MMmmyHoaebMUUTHLIE
coctoaHuna y geteun (MAOC)

NMmmyHogeoununt (M)
- 3TO CHVKeHVIe QYHKLUVIOHA/IbHOW aKTVBHOCTU
OCHOBHbIX KOMMOHeHTOB V1C, BegyLiee K
HapYLLEeHWIO 3aLlLNTbl OpraHn3Ma ot
MHPEKLMOHHbIX BO3byauTenen u
NposiBNSAOLLEeeCH B MOBbILLUEHHOV
MHPEKLOHHON 3ab60/1eBaeMOCTW.



MmmyHopoepULUUTHLIEe COCTOAHUSA
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= [lepBuyHbIe U1
(Mnn) -
BPOXOEHHbIE,
reHeTu4ecKu
OETEPMUHUPOBAHHbIE
HapyLUeHUa ogHoro
NN HECKOSbKNX
komnoHeHToB UC,
XapaktepusyrLinecs
PaHHEWN KIMNHUYECKOW
peanusauuen
MMMYHOMNATOMNOrMu

(BUA) -
npnobpeTeHHbIE
HapyweHus B NC,
KOTOpble
dopmupyroTca noa
BO3ENCTBUEM
Pa3NNYHbIX
HebnaronpuUATHbIX
doaKToOpOB Ha
OpraHu3m.

= BropuuHbie U] —P Cocroahue

NMMYHO-
KOMMpPOMET
NPOBaHHOC
™.



ConocTtaBneHne NoHATUU KUMMYHOKOMIMPOMETUPOBaHHbIN
pebeHok» un BTopmnyHoe NOC

«AMMYHOKOMIIPOMETHPOBAHHbII
pedeHoK

1. ITpeanonoKuTenbHOE CyKICHUE, B
MTOJTHOLIEHHOCTA UMMYHUTETA TAHHOTO
MaIMEeHTa MOKHO YCOMHHUTBCS, OJTHAKO,
MOJKET ObITh, HAPYIICHU UMMYHUTETA HET.

2. He TpeOyeT 1aboparopHOTo
MOJITBEPIKICHHUSI.

3. He TpeOyeT noucka nepBONPUYHHBI,
JT0CTaTouYeH (DaKT KIMHUYECKOM
CKOMIIPOMETUPOBAHHOCTH.

Bropuunoe UJIC

1. YTBepauTenbHOE CYyKIECHUE: UMMYHUTET
nanureHTa 0e3ycioBHO crpaaaet, ectb MJIC.

2. be3 maboparopHOro MOATBEPKIACHUS
OCTaeTCS COMHUTEIIbHBIM.

3. HeoOxoauM MOMCK NEPBONPUYMHBI,
BCJIEJICTBHE KOTOPOU Pa3BUIIOCh BTOPUYHOE
NJIC n onieHKa BO3MOKHOCTH yCTPaHEUS
(KOMIIEHCcaIK ) 3TOW MEPBONPHUYNHBI.




* B nocneaHue roabl cqopMmnpoBanoch
OTYETNMBOE npeacrasneHne o tom, Yto NI
— bonee YyacTtoe COCTosAHME, YEM 3TO
npegnonaranock paHee. epsbin TN N[
6bin1 onncan bpytoHom B 1952 roay. B
HacTosLee BpemMs no gaHHbIM BO3
noeHtTudpnumposaHo okono 120 sngos
[MTMIC, yncrno KoTopbiX pacTeT
napansenbHO COBEPLUEHCTBOBAHMIO
anarHoctukn. CerogHs
pacnpocTtpaHeHHocTb 1:10000.



MO — npobnema neguaTpuiveckas:

» MaHudhecTaumus yalle nponcxoauT B
OETCKOM BO3pacTe.

= [1lepBble dopmbl n3BecTHbIX AL Obinn
OMNMncaHbl B CBA3U C TSXKeNnon KIMMHNYeCcKou
kKapTuHou. OgHaKo, KaK BbISICHAETCS B

nocrnegHee Bpem4, Lenbin paa nopaxxeHuu
NC He cBA3aH C TXKenon KIMMHNYeCcKou
CUMIMTOMAaTUKOW.




AKTYaInbHOCTb TEMbI ONMPEaENnAeTcsa CreayroLLnMm
MNONOXEHUAMMU:

* B negmnartpnyeckoun npakTuke cyLlecTByeT
rmnoanardoctuka nctnHHbix WOC. Tak, onucaHbl
clly4Yau nocTtaHOBKM gmMarHosa B NOApPOCTKOBOM
BO3pacTe npu maHudgectaumm TMNM4YHOU
KINMUHUYECKON KapTuHbI Ha 1-rogy *unsHu. B Poccun
NPaKTUYECKN HE 3apPErMcTpupoBaHbl OOMbHbIE C
TshHKenbIM KOMOUHMpoBaHHbIM NC — o4yeBnaHO,
BorbHbIE YMUPAIOT C APYrMn AnarHo3amu.




[IpUYMnHbI TMNOOAUArHOCTUKMU:

MeToabl MONEKYNnApHO-reHeETUYEeCKOro aHanunsa
ana aunarHoctmkn MOAC manogocTynHbl B
noBcegHEBHOW KINMMHNYECKON NpaKTUKe.

Ha cerogHaLWwHeM 3Tane pa3BuUTuUgA
nabopaTopHoOM gMarHOCTMKN HE Bceraa
BbIABAAOTCA BblpaXXEHHbIe HapyLLIEeHNS]
MMMYHHOIO cTatyca: He BbigBnseTcs aedekT
perynauum MMMyHHOIo OTBeTa UHTpanenkmHamm
N LUTOKUHaMM B TO BPEMS Kak MHOrune
coMaTn4ecKkne n NMHMPEKLIMOHHbIE 3aborieBaHuns
paccMaTpuMBaloTCs Ha CerogHsALWHUN OeHb, Kak
NHTPanenknH3aBncnMmMble MMMyHOOEULMNTHI
YyenoBeka.




[loBCemMecTHOE, B T.4. KOMMepYeckoe Ucnonb3oBaHue
HecTaHOAPTHbLIX, HeaAeKBaTHbIX, YCTapeBLUUX
METOoAOB uccriegoBaHus. Ha cerogHALWLHUA OEHb
caMblM TOYHbIM METOAOM MUccrnegoBaHNUa UMMYHHOTO
cTaTyca sIBfsieTcs MeToa NpoTOYHOU LIUTOMETPUU C
MCMNMOJN1Ib30BaAHNEM MOHOKITOHAlIbHbIX aHTUTEI.

