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B craTse mpencraBieH aHaau3 JaHHBIX 2385 ManieHTOB ¢ IePBUYHBIMYI HMMYHOAe()UIIUTHBIMY COCTO-
aauavu (IIN1C), npoBegeHHsIi ¢ moMounibi0 poccuiickoro perucrpa IINJIC. PacnpocTpaHeHHOCTH
ITUAC B P® cocrasaser 1,35 uyesmoBexka Ha 100 ThIC HaceJieHHS, YTO 3SHAUYNTEJIHHO yCTYyIIaeT €BPO-
neiickum nauabiv. IINIC B P npencraBiensl Bcemu Bo3pacTHbIMuU rpynmamu, 70% cocraBiisaior

mern mo 18 mert, ocrajabHbIe — B3pOocibie. BOJBIINHCTBO MAIMEHTOB B PerucTpe KuBbl, 6% ymepiu,
27% BBIOBLIM U3-ION HAOGMIOAeHus1. Y 27% manuenTos perucrpa quarsocruposas ITNU]C us rpynns:
rymopaiasHbix gedexTos, y 20% — KOMOMHHPOBAHHBIH MMMYHOIe(UUIUT C CHHAPOMAJBHONH IATO-
aorueii. Tepanuio mpemaparaMy NUMMYHOIJIOO0Y/IUHOB moaydarotr 44,7% manumentos. OCHOBHBIMU
npooaemamu [INJIC B P® asasrorca runoguarnoctura IINJIC Bo mEHOrux peruonax P® u nmo3guas
IIOCTaHOBKA JUATHO3A.

EKntoueevie cnosa: nepsuitvle uMMyHo0eQuyumot, pezucmp, Inudemuorozus, pacnpocmpaneHHocmy,
duazHocmuKa, UMMYHO2JL00YAUHDL.
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The article presents an analysis of data on 2385 patients with primary immunodeficiency states
(PIDS), conducted using the Russian register of PIDS. The prevalence of PIDS in the Russian
Federation is 1.35 people per 100 thousand of the population, which is significantly inferior to
European data. PIDS in the Russian Federation are represented by all age groups, 70% are children
under 18, the rest are adults. The majority of patients in the registry are alive, 6% died, and 27%
dropped out of observation. PIDS from the group of humoral defects were diagnosed in 27% of
patients in the registry, and combined immunodeficiency with syndromic pathology was diagnosed
in 20% of patients. 44,7% of patients receive immunoglobulin therapy. The main problems of PIDS
in the Russian Federation are hypodiagnosis of PIDS in many regions of the Russian Federation
and late diagnosis.

Keywords: primary immunodeficiencies, registry, epidemiology, prevalence, diagnostics, immuno-
globulins.
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IlepBuuHble MMMYHOIEDUIIUTHBIE COCTOAHUS
(IINAOC) — sTo GoJsbIas TPyIIla MPEUMYIIIeCTBEHHO
MOHOT'e€HHBIX 3a00JieBaHUIl, (DEHOTUIINUIECKOEe PAa3HO-
oOpasye KOTOPBIX OIIPEAeJIAeTCS MHOTOIPDAHHOCTBHIO
(PYHKIIMOHAJBHBIX Ne(PEeKTOB PAa3JIMYHBIX 3BEHLEB
ummyHHOU cuctembl (MC) [1]. Knouanuecknu ITUIC
MOT'YT IIPOABJIATH ce0sA He TOJIbKO MHPEKITMOHHBIMUI
mpolieccaMu, HO U PA3JIMYHBIMUA ayTOUMMYHHBIMU U
OHKOJIOTMUYECKUMU 3a00JIeBAHUSAMM, a TaKiKe XPO-
HUuYecKuM BocnajienueMm. CorislacHo KJjaccudukra-
muu MeXIyHapoJHOTO COI03a MMMYHOJIOTMUECKUX
oomectB (International Union of Immunologic
Societies, IUIS) BeigensaroT 9 maToreHeTUYECKUX
rpynn ITWJIC, xKoTophle B CBOIO Ouepenb IIOpa3-
IeJIAIOTCSA Ha CaMOCTOATEJbHBIE HO30JIOTUYECKUe
eIVMHUIILI, C YKa3aHUEeM IIOPaKeHHOTO I'eHa U THUIIA
HacaenoBaHmusa 3abosieBanusd [2]. B HacTosAIee BpeMsa
BeimenAoT 354 Bapuanta [TUIC [2].

Wcropuuecku cunranocsk, uro IINIIC — kpaiine
penkue 3aboneBaHus [3]. OgHako Mo mMepe HaKO-
miIeHuss WHOOPMAIUU 39TO YTBEPIKIEHUE TpPedyeT
yrouneHnud. Tak, pemopTupyeMas dYacToTa BCTpe-
yaemoctu IIMIC B mMupe KoJiebyieTcd B OUYEHb
mITPOKOM aumamasoHe — ot 1,5 mo 8 ma 100 000
[4] u ompenessgeTcd B OCHOBHOM COIIMAJbHBIMU U
HaIlMOHAJBbHBIMU OCOOEHHOCTAMM, METOIOJIOTUeN
cbopa MaHHBIX M TOUHOCTHIO KJIMHUKO-JIabopaTop-
HBIX KpuTepueB noctanoBku nuarnosa IIUIC.

