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— IlepBuunsiec nMmMmyHoaeuuutsl (ITHA]]) mim
BPOXKJICHHBIC OIINOKH UMMYHHUTETA

e IIMNJI- HacaeACTBEHHOEC 3a00JIC€BaHUC

* PeOenok ¢ IIM /] MoXXeT poauThCs Y 3I0POBBIX POJUTENICH B
pe3yNbTare CIIy4alHOW MYTaIllMM B T€HE, 3HAYUMOM JJIsI paOOThI
UMYHHON CUCTEMBI

* Jacrora Bctpedaemoct oT 1:6000 go 1: 100 000 HaceneHus

* Pactipoctpanennocts I11]1 B monynsnuu HEe MmeHee 8-10 JemoBek Ha
100 000 naceneHus

* JIeOr0oT B JITOOOM BO3pacTe



QR 2o y
) conenuia boJee 430 3a001eBanu pacnpeaeseHsl mo 10
| rpymnnam

HAMHUNECKA ]

* KoMOuHHUpOBaHHBIE T- 1 B- KiIeTOUYHBIE UMMYHOIE(UIIUTHI
* 4YETKO ONpeAeIEHHBIC CUHIPOMBI C UMMYHOACDUITUTaAMU

* JedULUT aHTUTET000pa30BaAHUS

* 3a00JI€BaHUs C UMMYHHOU JUCPETYIISIIIACH

* BPOXJEHHBIC MOPOKHU (DArOIUTOR

* 7edEeKThl BpOXKIEHHOTO UMMYHHUTETA

* ayTOBOCHAJIUTEJIbHBIEC 3a00JICBAHUS

* nedeKThl KOMILUIEMEHTA

* denokonuu [IMJ]C BbI3BaHHBIE COMAaTUUYECKUMU MYyTalIUSIMHU

The 2017 IUIS Phenotypic Classification for Primary Immunodeficiencies. Journal of Clinical Immunology (2018) 38:129-143
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Peructp:

* EauHCTBEHHBIN cIOCO0 J1J1s1 COOpa M HAKOILICHUS MH(OPMAIIUH I10
PEIKUM 3200J1€BaHUSIM

* Peructp EBponetickoro oomectra IINJIC cymectByet ¢ 2004 . U
COJECPKUT JaHHBIE O 28 THIC. MAICHTOB

* B PO nop srugor HanmoHanbHOM acCOLMALIMM SKCIIEPTOB B 00JIaCTH
IEPBUYHBIX UMMYHOJC(MUIIMTOB perucTp co3aad B 2017r.

* B HacTosmiee BpemMsi BHECEHBI JaHHbIC 5 583 ThIC. HAIUEHTOB U3 58
PETMOHOB

 JlomxHO OBITH HEe MeHee 12-14 Thic.

* bOIBIIMHCTBO OCTACTCS HE ANATIHOCTHUPOBAHHBIM



AETCKASA
OBJIACTHASA
BEOJIbHULA

MHDOIMPPAO KA

Anna AnexcangposHa MYXUHA

Ko, al\mprunnr—‘nluyuulnr maskeR g pabesiiad Ha3mAg,
ay s

acuapros mrEv =HMULL eTORDiA reMaTanona:, CHRONON
i Porauesar Pocowe, Mocrea

AduHaMMKa YMCcNeHHOCTW NauyMeHToB perncTpa (4790 60NbHbIX)

B 2022 r. perucTp nononuncs 555 naunestamu, ua i — 446 nered u 108 sapochkn®
(BO3PaACT Ha TEKYLLWA MOMEHT)

HoBocTtmn Poccunckoro perucrpa
nepBUYHbIX MMMYHOAePULINTOB

PacnpocTtpaHedHocTs MUAC no permonam P® (4170 cny4aes)
Ha 100 Thic. Hacenenus
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YacTtoTra Hosonoru4deckux cpopm NMNUAC (4786 cnyyaes)
200 —]| BN 1228 (26 %) Hapyenus rymopansHoro
ssena
918 (18 %) KomBusmposankbe WL,