HesHaHue dpusunonorum MC n HopmMmansHOM ee peakuum
Ha pasnuyHble cutyauun. lNokasatenun NC onpenenstoTcs
Ce30HOM roga, Knmmaroreorpadguyecknmmn dpoaktopamum.
Tak, (Konbuos W.I1.) Ha 1B uMMyHHbIN cTaTyC
cynpeccupoBaH no T.cucreme: T-nMM@POLNTLI HA MIN
3HAYEeHUAX, CBA3b C TOPMOHaSIbHO-3HOOKPUHHOM
CUCTEMOWN N T.A. 3HaYMMbIE U3MEPEHUA NOKa3aTeneun
O0MKHbI ObITb 30% OT HOPMbL.




MNepBuuHbie WOC. (MAOC)

OTHOCUTENBLHO peakne 3aboreBaHns c
npeobnagatoim ayToOCOMHO-
peLeCcCUBHbIM TUMOM HacreaoBaHus.

MHorue knaccuyeckne dpopmbl NMALC
cuennieHbl ¢ X-XpOMOCOMOW, MO3TOMY B
NONOBOW CTPYKTYpeE npeodbrnagatoT
MasbYUKU.




Paboyas knaccudoukauma MNALC (20006r.)

ObbeanHaet ~120 cuHgpomos MNALC.

B 3aBNCMMOCTIN OT YPOBHS HApPYLLEHMSA 1 nNoKanunsauum
oedoeKkTa pasnuyator:

1. KombuHupoBaHHbin N[-gedekT nopaxkeHus KNeTok
HeCKOSibKux Tnunos  (T-B-kneTkn).

2. TMpenmyiuectBeHHO rymopanbHbii VI (cuHapom
HeOOCTaTOYHOCTM aHTUTEN) — NPEUMYLLIECTBEHHOE
nopaxeHme B-kneTtkn.

3. [Ipyrne xopoLlo oxapakTepmn3oBaHHbIE CUHOPOMBI.
4. NedekTbl haroyntosa
5. JedunumTt KOMNOHEHTOB KOMMEMEHTA.



1. Kombunuposannuwtit H/[ — reHeTUYECKUA
OEMEKT, NPENATCTBYOLLMA HOPMalbHOW

O pepeHLUNPOBKE CTBONOBOU KIETKU UMK
npeglecTtBeHHUKOB T- NMMMOLINTOB.
OCHOBHblIE CUMNTOMbI NOABNAKTCA B NepBble
Heaenu Unn Mecsubl XXU3HW C NocneayroLmm
Pa3BUTUEM TSXKENMOro NOSINOPraHHoOro,
NOTEHLUWaNnbHO CMEPTENLHOIO
MHJEKLIMOHHOIO npotiecca, 0bycrnoBeEHHOro
HU3KOBUPYSIEHTHbLIMW, YCNOBHO-NATOreHHbLIMU
MWUKPOOPraHn3aMmamMmu. XapaktepHo Taxenoe
OTCTaBaHue B Pusnyeckom pasButun
(OCTaHOBKAa pOCTa U pa3BUTUS).



TAXEIIbIE KOMBUHWPOBAHHBIE UMMYHOLE®NLINTBI
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KNACCHOUKALNA CUHOPOMOB TKUH

Severe Combined "% _
Immunodeficiency
X

T-B-NK- T-B-NK+ T-B+NK- T-B+NK+ T+B+
ADA-SCID Rag1/Rag2 X-SCID IL-7Ra ZAP70
deficiency deficiency
Reticular Omenn’s JAKS- CD3y/e MHC Il
dysgenesis syndrome  deficiency deficiency deficiency
Navajo PNP IL-2
SCID deficiency deficiency




TAXEJIbIE KOMBAWHNPOBAHHBIE
WMMYHOLE®UNLINTBI

P
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3 KNWHUYECKUE NPOSIBNEHUA PA3BUBAIOTCH
C NEPBbLIX HEAENDL XU3HU:

» NMEPCUCUTUPYOLLUAA OUAPPEA

> WHOEKLWN PECMTUPATOPHOIO TPAKTA CMELLUAHHOMU |
STUOJIOIMKn

» ONMMNOPTYHUCTUYHECKUE UH®EKLIUU

» T’PUBKOBbIE UH®EKLWU CITU3UTBIX U KOXU

» JIOKAJIbHAA U TEHEPATTM3OBAHHAA
BLX UHPEKLIUA

» OTCTABAHUE B PA3BUTUA

Source: ALDS Mead © 2002 Cigaot! Mutstaturg. Division of SCI* C



Y <4 TANE/LIE KOMEWHWPOBAHHbIE
UMMYHOLE®HULMNTBI

NNABOPATOPHBIE
NPUSHAKW

» TIMM®ONEHUA (MEHEE 1500 B mkn)

» MEHEE 20% T-KJIETOK (CD3+ MEHEE 500 B
MKn)

» TMMIOTAMMAT TIOBYJIMHEMWA

» KOJIMMECTBO B-KJIIETOK U NK - KIIETOK
BAPUABEJIbHO (B 3ABUCUMOCTU OT

TUMNA TKUH (T-B-, T-B+/ NK+/-)




TSKENBIE KOMBEUHUPOBAHHBIE
UMMYHOLE®ULINTBI

Tepanus

» EQnHcTBeHHbIM MeToaoMm Tepanuun TKUH aBnaeTtcA
TpaHcnMnaHTauua KOCTHOro Mo3ra

» Mpu Hann4yun HLA-ngeHTU4YHOro poacTBeHHOro
aoHopa - TKM, npodunakrtuka PTIX

» [pun otcytctBun HLA-mMageHTUYHOro poacTBeHHOro
AOoHopa npoBoauTtca rannoungeHTuyHaa TKM, c
npumeHeHuem T-genneuumn.

» Mpn npukuBneHuun T-KNeToK oT maTtepu
npegnoyTuTenibHo npoBeaeHue ranno-TKM ot
MaTepu.

» MpumxusneHune T-knetok-6onee 100 gHen

» YeM MHTeHCcuBHee KOHOMUNOHUpPpOBaHUe, TeM
doJible rnpunxuersieHume T-KneTok




TAXXENBbIE KOMBAHUPOBAHHBIE
AMMYHOQE®ULMATDI Wy

TEPAINUA

NEPELQ TPAHCMJIAHTALUMEW KOCTHOIO MO3rA
SAMECTUTEJIbHAA TEPANUA BHYTPUBEHHbLIM
MMMYHOTJIOBYJIIMHOM, AHTUBUOTUKOTEPAINWUA, KO-
TPUMOKCA3O0IJ1, NMPOTUBOITPUBKOBAA TEPAIUA,

NMPOTUBOTYBEPKYJIE3HAA TEPAINWUA (B cnyyae
BakuunHauuu BLIX), MIPOTUBOBUPYCHAA TEPAIUA