Bo BceM Mupe eaMHCTBEHHBIM CIIOCOOOM [IJIs
00beKTUBHOTO cbopa U HAKOILIeHWA HHGOPMAIIUN
0 pas3JUYHBIM, OCOOEHHO peaKuM, 3a00JeBaHU-
AM SABJAIOTCSA KPYHHBIE PETrUCTPhI, 00bEeIMHAIO-
mue B cebe JaHHBIE M3 HAIMOHAJbHBIX PETHCTPOB
oraenbHbIX cTpaH [5]. Tak, Hampumep, peructp
EBpomneiickoro o6imecTBa UMMYHOAEPUIITUTHBIX
cocrosumit [6] cymecrByer ¢ 2004 r. u comepiKUT
uHGOpMAaIHIO 0 6ojee ueM 28 THIC HAIEeHTOB, IIPO-
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JKUBAIOIUX He TOJLKO Ha TeppuTopuu EBPOIBI, HO
u pana ousiexkaniux crpa. CyIecTByOT U aKTUB-
HO (PYHKIIMOHUPYIOT PErucTpbl cTpaH JlaTMHCKOMI
Awmepuxku [ 7] u CIIIA [8].

Ananus panaerx peructpoB IIMIIC mosBosisa-
eT omucaTh peaKue CUMIITOMBI Hambojee PacIIpo-
CTpPaAHEeHHBIX HO30JIOTUH, CUCTEMATU3NPOBATH OIIBIT
Pa3JIUYHBIX IIEHTPOB II0 HeJaBHO ONUCAHHBIM 3a00-
JIeBAHUSM, TEM CaMBIM YJIyUIllas IIAHCHI Mal[heH-
TOB Ha CBOEBPEMEHHYIO IIOCTAHOBKY OUarLosa u
aZeKBaTHOe JieueHue. Kpome ToOro, mcciaemoBanue
NAaHHBIX PETHCTPOB II03BOJISIET HAWTU HMPOOJEeMHBIE
«TOUKM» [AJSA TaJbHEHIIero coBepIIeHCTBOBAHUS
nomortu namuentam ¢ IITNIC.

C mowmoriibsio co3ganaoro B 2017 r. mo mHUIUA-
atTuBe HammoHanabHOU Accolpmanuy 5KCIEPTOB B
oomactu 1T (HASIIN]) perucrpa IamueHTOB C
IINIC mbr mpoanan3upoBaay faHHble 2385 mamu-
€HTOB C 9TUM 3a00JIeBaHUEM.

Ma'repna.nm 1 MeTOIbI MCCJIeTOBAHUA

Poccuiickuii peructp IINIC paspaboTaH c 11esbio c6opa
¥ aHA/IM3a THGOPMAIINH O KIIMHUKO-JIA00PATOPHBIX U AITUIe-
MUOJIOTUUYECKUX ACIeKTaX 3TUX 3a00JIeBaHU B JOJTOCPOU-
HoOI mepcuexTuBe. [JIg cruCTeMaTU3alluy JaHHBIX PErucTp
COIEP’KUT IIOJHBIM BCTPOEHHBLIN IepeueHb AMArHO30B U
TeHOB B COOTBETCTBUU C MEXKAYHAPOIHOM KJyaccupuKammein
IUIS [2]. COop mH(DOpMALM IIPOBOAUTCA HA TEPPUTOPUU
P® cpenu marueHTOB BCeX BO3PACTOB C AMATHOCTHPOBAH-
geiM [TU]IC, BKIIOUAA reHeTHYeCKU HeBepU(hUIITMPOBAHHbBIE
Ha MOMeHT peructpanuu Gopmbl. O6513aTeILHBIM YCIOBAEM
BKJIIOUEHUS B PETUCTP CIAYIKUT IOANNCAHNE Al[IeHTOM M
3aKOHHBIM IIpeACTaBUTeeM NHGOPMUPOBAHHOTO COTJIACHS,
B cooTBeTcTBUU ¢ 3aKoHOM Ne 152-D3 o zarmiure mepco-
HaJIbHBIX HaHHBIX P®. KasKawiii Bpau-yyacTHUK pPerucrpa
MOoJyYaeT WHANBUAYAILHBIM JIOTUH ¥ MApOJIb IJIs JOCTYIIa
K OIIpenesIeHHBIM, IIPeIBAPUTEIBHO CTPATU(UITUPOBAHHBIM
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TpymnmaM mnanueHToB. TexHUUecKas MOAAEPIKKa U IIPELIo-
CTaBJIEHWE JOCTyIa K OHJIANH PEruCTPY OCYIIECTBIISIOTCS
cepruduruposannoit IT-Komnanueir — orepaTopoM Iepco-
HAJbHBIX JAHHBIX.