-t € CAHOpOMAnEHOR
fo2015 2015 2017 2018 2019 2020 2021 naronorved

649 (13 %) AyTosocnanMTenLHLe

3

519 (11 %) [epeKTsl KOMINEMEHTa

370 (8 %) [edexts (arourtosa
374 (8 %) Hapywenun knerouHoro
W ryMOpankHore
wmyraTeTa
i Ak 299 (7 %) Mmmynsnas gucperynsums
foZ015 2015 Whows fewaspe Wiors O " . Vore: Hewasp. o eoope fore Aoxasp. 315 (7 %)  Mepauunwit
2017 (2017 zoie zoia 2019 sovs . 2aeo 2oz 2021 zoez | 2oz MnyHOABULMT
* 1B+ Ha MOMEHT NOCTAHOERKM QHATHO3a. HEYTOMHEHHBIG
66(1%)  [edbexTs BpOXASHHOTD
MMMyHATETA
HapyweHns KNneTo4HOron rymopansHoro 8(0 %) Mepainssii wMmayHoaegdupT
nMMyHUTeTa (374 nauneHTa) HauwonaneHan accoumauns YTCHHEHHBIE
3kcnepros B obnactw MNAL 15 (0 %) KocTHOMOarosan
dUKCUpYeT HeNpepbIBHBIR HEeAOCTATOMHOGTE
b POCT YMCNa NALMEHTOB. 1(0%) Deroxonm (ayToanTiTena)
T—B+ TKH 104
T-B— TKUH 72 Ko hUUMTEI OedexTsl charoynToza
© CMHAPOManbHOW na‘ronorueu (918 nauveHTORB) (370 nauneHTOB)
KOMEMHMPOBAHHLIR WMMYHOQEEMLMT 73
I sp il peie pAIE T 1HIC 269 TrRmENaR BpOMAEHHAR HERTPOMEHMA 176
TKMH rey T 0mHerHLin 15 THMyCa 278
Cunapom Buckorta — 179 Pt 167
TKHMH peyTousesHLi, crnapom Omansa 1 Tunep-IgE cwiapome: (HIES)
“as < MoHoMAC -cuegpom 16
Thammr el KOMEHHIMPOBAMHEIR MMMYHORECHNLAT 1 CuHapon Katykw
Xpomocombsin Aechent FlSChaKT ShArCUMTOSE Hay TOHRSHHLIR 6
@ aaBanesain, CONPOBOKARICLINECR
Beero 374 naunenTa _/ ﬂ’::mmm,‘a, e — mm,“‘ﬂ oun Fledarte: noaswxRocTI darowTos 5

HapyLwieHWs rymopansHoro aseHa

BPoXASHHLIA AMCKEPATOS
Cunapom Bugemara — Wiaivepa
Oedexte eutamuna B,; n meTaGonuama onaroe

Beero 370 naumentos

]
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ro naumenTos

45§ &_mmu
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1 ~  RAr LI RATaM 1 KACTEN (Canapom KoyTea nmoc) T
eeKT KOMANEMEHTA YTOUHEHHEIR 3
Beero 1128 naumenToa / Bcaro 519 naumenTon / Beero 15 NaUMenTos

HMmmyHHas gucperynauua (299 nauMeHToB) JedpeKrTbl BpOXOEHHOTO MMMyHu‘re‘ra (66 ﬁDanblx)
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Bcero 299 naumenTos B 13 COCTORHAA MMMYMHOR SHCRETYIIALIM HEY TOMHE HHEIS Bcero 66 naumeHTos 1 STAT2-pedent
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MEMYTCMAR

Bo3pacT nauueHTtos ¢ MU B peructpe PP

18 net 3,80%

15-17 net 11,30%

10-14 net

36,80%

5-9 net

40,60%

1-4 net 5,60%

[o ropa 1,90%

0,00% 5,00% 10,00% 15,00% 20,00% 25,00% 30,00% 35,00% 40,00% 45,00%



AETCKAA
OBJIACTHAA
BOJIbHULUA

MPHYTCKAR
FOCVOAPCTBEHHASR

Bo3pact noCTaHOBKU AMArHo3a

18 - 30 net 4%

15-17 net

7%

10-14 net

14%

5-9 net 32%

1-4 net

36%

[o ropa

17%

0% 5% 10% 15% 20% 25% 30% 35% 40%
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owican Ho3onorunyeckasa crpykrypa NMMAC
B UpKyTKOM 0bnactm