NMPOPUNNTAKTUKA PEAKLUUUN TPAHCTIJTAHTAT NMPOTUB XO3AUHA

TPAHCMNAHTAUUA KOCTHOMNO MO3IrA

B MNOCTPAHCIJIATALULMOHHOM NEPUOLE
NMPOTUBOMUKPOBHAA, MNMPOTUBOBUPYCHAA,
SAMECTUTEJIBHAA © UMMYHOCYTNPECCUBHAA

TEPAINUA MO NOKA3AHUAM




AMMYHOLE®ULINTBI C
NPENMYLWECTBEHHBLIM HAPYLWEHWNEM
NnPOAYKUNU AHTUTEN

» X-CUENNEHHAA ATAMMATTNOBYJIMHEMWA
» CMTIOPAOUYECKAA ATAMMATTIOBYJIMHEMUA

» ObWAA BAPUABEJIBHAA UMMYHHAA
HEOOCTATOYHOCTD

» AYTOCOMHO-PELIECCUBHDbIE TUINEP IgM
CUHOPOMBI (HIGM2, HIGM4, HIGMS)

» CEJNIEKTUBHbIU OEDULIAT IgA

» OEOULNT CYBKIIACCOB IgG C WUJIU BE3
OEOULIATA IgA

» TPAH3UTOPHAA MITAEHYECKAA
rTMMNONMMYHOTI TOBYJIIMHEMUA




CUHLOPOM rUnerPniPoOAyKUNM igM
- KNUHUYeckue nNpPosaenNeHus

MHPEKLWNOHHbIE

BakTtepmnanbHble uHdekuun: JIOP-opraHos, nerkux, KKT, koxu,
MEHUHIUTbI, apTPUTbI, OCTEOMUENUTDI

BupycHblie nucgpekunmn — CMV, EBV, sHTepoBupyc, repnec-smpyc
FpubKoBbIe MH(EKLUUUN CITUSUCTLIX, KOXMU

Ol'lrlopTyHVICTM‘-IECKVIe I/IH(bEKUMVIZ Kpuntocnopmnamnos, NHeBMOLIUCTHAaA
NMHEBMOHUA, namonuos

HEWH®EKUUNOHHbIE

AyTOMMMYHHbIE NPOSBIIEHUA: UMMYHHbIe uutoneHmn, HAK, bonesHb
KpoHa, cknepo3upyroLwmn XonaHrut, peBMaTougHbIN apTPUT, renaTtur,

HechpuUrt
INlumdpapeHonaTusA, renatocnneHomMmeranus

3roKavyecTBeHHbIe HOBOOGpaSOBaH nA




ArAMMATTIOBYTIMHEMUA C
HAEOULINTOM B-KITIETOK
KNuHuU4YeckKkue nponeneHun

UWHPEKLUUNOHHBLIE

Peungusupyrouime 6akrepuanbHble uHdekumn: JIOP-opraHoB, fierkux,
KT, KOXU, MEHUHTUTBI, aPTPUTBLI, OCTEOMUENTUTbI

BupycHblie nigekumn — SHTEPOBUPYC (MeHnHrosHuedanur,
3HUedanomMuenur)

HEUWH®EKUUNOHHBLIE
M'Mnonnasua numdoys3noB u MUHAANMUH (He y BceX)

AyTOMMMYHHbLIE NPOABNEHUNA: CKNepeaemMa, peBMaTOUAHbIA apTPUT,
CUHAOPOMbI, KMMHNYECKN CXOoAHble C 1epMaTOMUO3UTOM U
cknepenemoun, nopaxeHus XKT




OBLUAA BAPUABETIbHAA UMMYHHASA
: HEQOCTATOYHOCTbL
‘LY KIUHUYeCcKue NposeneHus

Ha4yano KNnMHU4YeCcKUX CUMNTOMOB nocrne 2 net
MHPEKLMNOHHbIE

 bBakTtepunancHbie nHdekuumn: JIOP-opraHoB, nerkux, XXKT, koxu,
MEHUHIUTbI, apTPUTbLI, OCTEOMUENUTHI

 BwupycHble nipekuumn — CMV, EBV, aHTepoBupyc, repnec-supyc
* [pubkKkoBble NH(hEKUUUN CNU3UCTBLIX, KOXMU

«  OnnopTyHUcTUYEecKne UH(EKLUMU: NHEBMOLUCTHAA NHEBMOHMUS,
namonuos

HEUMH®PEKLUMNOHHbIE
» JlumdageHonaTus, renartocnrneHomeranus (He y Bcex)

«  AYyTOMMMYHHbIe NMPOABNEeHUs: UMMYHHbIe untoneHuun, HAK, 6onesHeb
KpoHa, peBMaTOUAHLIA apTPUT, renaTtuT, HedppuT

« Manesabcopbuus, annoneuus N
» 3roKa4vyecTBeHHbIe HOBOOOpa3zoBaHUA




CUHOPOM
ArAMMAITNIOBYJIMHEMUA

X-CUENJEHHbIV TUNEP IgM
AP-TUMEP IgM CUHOPOMBI

OBLLAA BAPUABEJIbHASA
UMMYHHAA
HEOOCTATOYHOCTDb

UMMYHOLE®NLNTLI C BBIPAXXEHHbBIMM
HAPYUWEHNAMN AHTUTENONPOLYKUWM

MMMYHOJIOIT'MYECKUE HAPYLLUEHUA
PE3KOE CHUXEHUE CbIBOPOTO4YHbIX
IgA , IgG, IgM, unpkynuowmux B-kneTok
PE3KOE CHUXEHUE CbIBOPOTO4YHbLIX
IgA U IgG koHueHTpauusa IgM HopmanbHa
WUIN NOBbILLEHA
LUMPKYITUPYROLWWUE T- U B-NTUMPOLIUTDI
B NMPEOEJIAX HOPMbI

CHUXEHUE KOHLUEHTPALUU
CbIBOPOTO4HbIX IgA, IgG, IgM,
OOHAKO BO3MOXHbl BAPUAHTDI
OUCUMMYHOTI TIOBYJIMHEMUU (AgM,
agM, Agm), PEXE - BJINSKUE K HOPME
NMOKA3ATENU

LUWPKYITUPYIOLWIUE T- U B-TIMM®OLIUTDI
B NMPEOENTAX HOPMbI UITU CHUXEHDI
HAPYLLEHA NMPOAYKUUA
CNEUNPUHECKUX AHTUTEN

HAPYLUEH NPOJIM®EPATUBHbIN OTBET
T-KJIETOK



OCHOBHBIE NPUHLMMNBI TEPANIUN
AE®EKTOB AHTUTENONPOLYKUAN

OBA3ATEJIbBHO! NOCTOAHHAA NOXU3HEHHAA PETYNIAPHAA TEPAINUA
MMMYHOIMMOBYJIMHOM ANA BHYTPUBEHHOIO BBEEHUA.

