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Tshkenass KOMOMHUpOBaHHAA UMMYHHas
HegocTtaTo4yHOCTb (TKUH)

— reHeTn4yeckn obycnoBrieHHbIN (MePBUYHbIN)
NMMMYHO4EMULNT, XapaKTepu3yroLLMUCA MPaKTUYECKU
NOSHbIM OTCYTCTBMEM 3pernbiX T-MMM@OoLNTOB Npu
Hannymm unmn otcytctemm B- n HK- numdoounTtos, 4to
BeAET K paHHUM, KpanHe TaxXernblM UHAPEKLUNAM
BUPYCHOW, DakTepmnasrisHOM U onnopPTYHUCTUYECKOM
npupoabl U, B OTCYTCTBME NAaTOreHeTU4eCKon Tepanuu,
CMepPTU B NepBbLle ABa roaa *XnU3Hu

UacTtoTa poxaeHusa nauneHtoB ¢ TKWH coctasnset go 1:20 000
HoBopoOXaeHHbIX (1:15 000-1:80 000), cpeamn bonbHbIX NpeobnagatoT

Jintda MY>XKCKOro roiJia



KogupoBaHue no MKb-10

KombuHupoBaHHble uMMyHoaedunumntbl (D81):

D81.0 - Tskenbin KOMOMHNUPOBAHHLIN UMMYHOAEMUUNT C PETUKYNAPHBIM
OVUCreHe30oM,

D81.1 - Tskenbin KOMOUHNUPOBAHHBIN UMMYHOAEMUUNT C HU3KUM
cogepxaHuem T- un B-kneTok;

D81.2 - Tskenbin KOMOUHNPOBAHHLIM UMMYHOAEMUUNT C HU3KUM UK
HOpMarnbHbIM cogepXXaHnem B-KneTok;

D81.3 - lehnunt ageHo3nHae3ammHasbl,

D81.5 - edununt nypmHHyKneosnadocgopunassl,

D81.8 - dpyrne KOMOUHUPOBAHHbLIE UMMYHOAEMPULNTI;

D81.9 - KombnHmpoBaHHbI UMMYHOAEPULNT HEYTOYHEHHbIN.



Tun HacnepoBaHUA U MMMYHONOrn4yeckme HapyweHusa npm oOCHOBHbIX

cdopmax TsKenom KOMOMHMPOBAaHHOM NMMYHHOMN HEAOCTAaTOYHOCTU

KomonnupoBanHbIi Tun Kaunudeckue W Jadoparop- 19G Iupkynupywomme
HMMYHOZepHIAT HaCJICA0BAHUS Hble 0COOEHHOCTH JUMQPOIHUTHI
T B NK
T-B+ TKUH
Hedurut ramma-nenu XC CD132 Takke KOMMoHeHT IL-4, ¢ ¢ ¢ ¢ N* ¢ ¢
IL-7, IL-9, IL-15, n IL-21 peuenTopa
Ouenp Huzkue CD3

Heduuut JAK3 AP Ouenp Huzkue CD3 ¢ ¢ ¢ ¢ N* ¢ ¢
Hedumut IL7R AP Ouenp Huzkue CD3 ¢ ¢ ¢ ¢ N/* N
Hedunut CD45 AP Hopmanbuble raMmma/curma T- KiIeTKu J, ‘L ‘L \ \
Hedumur CD3d AP OtcyrcBue ramma/curma T- KiieTok ¢ ¢ ¢ N N
Hedumut CD3e AP OrtcytcBue ramma/curma T- KIETOK ¢ ¢ ¢ \ \
Heduuut CD3z AP OtcyrcBue ramma/curma T- Ki1eTok ¢ ¢ ¢ \ \
Heduuut Coroninl A AP Omnpenensiercs Tumyc, EBV- ¢ ‘L ‘L N N

