBIX
peaxkumuu

Crnermudraeckue :
Bakrmmaanmus

Beeaenne crienmmupmaecknx IMMyHOTAOOYAWTHOB 1
CBIBOPOTOK

Cneuﬂ(pﬂqecmﬂ AAATITUBHAA KACTOYHAS
MMMYHOTEPAITHSA

Hecnemmduaeckue:



IIpenaparel, BO3ACMCTBYIOIIVIE HA
HMMMYHHYIO CUCTEMY

MMYHOMOAYAATOPEL
MMYHOKOPPEKTOPEL

MMYHOCTUMYAATOPEL

\ J \ J \ J \ J
AN~
\ \ \ \

MMYHOAEHIPECCAHTEL



HPI/IHHI/IHBI I/IMMYHOTCP a1

B cocTaBe koMIIAECKCHOI Teparnn
OAHOBPEMEHHO C 3THOTPOIIHBIM ACYCHUEM

OcHaoBHOU KPUTEPUI AAA HA3HAYCHUSA —
KAMHHYIECKHAE IIPOABACHNA B COYECTAHUH C
ITOKA3aTEAAMH UMMYHHOTO CTATyCa

Bb16op IIPEITapaTa U CXEMBI ACICHUSA
WTHAUBHUAYAABHO

HeobxXxoANMOCTh TOBTOPHBIX KYPCOB

YdeT B3aUMOACUCTBUA IIPEIIAPATOB, UX
IIOOOYHOIO BO3AECHCTBHSA



IIpenmaparsl ”TMMYHOTPOIIHOTO
AEUCTBUA

s CocoOcTByrOIIHE BO3PACTHOMY CO3PEBAHIIO
HMMYHHOM CHUCTEMBI (MIMMYHOHYTPUCHTHI)

= HamnpasAaenHbIE HA TTOBBIITIICHHIE
PYHKIIMOHAABPHON AaKTUBHOCTH HUMMYHHOM
CHCTEMBI

s CpeAcTBa «HEOTAOKHOID IIOAACPKKHI
MIMMYHHOU CUCTEMBI



Kaaccudpukaimma
HMMMYHOMOAYAATOPOB

s [lo Mexanm3amy AeuicTBUA (IIPEUMYIIIECTBEHHO HA
T- man B-ammdpormter, dparormmros, AITK)

s |lo mpouncxoxaenuro:
- 9K30T€HHOTO (OaKTepHAABHBIE, PACTUTEABHEIC)

- SHAOI'€HHOTIO (€CTECTBEHHBIC U XUMUYICCKHU
CUHTE3UPOBAHHBIC)

- XUMMWMYCCKHM YU CTBIC

- IMMYHOT'AOOYAHHBI



HepanmnoHaspbHOE HCIIOAB30BAHHUE
NMMYHOMOAYAATOPOB y A€TEU

bes kanmunmgeckux mnpossacaun MTAC
C HEeAOKa3aHHOU Sq)q)CKTI/IBHOCTbH) 1 Oe30IIACHOCTBIO

[ IppumeHEHE TIMMYHOMOAYAATOPOB C OAMHAKOBBIM
MEXAHU3MOM AECUCTBUA

bes ygera Bo3pacTHEIX OrpaHnYeHNN
AexapcTBeHHBIE (DOPMEL, IIPOTUBOIIOKA3AHHBIE ACTAM
HecobAroaeHmEe AO30BOTO U KYPCOBOTO PEKIMOB

M crmoAb3soBaHue npenapaToB, HE BKAFOYECHHEBIX B
CTAHAAPTHL ACUYEHUA ACTEN