BO BPEMSA OBEOCTPEHUA BAKTEPUATbHBIX UHOEKLIUW —

NMAPEHTEPAJIbHAA AHTUBAKTEPUAJIbHAA TEPAMNWUA: 2-3 2-X HELOEJIbHbIX
KYPCA AHTUBUOTUKOB (OBbIYHO - COYETAHUE MNONYCUHTETUYHECKUX
NMEHUALUITTIMHOB UJTU LE®AJTOCNOPUHOB C AMUHOIMIIMKO3UOAMU UTTU
PTOPXUHOJIOHAMMW)

NMNOCTOAHAA NMNOXU3IHEHHAA NPOPUNTAKTUHECKAA TEPAIMNWUA KO-
TPUMOKCA3OJIOM

NPU HANTUYUU XPOHUYECKUX BAKTEPUATBHBLIX UHOEKLIUW - MOCTOSHHAS
NMPODPUITAKTUHECKAA TEPATMUA: BUCENTON+UUNPO®IIOKCALUH UITA
MAKPONUAObI

NPU HATTUYUU TPUBKOBbIX U BUPYCHbIX UH®EKLIUMU (runep IgM cungpowm,
OBWH) NPOTUBOINPUBKOBBIE MNMPEMNAPATbI (®JTYKOHA30J1, UTPAKOHA30I),
ALMUKITOBUP KYPCAMMU UITU NOCTOAHHO

SHTEPOBUPYCHbIU SHLUE®ANUT - BbICOKOOO30BASA TEPAMNUA
UMYHOIMOBYJIIMHOM ONnA BHYTPUBEHHOIO BBEAEHUA 1-2 I'/KI MACCbI TEJIA
1 PA3 B 5-7 JHEW 3-5 BBEOEHUN

CUMMTOMATUYECKASA HEUTPOMEHUA - G-CSF

AYTOUMMYHHBIE TEEMOLUUTOINEHUU (runep IgM cuHapom, OBUH) -
NPEOHU3OJIOH

NMHEBMOLUMUCTHAA NHEBMOHWA (runep IgM cuiapom, OBUH) - MAPEHTEPAJIBHO
KO-TPUMOKCA3O0J1 B COOTBETCTBYIOLUEN OO3E

TPAHCITIJTAHTALUA KOCTHOIO MO3rA NP X-CUEMJIEHHOM IT'UMNEP IgM
CUHOPOME




APYIUE XOPOWO VAEHTUOULIMPYEMBIE
UMMYHOLOLEPULIUTDI

> CUHOPOM BUCKOTTA-OJIOPUYA
> CUHOPOM HUMAMETEH

> ATAKCUA-TENEAHTUAKTA3UA

> CUHOPOM BLOOM

» CUHOPOM ICF (Immunodeficiency, Centromeric
instability, abnormal Facies)

» CUHOPOM AOUN-OXOPOXWU
» TUNEP IgE CUHOPOM ;
» XPOHUYECKUUN KOXHO-CIIN3NCTbIN KAHOWOO3




CUHAPOM BUCKOTTA-ONAPUYA
MONEKYNAPHLIN NEDEKT

MYTALUUA TEHA WAS, B PE3YJIbTATE HYEIO HE CUHTESUPYETCAH BEJOK
WASP YHACTBYOLWKXU B NOJNTMMEPU3ALUUN AKTUHA U POPMUPOBAHUN

LUTOCKEJIETA
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NABOPATOPHbBIE NPU3HAKW

» TPOMBOUUTONEHUA, TPOMBOUUTbLI MEJIKUE; YACTO 303UHOPUITUA

» CHWXEHUE UITUN OTCYTCTBUE SKCINPECCUUN WASP

» XAPAKTEPHO MNOBbIWEHUE IgA U IgE U CHUXEHUE IgM

» HAPYWEH AHTUTEJNIbHbIA OTBET HA MONMUCAXAPUOHLIE AHTUrEHbI,
YACTO OTCYTCTBYKOT U3OINEMAITIIIOTUHUHBI
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KE®PAJIOFTEMATOMA, HOCOBbIE, KUWEYHbLIE, MOYEYHbIE
KPOBOTEYEHUA, KPOBOU3ITNAHUA MNMOCIIE TPABM

9K3EMA

BAKTEPUAJIbHbBIE UH®EKLUU PASITUYHOWN NOKANTU3ALIUA
BUPYCHbIE UHPEKUUU (CMV, HHV)
OrnnoPTYHUCTUHECKUE UHPEKLIUA

AYTOMMMYHHBIE PACCTPOUCTBA (BACKYJIUT,

FTEMOJINTUMECKAA AHEMUSA, HEUTPOMEHMUA,

TPOMBOUUTONEHUA, TMOMEPYJIOHE®PUT) —

NOBbLILWEHHASA CKITOHHOCTb K PA3BUTUIO ONYXOJNEWN




CAHAPOM BUCKOTTA-ONAPUYA
TEPANWUA

NANNVATUBHARA TEPANUA
PEMYNAPHAS 3AMECTUTENbHAS TEPANUS BHY TPUBEHHBIM
WMMYHOTTIOBYIUHOM

NOCTOAHHAA NOXUIHEHHAA NPOPUITAKTUHECKAA MNMPOTUBOMUKPOBHAA
TEPAMNUA

NPU PA3BUTUUN AY TOUMMYHHbIX PACCTPOUCTB - UMMYHOCYNPECCUBHASA
TEPAINUA

B CJIYYHAE TAXEINbIX, HE KYINMUPYIOLWKUXCH KPOBOTEYEHUM - NEPENUBAHUA
TPOMBOB3BECHU ! C MNPOPUITAKTUHECKOU LENbLIO NEPEIIUBAHUE
TPOMBOB3BECU HE MPOBOOAT !

CMNNEH3KTOMUA

PAOVKANBHARA TEPANUA
TPAHCIJIAHTAUMUA KOCTHOIO MO3rA OT HLA-MAEHTUYHOIO JOHOPA
FrEHHAA TEPANWUA



CUHAPOM HUAMEIEH

MONEKYNAPHbLIA DEDEKT

AOEPEKT 'rEHA NBS1 ->AE®PULUNT HUBPUHA HAPYLUEHUE
PEMAPAUUU OHK.

Tun HacnegoBaHUA: dyTOCOM HO-peueCCMBHbIﬁ.