accOIMMPOBaHHAs

muMdonponudepanus
Hedurut LAT AP AeHomarus, CiicHOMET alIus, ¢ S NJ{J NV [\

ayTOMMMYHHBIE HapyLICHUS

NI




KomOuHupoBaHHbI Tun Kinunnyeckue, 1aboparopHbie Jo[€] Hupkynupyommue
HUMMYHOAepUUHUT HAaCJIeI0BAHUSA 0CO0EHHOCTH JUMPOIUTHI
T B NK
T-B-TKUH
Heduuut AK2 AP ['panynouuToneHuss TpOMOOIIUTONICHHUS, ¢ ¢ ¢ ¢ ¢ — ¢ ¢
(Petukynsipnas IJIyX0Ta
JTUCTCHE3HS )
Heduuut RAG1 AP Hapymenune VDJ pexomOuHamnmu ¢ ¢ ¢ ¢ ¢ N
Heduut RAG2 AP Hapymenue VDJ pexomOunanum ¢ ¢ ¢ ¢ ¢ N
Hedunutr DNA PKCs AP [ToBbllIEHHAs YyBCTBUTEIBHOCTD K paJuallH, ¢ ¢ ¢ ¢ ¢ ¢ [\
MUKpoIedanus, 3aIep>KKa pa3BUTHUSA,
ayTOMMMYHUTET, TPAHYJIEMbI
Hedumur AP [ToBblllIeHHAs! YyBCTBUTEIBHOCTh K pajualliH, ¢ N ¢ ¢ ¢ ¢ [\
DCLRE1C(Artemis) MUKpoIehaTus
Hedurut Cernunnos AP [ToBblIlIeHHAs! YyBCTBUTEIBHOCTD K paJUalllH, ¢ ¢ ¢ ¢ ¢ [\
MUKpoIeaus, 3aepKKa pPa3BUTHS
HNedunut [IHK-nmuaraszer [V | AP IToBblIlIEeHHAs YyBCTBUTEIBHOCTD K paJUalliH, ¢ ¢ ¢ ¢ ¢ [\
MUKponedanus, 3a1epKKa pa3BUTHS
Jle(l)HHHT ADA AP KocTtHbIe neeKThI, TerOYHBIH MPOTENHO3 KOTHUTHBHEIC J{ J{ J{ J{ ¢ J{ J{

Je(eKThI




IOnarHocTuka

CoeriacHoO KOHceHcycy Esporieticko2o obwecmea UMMyHOOeguUUMmos
(ESID), 0nis mnoomeep»xk0eHus oduazHo3a TKVIH Heobxoduma KombuHauus
[PU3HaKo8:

. 00HO U3 criedyrouux:

UHBa3UsHbIe bakmepuarsibHble, 8UPYCHbIEe, 2pubKosbie usiu
oriropmyHUcmuU4YyecKue UHeKUUU;

dnumersibHas ouapes ¢ omcmasaHueM 8 (hu3Uu4eCKoOM pa3sumuu;
ceMeUHbIU aHamHe3 TKVH;

. 0ebrom cumrimomos Ha 1 200y XU3HU;
. UCKriroyeHuUe BUY uHgeKkuuu,

. 08a U3 criedyruux Kpumepues:

3Ha4YumesibHo cHUXXeHHbIe\omcymemesyruwue CD3+ unu CD4+ unu CD8+
Jiumaeouumel;

CHUXXEHHbIe HaueHble CD4+ u\unu CD8+ numgouumesl;

rosbIWeHHbIe g/d T aumagouumel;

3HayumesibHO CHUXXEeHHas\omcymcmeyrouwas rposugepauus e omeem Ha
MUmozeHk! unu crmumyriguuro TCR.



KoHcepBaTnBHOe rnevyeHue
Lleflb JIeHeHUA: cma6unu3auug COCMOAHUA U npeOomepaLueHue HOBbIX

UHGOEKUUOHHBIX 330008 Ha rnepuod riodzomosku K 11 CK.

Cpasy nocne noctaHoBku agnarHo3a TK/H pekomeHayeTca HaxoXaeHne pebeHka B
FHOTODMOJSIOFNYECKMX YCIIOBUAX (CTEPUITbHBIN BOKC).

He pekomMeHOoBaHO COXpaHEHME rPyaHOro BCKapMnBaHUS B CBS3M C PUCKOM UHMULINPOBaHWS, B
nepByto ovepenb LIMB, a Takke B CBA3M C YCUNEHNEM ANAPENHOIO CUHAPOMA Mpn
MCNOSIb30BAHUM JTAaKTO30-CoAep KaLLUMX NPOAYKTOB. PEKOMEHOOBAHO MCKYCCTBEHHOE
BCKapMinBaHNE, OCHOBAaHHOE Ha rMaposin3aTHbIX CMecax, 6€3MOI0YHbIX Kaluax v Apyrnx
APOoAyKTax Mo BO3pacTy, NPOLUEALUMX TLUAaTENbHYIO TEPMUYECKYD 06PaboTKY.

B oTcyTCcTBMN MHPEKLUMOHHBIX O4aroB PEKOMEHAYETCH NOCTOSHHAs NpodunakTnyeckas
NPOTMBOMUKPOOHas Tepanns NpenapaToM LUMPOKOro CAeKTpa, NMPoTMBOrpnokoBas —
doriykoHa3oroM (Mpy NosyYeEHNN BbICEBOB — MO YyBTCTBMETIIBHOCTHI), NPOdMIaKTMKa
NHEBMOLMCTHOW MHADEKLNN KO-TPMMOKCA30J10M (MpodmnakTnyeckas gosa 5 Mr/Kr,
TepaneBTnyeckad 20 MI/KF MO KO-TPUMOKCa30osly BHYTPUBEHHO), Npodunaktnka LIMB-nHdekumnn
FAHLUWKITOBMPOM.