AedekTbl PBPOKAEHHOTO UMMYHUTETA

nedekTol darounTosa - 2,20%

AB3 5,50%

cnHapomanbHble ML,

31%

MMYHHaA gucperynauua

3,30%

KOMbWHMpoBaHHble MU/,

7%

rymopanbHble NN,

22%

LedeKTbl KomniemeHTa

5,40%

0,00% 5,00% 10,00% 15,00% 20,00% 25,00% 30,00% 35,00%

B Panl



Jlabopatopnas nuarHoctuka I[TA]]

r

MonekynapHo-
reHeTU4yecKue
nccneaoBaHuUA

(TREC,
YMOpanbHbIi

"2 KRECwu ap.) )
UmmyHo- \v“ J . UMMYHUTET:

deHoTUNUNpPO- [ g MMMYHOIN06YNUHDI
, cMcTema

K/IMHUYECcKue
uccnepoBaHunA
(aHanus kposw,
6noxumus)




Q O Genactias
TREC u KREC — mapkepkl HeIaBHO HMMHTPHPOBABIINX
Ha nepudepuro T- u B- inmdponuton

* TREC u KREC saBistorcs konbreBbiMu JTHK-
CTPYKTypaMH 1 00pa3yroTCs KaKk MOOOYHBIN IIPOTYKT
(GOopMHUPOBAHMS CHIENUPUICCKUX PEHECHITOPOB T- 1 B-

JTAMQOILUTOB.

* CamxkeHre ypoBHs TREC u KREC sgsnsercs
KOCBEHHBIM OTPaKCHUEM JTUM(DOICHUU U HAPYIICHHUS
co3peBanus T- n/mnn B-mum@onuTos,
COIPOBOXKIAIOIIMUX EJIbIMA Ps UMMYHOAC(UIIUTHBIX
COCTOSHHU.



Co3peBaHue B-knetouHoro peuentopa n KREC
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Cospegarue T-knetoyHoro peuentopa v TREC
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o B Kakux cay4dasix IpoBOIAT
S ucciaenopanue TREC u KREC nin

//////////
FOCYOAAPCTBEHHAR

— TUATHOCTUKHA UMMYHOe(PUINTOB:

* paCIIMPEHHBIN HEOHATAJIbHBIM CKPUHUHT HA IIEPBUYHBIE
uMMyHoaedunuthl (I11M/]1) 1 Tsoxeapie KOMOMHAPOBAHHBIC
nuMMmyHoaepunutsl (TKIH);

* TMarHOCTHUKA UMMYHOJE(MUIIUTHBIX COCTOSHUM PAa3IMYHOTO
reHEe3a;

* OLICHKA (DYHKIIMOHAJIBHOM CIOCOOHOCTH KJIIETOYHOI'O U
T'YMOPAJIbHOTO UMMYHHUTETA, B TOM YMCJIE MIOCTIE
UMMYHOCYIIPECCHUH.



OBNACTHAS Kakon marepuaJ

BOJ/IbHULA

e NUCITO0JI I)3yeTCH?

HIAMHWYECKAR

i
* buomarepuai — |

[[eJIbHAsI KPOBb
(c K2 DITA)

*Cyxasl Kamjisi KpOBHU




MuweHu ana nogbopa npaimepos u GpayopecueHTHO-MeUYeHbIX 30HA0B
KaHanbl getekumm curHana

BHYTpeHHMNI
KOHTPO/Ib — pparmMeHT
reHa ALB yenoseka:

* WUcknoveHune

JNOXKHO-
—_— NOJTOXKUNTENbHbIX
B0 Amp“ﬂwtlon ................................... pe3ynbratos
SHF SN SN RASRINNE WO Y * OueHka
- ................. ................. ................. ST Sd)CbEKTMBHOCTM
: S A/~ SR aKcTpakummn HK
Cyctes

. INHEaApPM30BaHHbIE NMNZ1a3Mnabl, cCoaepKallue

uenesble GparmeHTbl, C U3BECTHOM KOHLLEHTpaLmen MaTepvan ans uccnesoBaHUs:

LeNbHaA KPOBb U CyXue NATHa KPOoBM
Cnoco6 skcTpakumm HK: P y P

PyyHon — «PUBO-npen», PbYH UHNWN Innaemumonorum



. OETCRASA

OBJIACTHASA
BOMbHULIA Konunuectso nayneHtos 3a 2022-2024rr
2022 r. 2023r. 2024r. 108
Bcero
MAIMEeHTOB: 56 22 30 v
N3 HUX .
MAaJIbYUKOB 33 17 19 .
33
20

U3 HUX J€BOYEK 23 5 11

ux Hux 10 1 romga 12 g 13

M Bcero naumeHTOB: B 13 HUX Ma/IbYMKOB M 13 HUX AeBoYek mx Hux go 1 roga

Cp. Bo3pacr 6 4 5



OETCKAA

OBNNTACTHASA
EONbHULIA Konnyecrso NonoXXurtesibHbiX

o L TREC u KREC

KNMHWYECKAR

2022r. 2023r. 2024r.

85
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B O6HapykeHbl TREC M O6Hapy:eHbl KREC B TREC+KREC



[ona obHapy»KeHHbIX MU 3a 2022-2024rr.

ObLIIO 00CIIEqOBAHO
106 nmarmmeHTOB N3
HUX y 16 ObLIO
OOHaPY>KEHO
CHIDKECHUE
koymmuecTBO TREC
/ KREC, 9T0

coctasuiio 14,8 %
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" ITanument C., 2 MeC HAa MOMEHT HCCJIeJOBAHUS
(maTa poxxaeHus ceHTs0ph 20231.)
B anamuese: XbII5 ( nepuToHeanbHbIN AUAIN3), THAPOLEhaIns
(yCTaHOBKA IIEPUTOHEAILHOIO IIIYHTA, HECKOJIBKO 3IIM30/10B

IMIYHTUH(QEKIUH, JAATU3HBIN IEPUTOHUT), CYIOPOKHBIA CUHIPOM,
YCTaHOBKA raCTPOCTOMBI.

Ha MoMeHT B3sATHs OMoMareprania HaXOAuJICs Ha CTallMOHAPHOM
jaedeHud B otaeiieHnu OAP.

Cwyepth Ha 10 mecsne )Ku3Hu.

TREC — 29,72 (npu nopme 0-1rox >200)
KREC - 74,57 ( Hopma 0-1 rog >2350)




ocynapeTeeHHoe DOQKETHOS YYpeKaeHWe 3ApaBooXpaHeHna
WpieyTekas cfnacTHan rocynapcTReHHas AETCKARA KNUHULECKas GonbHnua
r. Mpryick, Bynesap MarapuHa, 4
igodko@igodkb.n.
lenedoH Call-uewrpa: +7 (3852) 728-771

Boisenerne [IHK TREC n KREC metonom MUP B kpask, KONW4eCTBRHHOO UCCNIEA0BAHNWE
(ana ouenky creneHu AudepeHMPOBKN, IPENIOCT W AKTHBHOCTH T v B numdounToB)

Nayuent [75 7 e

“Otacneiive DAP

LﬂaTa esigauu: 29.11.2023

Oaia powasHua

[faTta sasTvs Cuomarepuana

Mon Myok.

Bospact Ha MOMEHT 3afiopa 2 mec.
EvomaTepman | UentHaa kpoes
l PedepeHCHLIe 3HaYEHUA
Tect Peaynerar En. uamepeHns B UenkHOKW KpoB# (no
' RO2PAcTHbIM Fpynnam)
[ 0-1 roa: 22C0
TREC konui Ha 10" nefAkoUnToR 1-6 neT: 280
8-18 net: 2 30
0-1 rog: 2250
KREC konwit vz 108 nelfikouuTos 1-6 ner: 2100
| 6-18 neT: 240

Mono:KHTENLHLIM: HUEHTPALWMA 1REC Hitke HOPWbI Ha NOPSAACK v fionee.