To
Rad50 Sister Rad50
codled \Chromatid coiled

Ctpyktypa NBS1
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CUHTE3 AHTUTEJ1 HAPYLUEH
CHUWXEHA ®YHKUUOHAJIBHAA AKTUBHOCTbL T-KJIIETOK
BO3MOXHA JIUM®OINEHUA
BO3MOXHO CHUXEHUE KOJIMMECTBA B-KJIETOK
HOBbIUJEHA JIOMKOCTb XPOMOCOM, HAPYLLUEHA PENMAPAUUA OHK
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CUHOPOM HUMMETEH

KNUHWYECKUE NPOABNEHUA
» MUKPOLIE®AIUA

» [NOPOKWU PA3BUTUA (ATPE3UA AHYCA, NOJIMOAKTUIINA,
TMOPOHE®PO3)

> AHOMAJIUU NIMLIEBOIO CKENETA (ANTIMHHbIN HOC,
SMUKAHT, ANTUHHbIN OUNBLTP, TUMOMNIA3UA HUXHEN
YENKOCTU, «cMOHIONOUAHbIN» PA3PE3 IT1A3

» BAKTEPUAJIbHbIE MHOEKLIUN PA3TTUMHOW NTOKANTU3ALIUN
» BWPYCHbIE MH®EKLWUA

» AYTOUMMYHHbIE 3ABOJIEBAHUA (BACKYJIUT, APTPUT)

» MOBbILWEHHASA CKNMOHHOCTb K PA3BUTUIO OMYXONEW



ATAKCUA-TENEAHTUIKTAIUA (CUHOPOM NYU-BAP)

MONEKYNAPHbLIN AE®EKT - MYTALIUSA MEHA ATM, KOOUPYIOLLIEFO BEJNIOK ATM,
HEOBXOOUMBIA OJ1S NPOLIECCA PEMAPALUN OHK

NABOPATOPHBIE NPU3HAKW

XAPAKTEPHbI: CENIEKTUBHbIA OE®ULUNUT IgA U IgE U NOBbLILWEHUE
IgM, BOSMOXHbl BAPWUAHTbI OT HOPMAJbHbIX KOHLUEHTPALIUA
UMMYHOTJTIOBYJIMHOB OO ArAMMATTIOBYJIMHEMUU

BO3MOXHA JIMM®ONEHUA, CHUXEHUE KOJIMMECTBA T-KIETOK,

MHBEPCUA COOTHOLUEHWUA CD4/CD8, CHUXEHA ®YHKUWOHAJIbHAA
AKTUBHOCTDb T-KIIETOK

NOBbIWEHA KOHUEHTPALUA AlTbOA-OETOMNPOTEUHA

NOBbILLEHA IOMKOCTb XPOMOCOM, HAPYLLEHA PEMNAPAUUA OHK
NOCIE BO3AENCTBUA PAOUALMU N XUMUOMPEMNAPATOB




ATAKCUA-TENEAHTNIKTA3NA (CUHOPOM NYU-BAP)

KNAHWYECKWE NPOABNEHUA

» MO3XEYKOBAA ATAKCUA, ATETOUOHBIE OBUXEHUA,
FTMNEPKUHE3bI

» TENEAHTU3KTA3bIl HA BY/IbEAPHOU KOHBIOHKTUBE,
KOXE JIMLUA, YLHbIX PAKOBUH

» BAKTEPUAJIbHBIE MUH®EKL NN PA3ITUMHOU NOKANU3ALIUA
» BUPYCHbIE UH®EKUUA

» MOBBbIWEHHASA CKITOHHOCTb K PASBUTUIO OMYXONEN




TEPANUA

~PEMYNAPHAA 3AMECTUTENIbHAA TEPAMNUA BHYTPUBEHHBIM UMMYHO-
MoBYJIUHOM

»NMPOPUNAKTUYECKAA NMPOTUBOUHD®EKUNOHHAA TEPAMNUA

»MNPU PASBUTUN OHKONOIr'MYECKUX 3ABOJNIEBAHUN — XUMUOTEPAMNUA
(BOSMOXHA PEAYKUUA 0O3) USBETATE PAOUOTEPAINMUA

»CUMNTOMATUYECKASA TEPANUA HEBPOJITOTMYECKMUX PACCTPOMCTB MNPU A-T

»UMMYHOCYINPECCUBHAA TEPAMUA NMPU PASBUTUN AYTOUMMYHHbIX
OCNOXEHEHWN (n36eratb Ha3Ha4YeHUs MeTOTpeKcaTa)

» TPAHCIMNJNAHTALUUA KOCTHOIO MO3IA (TEMOMO3TUYECKUX CTBOJIOBbIX
KNETOK) — MPU NNEYEHUU OHKONOI’MYECKUX 3SABOJIEBAHUA U TMNOMJIA3UN
KPOBETBOPEHUA Y NALUMEHTOB C CUHOPOMOM HUUMEIEH U E®ULIMTOM OHK
NUrA3bI IV, U MPU CUHAPOMAX C UMMYHO®EHOTUMOM TAXEION
KOMBUHUPOBAHHON UMMYHOWU HEOQOCTATOYHOCTHU

» MPOBEOEHUE X-RAY OUWATHOCTWUKU NO XKU3HEHHBLIM NMOKA3AHUAM!



CUHOPOM DiGeorge
MOJEKYNAPHbIUN OE®EKT

XPOMOCOMHLI€ aHOMarnuu, 3aTparusarowime 22 XpoMocomy:

TpaHcnokaumm 21 n 22 XpoOMOCOMBbI, MPU KOTOPLIX XPOMOCOMHbLIU

MaTepuan naeHTuduUMpoBaH Ha ANMUHHOM nreYye 22 XpOMOCOMBI,

TpaHcnokauum 22p Ha 22q, U Haubornee 4yacto geneuum 22q11.2

Oe3 XpOMOCOMHLIX peappaHXUpPoBOK NPUBOASAT K Pa3fiIMYHbIM

KSIMHUYEeCKUM BapuaHTaM, acCoOLUUMNPOBAHHBLIM C YBeNIMYEHUEM UNN

YyMeHbLUeHUeM reHeTU4YecKoro matepumana:

» cuHapombl DiGeorge/velocardiofacial syndrome (DGS/VCFS),

» CATCH22 (cardiac defects, abnormal facies, thymic hypoplasia,
cleft palate, hypocalcemia, chromosome 22)

» CHARGE association (coloboma, heart defect, agenesis choanae,

retardation of growth or development, genital hypoplasia, and ear
anomalies or deafness)

’ CUMHOPOM «KolWa4bero rjiasa»

CxoaHble KIIMHU4YecKue NposiBfieHUA BbISiBMIeHbl Y NAaLUEHTOB C
MUKpoaynnukaumamm 22q11.2



DGS/VCFS

UMMyHonornyeckue HapylieHnsa BapmnabdenbHbl
Ona nonHon doopmbl DGS xapakTepHo:

» YMeHbLUeHue Konun4yecrtaa umpkynupyrouwmx CD3*,
CD4*, CD8* kneToK un pe3koe CHUXXeHUue Ux
nponudepaTuBHON aKTUBHOCTU

» KOHLUEeHTpauun cbiIBOPOTOYHbIX
WUMMYHOINMOOYJIMHOB BapbUPYHOT OT HOPMbI 0
ceneKkTtuBHoro gedwuuuta IgA mnu
rmnoramMmmarnooynmHemMum.