[1py Hannyum cumaToMoB PTTIX n\nnn nMmMyHHOro nopakeHnsi opraHoB
PEKOMEHAYETCH MMMYHOCYMNPECBHAA Tepanuns FIHOKOKOPTUKOCTEPOUAHBLIMMN, OPYrMMU
NMMYHOCYNPECCBHLIMY NpenapaTaMmyn — MHOMBUAYarbHO.

[1py HeEOBXOANMOCTN NPOBEAEHNS NEPENMBAHNU KOMIOHEHTOB KPOBM (3pMTpOLMTapHas Macca,
TPOMOOKOHLIEHTPAT) PEKOMEHAYTCS NCHOSIb30BaTh TOSIbKO 00/yYEHHbIE N OT(OUIBTPOBAHHbLIE
npenaparthkl. B criyyae nepenvBaHns HEODYYEHHLIX 3PUTPOLINTOB N TPOMBOOLINTOB Pa3BMBaETCS
nocTTpaHcdy3noHHaa PTTIX.

B cBg31 ¢ MaccuBHbIM UMMYHHBIM NOPaXXEHMEM OpPraHoB, PEKOMEHAOBaHa MMYHOCYNPECCBHAS
Tepanus B Buae ritokokopTukocteponaoB ('KC) 1-1.5 r/kr maccel Tena go momeHta I CK. [Npn
HENOMHOM 3dEKTE N/MAN Pa3BUTUIN 3HAYNMBIX MOBOYHBIX SddeKTOB OT Tepanun [[KC
PEKOMEHAOBAHA TEpanns aHTU-TUMOUMTapPHbEIM UMMYHOroyonmHomM B Ao3e 10 Mr/kr 3 OHS.

PexomeHAyeTcd npoduakTnyeckoe JIEYEHNE C NOMOLLLH BHYTPUBEHHOIO NEPEIMBAHNS
nMMyHorooynnHoB (BBUIY) ¢ MomMeHTa NocTaHOBKM AnarHo3a A0 BOCCTaHOBIEHNS MMYHHOMN
doyHkUMm nocne TICK, Tak Kkak y Bcex borbHbIx CO, HE3aBUCUMO OT YPOBHS MMMYHOI100YVHOB
CbIBOPOTKM, HABMIOAAETCS HAapYLLUEHVE NPOAYKUMM aHTUTEN.



TpaHCH.ﬂaHTaLIVIFI reMmatTonod3Tn4eCKnXx CTBOJIOBbLIX KJ1I€TOK

Llenb neyeHus: cnaceHue XU3HU rnayueHma

Bcem 60onbHbIM TKUH pekomeHdoeaHa TICK

Ecnu TKWH gnarHoctnpoBaHa B Te4eEHME NEPBOro Mecsua XU3Hu, 4o
HaCTYNNeHnss MHAQEKLUMOHHbIX OCIOXHEHUN, afekBaTHas Tepanus u NnpoBeaeHne
annoreHHon HLA naeHTU4YHOM nnn rannonaeHTUYHOW TpaHcniaHTaunm CTBOSIOBbIX
knetok (TI'CK) obecneunBaeT BbixuBaHmne b6ornee 90% naumeHToB HE3AaBUCUMO OT
doopMbl UMMYHOAeULUTA.

B cny4yae bonee no3aHen AMarHoCTUKN pas3BUBalOTCA TAXenNble MHAEKL MK, NIOX0
nogaaroLumecs Tepanun, U BblXKMBAaeMOCTb MNauMeHTOB pe3ko nagaet — Ao 40-
50%.

B ntobom cny4vae, npoeageHne TI'CK aBnseTcsa e AMHCTBHHbIM KypaTUBHbIM
MeToaoM nevenuna y 6onbHbix ¢ TKUH, 6e3 npoeegeHus TI CK cmepTHOCTb
coctaBnseT 100% B nepBble 12-18 mecC XKU3HW.

[Mpu ycnewHoun TI'CK nporHo3 kadecTtBa 1 NpogormKUTENbHOCTU XXU3HU B LIENIOM
BnaronpusaTHbIN, OH BO MHOIOM OnpeaenseTca TSXeCcTblo ChopMMPOBaBLLNXCS K
MOMEHTY TpaHCMfaHTauMn XPOHUYECKNX 04aroB NMHMEKLNN N NOPaXKEHUS OPraHoB.
CpeaHsis NnpoaomknuTenbHOCTb XK3HU 6onbHbIX TKH 6e3 nposeaeHna TITCK B
HACTOSLLMA MOMEHT COCTaBnsAeT / MecsLueB.



Cnacubo 3a BHUMaHue!
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