3akmoyeHne: KOMWHECTBO 3KCLMZMOHHLIX konbuesbix monekyn [HK, obpasyioupmxcn npu
nepectpoiike T knetounoro peuentopa (TREC), fenmowmxcs CypporaTHeIMW Mapkepanmi
BhllUeQWnX W13 TUMYCA HAUBHLIX T nuMgoLuToE, HIWKe pediepeHTHONC WHTepsana.
PekoMeRgyeTes NOBTADHOE ACCNEAVBAHNE W3 0Gpazua UenbHON Kpoeu

MonoxuTenbHbIW: KoHueHTpauus KREG Hie HOpMbl HA NCPAAOK n Bonee.
Jakntouonue: KonwuecTBO aKCUM3MOHHBIX KONMbU@EBkIX monewyn JHK, obpasyiolmxch npu
nepectpoiike B knercqHoro peuentopa {KREC), aanaiolWXca CypporarHbiMil Mapkepamn
HaweHblX B NHMOUMTOB. HWKE pediepenTHo™ WkTepeana. PekoMeHOycTCR NOBTOPHCE
ueenenoeanue s ofpasua uensHoi KpoBu.

BHUMAHHME!

PeaynbTaT NPOBEASHHOMO 3HANW3a MOXET ObiTe  COMHWATENbHBIM Y MALWMEHTOR.
NPMEMMAKLLKMX NPenapaTtel, MOMYWWE NOBNWsITe Ha nemkonosd. Hampumep, npeén M-KC®o,
CHCTEMHOE NPHMEHSHWS CTEpOoMAos, KEKAR-NADO WMHAA WIMMYHOCYNPECCWBHEA TCpanua,
NCPCGruBaHAe NPENapaTos KPOBW, NYYeEaR Tepanud W T.N. 8 Takke y MIAABHUES, MaTeph
KOTOPH % BO BpeMA GepemMeHHOCTA NPMHMANY Npenapare! wiwnn noApepranice npougaypam,
ENUSIOI MM HE CHOPMHPUBAHWE KOCTHOTO MO3ra W MMMYFHON CUCTEMEI NNCAS.

PesynbTathl AHHOM UCCNeNcsaHHA MOryT DbiTe NPABUNEHC UHTEPNPETMPOBAKE! TONLKOD B
OMMNEKCE & PRAYNETATAMKU UPYTX NAG0paTOPHbIX U MHCTPYMEHTANbBHbIX WCCACAODAHMA, 8
TaKKe KNUHNYEcKOr KaPTUHOW. PewieHne o fankHeiien obcneyoBaHyi U Tepanui naukeHTa
NPHHUMABTCA UCKAIHUTEMBHO NEYEWNM Bpasom!

Viccneaosarua nposoaun: Koctioxkeswnd E. 1O ‘

Beinyckaiowpmit oav: KooTiokeewd E.10 CasnHuesa U.H

* - pesyabrar ot 29.11.2023r. He
IMPUHAT BO BHUMAaHHeE

B nanpHenmnieM 3HaUnTEIILHOE
VXYAILIEHUE COCTOSHUSA

* JIBaXIbl IEPUTOHUT
* JIBaXXpl 3aMEHA IIIYHT CUCTEMBI

 Cerncuc ( Bce BUBI
TOCIUTAILHOM MH(EKIINN)

* Pe3koe najgeHue ypoBHs
aJ1bOyMHUHA U HEBO3MOKHOCTh
€ro BOCIIOJIHECHHUS

* BecrnoMHIIIM HaIO pe3yJbTrar

 Hayanu naBatb
UMMYHOIJIOOYJIHH. . ...HO



0 o) OETCKASA
OBJIACTHASA

) Srmie T PYAHOCTH KOTOPbIE MbI
IIPE010JIEBAEM:

KIMHUYECKAR

* PacimmpeHHbIN IIEPUHATAIBHBIN CKPUHUHT -
PE3YJILTATHI «CEPOH 30HBI» !

* Y MO HeT BO3MOXHOCTH BBIIIOJHATH 3TO
ncciegonanne B cucreme OMC ( HET B
TEPPUTOPHUATBHON IPOrpaMMe)

* Beicokast CTOUMOCTB TecTa (IJIsl POJAUTEIICH )



Xomb uenoseueckan Hcu3Hv 00polHce 6cezo Ha ceeme,
HO Mbl 6cez0a nocmynaem mak, C106HO 8 Mupe
cyuiecmeyem Heumo euié doJiee ueHHoe, uem
yenoeeueckas ycusmnno... Ho umo?..

«Hounou nonemy
Anmyan oe Cenm IK3ionepu



Cnacuoo 3a eHumanue

OETCKASA

OBJIACTHASHA
BOJIbHULIA

MPHYTCHAR

FMOCVOAPCTBEHHAR
KAVHWYECKAR