DGS/VCFS

KNMUHUYECKUE NPOSABNEHUS
MMnonnasus TMUMyca U NapalMTOBUAHbIX Xenes
Mopoku cepaua v KpYyNHbIX COCYAOB

AHOManNuM NULEBOro CKerleTa: BbICOKOe Hebo, pacluenuHbl nuua,
LLMPOKYIO NepeHocuLa, renepTeniopusm, MUpKodTarbMus,
KONMOOOMBI.

AHOMAarnum CTPOeHUs ropTaHu, rMOTKKU, Tpaxeun, BHYTPEHHETO yXa U
nuileBoaa (NapuHromansaums, TpaxeoMmansuus, ractpo-
330cparanbHbiv pedriioKe, FNyXoTa, HapyLUeHUs rMoTaHus)

AHOManuu LeHTpanbHOW HEPBHOW CUCTEMbI: MUENIOMEHUHTIOLIeNe,
LepebparnbHbie reTeponTonum

NMopoku pasBuTUA NoYek - ruapoHedpos, atpocus.

Opyrve nopoku pa3BuUTUS (aHOManuu ckeneTa - NONUAAKTUNMSA,
OCTYTCTBUE HOITEI; NOPOKU PasBUTUSA XKeNyAOYHO-KULLEYHOro TPaKTa
- aTpe3us aHyca, aHanbHble (hUCTynbl)

3anep>KKa pe4vyeBOoro u NCUXOMOTOPHOIo pa3BUTUA, HapyLieHusA
noseaeHunsA, NCuxmvieckue paCCTpOﬁCTBa

UH(EKLUNOHHBbIE U ayTOUMMYHHbIe 3a6oneBaHus (LUTONEHUM,
ayTOMMMYHHbIN TUPEOUaUT)

lMoBbIlWeH PUCK pa3sBUTUA OHKOJNTOTUYECKUX 3aboneBaHun



DGS/VCFS

TEPAINWUA

PETYNIAPHAA 3AMECTUTEJIbHAA TEPAIUA
BHYTPUBEHHbIM UMMYHOI'TIOBYJIMHOM

NMPOPUINTAKTUHECKAA MPOTUBOUHD®EKLUNOHHAA
TEPANWUA

XUPYPIM'MYECKAA KOPPEKLUA BPOXIOEHHbLIX NTOPOKOB




BPOXOEHHbBIE OEPEKTbl! ®YHKUWUU wiunu
KONMMYECTBA ®ATOLUUTOB

» X-CLUEIMNJNEHHAA N AR XPOHUYECKAA
'PAHYJIEMATO3HAA BOJIE3Hb

» BPOXXOEHHbIE HEUTPOMNMEHUA

» CUHOPOM KOCTMAHA

> LWMKITUYECKASA HEUTPOMNEHUA

> DE®EKTbI AOrTE3UN NIEUKOLIUTOB

» OE®EKTbI IFNy-IL-12 - 3BABUCUAMOI'O
UMMYHUTETA



HESABEPLUEHHbIN ®ArOLUTOS3 NPU XI'b

Chronic Granulomatous Disease

Neutrophil

Granuloma
formation

Defective

killing

Microbe
mechanism

survival




XPOHUHECKARA MPAHYNEMATO3HAR
BONE3HL

NABOPATOPHBLIE MPUSHAKW

» CHWXEHWE XEMUNTIOMUHUCLEHUUN HEATPO®UIIOB
» YPOBEHb CbIBOPOTOYHbIX UMMYHOTJTIOBYJIMHOB B
NMPEOEJIAX HOPMbI, U1 NMOBbILLEH

KNAHWYECKUE NPOABNEHUA

» BAKTEPUAJIbHbIE UHOEKUUN (THONHBIE IUMOALEHUTHI,
MAPAMPOKTUT, NTHEBMOHUWU, ABCLUECCHbI NEYEHU, ABCLUECCHI
NOOKOXHOW KNETYATKW)

» TPUBKOBbLIE UH®EKLUWUU (KAHOWNOO3, ACMNEPITUAJIJIE3)
» CAJIbMOHEJIJIE3, TYBEPKVYIJIES3 (BUX-accounnpoBaHHas

UHdeKuuns)

» FENATOCIJIEHOMETAINUA U TIMM®ALEHOTNATUA

(ocobeHHO Ha ¢hoHe nHdekunn)
~»BOCHNAJUTEJIbHbLIE TPAHYJIEMbI




TEPAINWA XI'B

» NMNOCTOAHHAA NOXU3HEHHAA AHTUBAKTEPUATIbHAA
TEPAINUA

» MNOCTOAHHAA NOXU3HEHHAA NMPOTUBOIPUBKOBAA
TEPAIUA

» NMPOPUITAKTUHECKASA NMPOTUBOTYBEPKYJIE3HAA TEPAINUA
(MO NOKA3AHUSAM)




i HIES

[vnep IgE cuHgpom
(Hyper-IgE syndrome -
HIES), HasbiBaeMblIi
TakK X& CUHOPOMOM
Noea ("Job syndrome")
BNepBble onncaH Kak
NMMYHOOEeMULINT,
o~ XapakTepusyrLummnca
e A . NOBTOPHBLIMU
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s EnTTEES RUTIITIEEN . gBoleccamu KOXMY
N NOLKOXHOW KIeTyaTKu, cTadpUmoKOKKOBOW STUONOrnU, MHEBMOHUAMMU C
dhopmmpoBaHnemM nHeBMoLene, aHoManmamMm CTPOeHNA NMULEBOTO
cKeneTa, atonu4yeckum AepmatuTom u
CyLLEeCTBEHHbIM MOBbILWEHNEM CbiBOpoTOo4HOro IgE B 1966, 1972 rr.
YacTtoTta BcTpedaemocTt 1:1 000 000




HIES

B nocnegHue S net AEHTUOULMPOBAHO HECKOMBLKO
MyTaLWK, N, COOTBETCTBEHHO AOKa3aHO CyLLeCTBOBaHUE
HECKOmMbKMX BapuaHToB HIES

»MyTtauum STAT3 (signal transducer and activator of
transcription) - ayTOCOMHO-OOMWHAHTHbLIE U criopaanyeckmne
cnyydyam — 60-70% HIES

» Mytauun Tyk2 (Tyrosine kinase) — ayTOCOMHO-
peLeccuBHbIe cryvau

» MyTtaummn DOCKS (dedicator of cytogenesis 8 protein) —
KOMOUHMPOBaHHbIN UMMYHoaedbuumT, AR HIES?



Y

Y

AD - HIES (HIES1)

KnuHnuuyeckue NpoRBNeHUR

UHekUNOoHHBbIE NPOABNEHUA.
AbcLecchl KOXU, MOAKOXHOW KneT4yaTku 1 MMMdoy3nos
Kanounnos

[THeBMOHUN ¢ dopMUpPOBaHMEM NMHEBMOLENE, abcLecchl NeYyeHn u
nocTTpaBMaTnyeckme ctadpnnoKoKKOBbIE OCTEOMUESTUTHI,
HeKpoTU3npyrLwmnn dpacymmnt

MukobakTepuanbHble nHdekunmn (Tybepkynes, BLDKUT)

|'H01>’1Hb|e McheKu,MM y nayneHToB HIES xapakTepuayrotcs
XOﬂO,D.HbIM TEYEHNEM: OTCYTCTBYET MECTHas runepemMums,

rerneptepmuns n 6o0neBon CUHOPOM.
[THEBMOHMM MOTyT NpoTekaTh
6e3 nNoBbILLEeHNs TemnepaTypsbl



AD — HIES (HIES1)

Knunnyeckue NnposaBneHUn

HenndexunoHHbie NPOABNEHNA

JK3ema CpedHEeTAXEeJ10ro-TAXesrfioro Te4eHuA, Kak ripasusiio, B paHHeEM
Bo3pacTe

PonnukynuTt, rpybasa Koxa ¢ paclwmpeHHbiMY nopamMn (ocobeHHo Ha nuue).
AHOManun pasBuUTUSA cKeneTa.

XapakTepHble crieluncunyeckmne YepTbl nuua (rMnepTenopunsm, LnMpokas
nepeHocuLa, LUMPOKUIA KYPHOCHI HOC, acCUMETPUS NULIEBOro cKkeneTa,
BbICTynatoLnii no6, rmyboko noca)keHble rnasa, NporHatus, Bbicokoe Hebo)

Ckonuos

rMﬂepMO6MJ'IbHOCTb CYCTaBOB; CKITOHHOCTb K neperiomam KocTen rnocne
HE3Ha4YUTEJIbHbIX TPaBM

HapylweHns cMmeHbl 3y60B (No3aHee npopesbiBaHMe MOJTOYHbIX 3y60oB U
3HauUMTEnNbHasA 3a4epkka NN OTCYTCTBUE CaMOCTOATENBHOW CMEHbl 3y60oB)

AyTOMMMyHHbIe 3aboneBaHuNs: cUCTEMHas KpacHasa Bon4yaHKka U CUCTEMHbIN
BaCKyInuT.



AD - HIES (HIES1)

NWMMYHONOIMMYECKUE HAPYLLEHUA
3031HOUNNA B NepudepruyeKoit KpoBU U COAEPXKMMOM abCLecCoB;
MOBbILUEHME KOHLIEHTPAUNUN CbiBOPOTOYHOrO IgE.

HapyLLUEHNUs XeMoTaKcuca HelTPodUnoB;
HapyLUeHne NpoayKunum aHTUTen;

CHUXXEHME NpoayKUUN 1 OTBETA Ha HEKOTOPbIE LINTOKUHbI (MOBbILWEHAa
IL-4 u IL-13 nHagyuuposaHHasa npoaykums IgE)

aucbanaHc cooTHoweHua Th1/Th2 UMMYHHOro oTBeTa B CTOPOHY Th2;
konnyecteo CD3*, CD4*, CD8* T-kneTok n B-kneTok - HopMmarbHo;
HapyweHusa doopmuposaHmna Th17 CD4+ kneTok

CHWXXEHbl peakuuu runepyyBCcTBUTENbHOCTY 3aMeaNeHHOro Tuna Ha
KaHAWOWH, AU TEepUiHbIA U CTONBHAYHBIA aHaTOKCUHDI;

CHWXeHa nponudepaTnBHas akTUBHOCTb T-KIETOK HA HEKOTOpPbIE
aHrureHbl (kKaHamMaa, CTONOHAYHbIN aHATOKCUH);

MOBbILLEHA NPOAYKUMNSA rpaHynoLuuTapHO-KONTIOHNECTUMYIUPYHOLLEro
chakTopa 1 NPOAYKUNSA NEepPeKUCHbIX paguKanoB HenTpodunamm, Yto
CNoCcoBCTBYET HapYLUEHNIO XeMOTaKcuca 1 NOBPEXAEHUIO TKAHEN



AD-HIES (HIES1)

3apepXKa cMeHbl MOJIOYHbIX 3y60B y nauueHToB ¢ HIES n naHopaMHbIA CHUMOK
23 neTHero nawueHTta

Grimbacher B., Holland S.M., Gallin J.l., M.D., et al. Hyper-IgE Syndrome with

Recurrent Infections — An Autosomal Dominant Multisystem Disorder.New Eng.
J. Med., 1999, v. 340, p.692-702.



HIES
NMPUHLUUIBI TEPAINMUANU

AHTM63KTepMaJ1bHaFI Tepanua AoJjikKHa Ha4YNHaTbCA pPpaHO, B TO BpPpeMA, Koraa
CUCTEMHDbIE NMPU3HaKH MHQ)EKLIMM MUHUMAJIbHbI

Mcnonb3yoTca aHTUGUOTUKM C aHTUCTAPUITOKOKKOBLIM AeNCTBUEM U
npeaoTBpallaolimMe pa3BUTUE APYIMX NUOTeHHbIX 6aKkTepui

Mpu HaNU4YUU CTPYKTYPHOro noBpexaeHus nerknx(6poHxoaKrassbl,
nHeBMoLerne) aHTubakTepuanbHasa Tepanus UHTEHCUPULUPYETCA, TaK Kak
4acTo BO3MOXHO UHUUMpoBaHue (Pseudomonas u Aspergillus)

NokaszaHo AnuTenbHoOe NpUMeHeHue ﬂpOTMBOI’pMGKOBbIX npenaparoB A1A
KOHTPOISA KOXHO-CINTU3UCTOro KaHauao3a u npodunakTukm nopaxeHus
JNerknx

Mpu noBpeXxaeHUAX KOXU — MeCTHasA aHTUCeNnTUYeCKana Tepanus (BaHHbI C
XJTOPKOM UMK YacTble KyrnaHua B 6accenHe ¢ XNTOpUpoBaHHOU BOOOM)

AHTUrMCTaMUHHbIE NpenapaTbl 1 NOKONEeHUs Npu 3K3eme

Y HeKOTOpPbIX NaUUEHTOB (0COOEHHO Yy MaLMEeHTOB C HapyLUeHUEM
BbIpaGoTKM crneumncruyeckux aHTUTEN Nocrie BakUUHaUum) K
3HA4YUTENbHOMY YIyulLUEeHUI0 NPUBOAUT 3aMecTUTenbHasa Tepanua BBUI



5. /lechekmul cucmemol Komnjiemenma.
\

LedekTt nodoro n3 9Tm KOMMNOHEHTOB [NedeKT Hrmbutopos
OTCYTCTBUE CHWXXEHWE Konun4dectea Haunbonee 4acTbin
nedekT nHrnontopa
OedunumTsl C5 — C9 — C1- _
npeapacnonoXeHHoOCTb K HacneaCcTBEHHbIN
bakTepuanbHblM NHAEKLMAM. aHMMOHEBPOTNYECKNNA
OTeK

Oedununt C3 — cambli HEONAronpPUATHbLIN
BapuaHT — NneTaribHbI UCXOA.



AccoyuupogeaHHbie ¢ UMMYyHoOeguyumom
CUHOPOMBI:

* \dpeKUNOHHbIN

= )Kenyao4yHo-KnieYHbI HeMHAEKLIMOHHOTIO
reHesa

» J[lnmdponponndepaTtnBHbIn/
OHKOJ10rn4eckmnm

* Anneprnyeckum

= AYTOMMMYHHbIN



Ocob6eHHOCTN UH(PEeKLUMOHHOro CUHApPOMa:

-cobuparernbHoOe NoHATME, BKITHOYAET B cebs
MHEKLIMOHHO-BOCManNuUTemnbHble 3aboneBaHns
pasnM4yHoun aTnosornmn (baktepuanbHOU, BUPYCHOW
rpMbKoBON, MUKOMMNA3MEHHON, NapasuTapHou u ap.)
N pasHoobpasHou nokanusauum, oTnnvaroLmecs
PSA0M OCODEHHOCTEWN:

-peunanBmupoBaHne OCTPbIX MHPEKLUN;
-3aTSXKHON, BANOTEKYLLMW XapaKkTep 3aboneBaHum;

-BblIpaXeHHas CKNMOHHOCTb K reHepanuaauuu
MHAPEKLIMOHHOIO npoLiecca

- BbICOKUI PUCK XPOHUYECKNX 3aboneBaHni ¢ YacTbiMU
nocneayroLwmumMm o060CTPEHNSMIN N HEYKITOHHO
NPOrpeccupyoLLUM XxapakTepoM TedeHus
naTosiorM4eckoro npodwecca;



- paHHee, ObICTpOE NpPUCOeaNHEHNE YCNOBHO-
naToreHHoOW MMUKPOQLIIopbI;

- BeayLlast MUKCT MHdeKumsa B hOpMMPOBaHNN
BOCMannTENbHOro NpoLecca;

- HeObObIYHbIE BO3OYANTENMN;
- TShKernoe TedeHune 3aborneBaHun;
- OMMNOPTYHUCTNYECKNE NHADEKLINN;

- PE3UCTEHTHOCTb K CTAHAAPTHOM Tepanun (CoYeTaHME
OBYX aHTUDaKTepuanbHbIX CPeacTB, NOTPEOHOCTb BO
BHYTPUBEHHOM BBEeAEHUN aHTUDUOTUKOB, UX
aonuTenbHoe NpuMeHeHue 1 Yyactasd CMeHa,
OTCYTCTBUE 3TUOSTIOMMYECKOIro BbI3JOPOBNEHUSA
nocne rnoBTOPHLIX KYPCOB NeYeHns1, paclunpeHue
NeKapCTBEHHbIX HA3HAYEHUI C NCMONb30BaAHNUEM
npenapaTtoB.-MMMYHOTPOMNHOIO. AENCTBUS. U T.A.)



JlumebonponugpepamueHbIU CUHOPOM

CKITOHHOCTb K ONyXONIEBOMY POCTY Y NaLMEHTOB C
NNAC

(NMMMAOPETUKYNAPHLIE 31TOKaY€CTBEHHbIE
onyxosun)

ArnnepaudyecKkuu CUHOpPOM
[lepeKkT mexaHnama nMMyHoperynauum
\ 4
HapylueHne yHKUUN NMMYHONOTMYeCKon 3aLnThl
Npwv BO3OQENCTBUN annepreHa
\4
Anneprnyeckne cocToaHmns



AYyTOUMYHHbIAN CUHOPOM:

ArammarnobynuHemusi, oeekTbl CUCTEMbI
KOMMJieMeHTa
\4
[TopaxeHne coeguHUTENbHON
TKaHu

[lepmaTtommnosnT Klepogepmus

AyTOUMYHHbIV renat TUpeonanT
AYTOMMMYHHbIE ianonaTtmnyeckue
reMosinTuyeckme TPOMOOLIUTONEHNN

dHEMNA



[MepBUYHbIE UMMYHOOE(DPULNTHLIE COCTOAHUSA
- 10 HacTopaxXmBaroOLWMX NPU3HAKOB:

1. HacTtble 3aboneBaHns oTUToM (He meHee 6-8
pa3 B TevyeHun 1 roga)

2. HeckonbKo noaTeepXaeHHbIX CePbEe3HbIX
CUHYUTOB (HE MEeHee 2 pa3 B TeEYEHMe roaa)
n/vnun bonee 2 nogreepXXAeHHbIX MHEBMOHUN
B rof.

4. [loBTOpHbIE ryb0oKMe abcLecchl KOXN
BHYTPEHHUX OpraHOB- PeNHJEKLNUN THOUHBIX
KOXXHbIX UHJPEKL NI,

5. [lOBTOPHOCTL B ANIUTENBLHOWU Tepanuu
aHTMOMOTMKaMM AN KynupoBaHUa MHAEKL NN
(00 2-X MecdLueB Unu OonbLue).




[MepBUYHbIE UMMYHOOE(DPULNTHLIE COCTOAHUSA
- 10 HacTopaxXmBaroOLWMX NPU3HAKOB:

6. [loTpedbHOCTb BO BHYTPUBEHHbLIX aHTUOMOTUKAX A1
KynnupoBaHus MHAEKUUN+ NMOBTOP KYpPCOB

/. Hannyne taxensixnHgpekunn. He meHee 2-x

rMyOOKMX MHAEKLUMN TAKUX KAK MEHUHIUT,
OCTEOMUENUT, CENncuc.

8. OTcTaBaHue rpygHoro pebeHka B pocTe U Bece.

9. lNepcucTmpyrowaa MonoYHuLa nnn rpndkoBoe
nopa)eHue KOXXn B Bo3pacTe ctapule 1 roaa.

10. Hanun4yue y POOCTBEHHMKOB MMMYHOAEULIMTOB,
PAHHUX CMEPTEN OT TSXKENbIX MHAEKLUN UK
OQHOro M3 BbllLlenepeyncrieHHbIX CUMMTOMOB.

11. BbigsBNeHne nHeBMOLUMCTO3A.

Ecnu y pebeHka ommeyaemcs 6osiee 00OHO20 U3
rnepeYucsieHHbIX NPU3HaKoe, mo - eeposimHOCMb
umMMyHoOeguyuma ebICOKa.



PaHHue CUMNTOMbI

» bLI)K-1T, BakuMHanbHaa MHeKUuna
» [loggHee oTnageHne NyrnoBUHbI

= 3aep>Kka pocTa U pa3BUTUSA

= [ledomunt maccel o 1 roga

= OTCcyTCTBUME N/Y3M0B, MMNOTPOPUS
MUHOanuH

» [eMMoOparnyecknm cnHapom y aeten 1-x
MecsAaUeB XU3HU

= CTONKas anapes