Coop maHHBIX ocyimecTBasaau ¢ mada 2017 r. 1o
31.01.2019. Ha momeHT aHanan3a B MPOEKTE YYaCTBOBAIU
3 ®epepansubix neatpa (HMUILL AT'OU um. [Im. Porauesa,
THIIN Umvmynonoruu ®MBA Poccuu, PIIKB) u 43 peru-
onasnbHBIX JIIIY, B peructp IINJIC BHeceHa mH(MDOpPMAIUA
0 2385 mammeHTax, IPOKUBAIOINIUX B 83 permoHax Pd.
Huaruaos ITNJC cTraBman Ha OCHOBAaHUYU JUATHOCTUUYECKUX
KpurepueB EBporeiickoro obiiecTBa MMMYyHOAe(DUIIUTOB
(ESID) [9].

B HekoToprix Hambosiee KpymHbIX rpynmax ITAIIC
WCCJIEOBAJIN 3aIePiKKY ITOCTAHOBKM AMArHO3a, KOTOPYIO
BBIUMCJISIIN KaK PAsHUILY (B MecAIax) MeKAY JaToi MaHuU-
(ecraruu 3a60/IeBaHNA U JATOI ITIOCTAHOBKU AMATHO3A.

CraTucTUuecKnil aHaJIM3 MPOBOAMJMN B IIPOrpaMMe
Excel u ExcelStat ¢ ucnospsoBaHmeM MHCTPYMEHTOB OIIH-
caTeIbHOI CTaTUCTUKY, PE3YJIbTaThl IIPEACTaBIECHBI B BUIE
MeANaHbl I MUHUMAJIbHOT0/ MaKCUMAIHLHOTO 3HAUEHN .

Pe3yabTaTsl

Inudemuonozusn. Pacupocrpanennocts IINIIC
B Poccuu 3Haumnmo passimyaercsa MeKIy PeruoHaMu
U B CpeIHEM II0 cTpaHe pocturaet 1,35 ciyuaeB Ha
100 Toic HaceneHus. HauboJsiee BEICOKME TOKa3aTe-
sgu 3adurcupoBansl B lleaTpansaom PenepasbHOM
okpyre — 2,18 ma 100 Teic Hacemenus; B IO:xHoM,
CeBepo-Kaskasckom u CeBepo-3amagHOM OKpyTrax
pacmpocTpaHeHHOCTh, He mpeBbimnaer 1,5 ma 100
THIC HaceJeHUs, Torga Kak 3a yYpaaom [TUIC nua-
THOCTUPYIOTCA Kpaiine penko — 0,7 cayuaes Ha 100
ThIC HacejgeHusd (puc. 1).

Cmpyrxmypa ITHJ]C. Ilo naHHLIM perucrpa, B
pocCUMCKON TMOMyJAAIUNA BBIABIEHO OOJBIIUHCTBO
OIMCAHHBIX K HacTodAlneMmy BpeMmeHu (opm ITUIIC.
Ha gouio rymopanbubix gedextoB VIC mpuxoauTes
1/5 Bcex ITUNIC B P® (27%), Ha BTOPOM MecCTe IIO
YacToTe BCTpeuaeMocTy — KoMOuHupoBaunusie UIIC
¢ cuHApoMasbHEIMU uepramMu — 20% , Ha TpeTbeM
MecTe HaXOAATCSA ayTOBOCHAJIUTEJbHBIE 3a0ojieBa-
HuA u AedexTsl Kommaemernta — 12 u 10% coort-
BETCTBEHHO. B paBHBIX JOJIAX MPeACTABIEHBI KOM-
ounupoBanusie NJIC (8% ), nedeKTsl daromurosa
8%), MINOC ¢ ummynHO# aucperyaamuei (7%)
u I[INJC meyrounenubie (7% ). CaMbIMU pPeIJKUMU

Puc. 1. Pacupocrpanennocts IIN]IC B PD.

COCTOAHUAMU HABJATCA AePEKTH BPOMKIEHHOTO
UMMYyHUTeTa, cocTaBisiomue 1% ot Bcex ITUIIC.
Ha puc. 2 npeacrasiena crpykrypa IINJIC B8 PD B
CPaBHEHHUM C OIYOJMKOBAHHBIMM paHee NaHHBIMU
peructpa ESID [10].

Hemozpagusa. Poccuiickaa monyadanusa mamu-
ertoB ¢ IINJIC npeacraBieHa BceMU BO3PACTHBIMU
rpynnamu: ot 0 1o 1 roma — 72, ot 1 roma 1o 5 jer
— 417, or 5 1o 10 et — 570, or 10 go 18 jer — 618
yesioBeK. I'pymma B3pocbIiX manuenToB (crapimre 18
Jer) HacuuTbiBajia 708 UYeJIOBEK, UTO COCTaBJSET
30% BoIGOpKU. CaMoMy MJaAIlleMy MHaIllUeHTy Ha
MOMEHT aHaJjm3a ObLIO 3,5 Mec, caMOMy cTapIie-
my — 87 jer. B rpymime mamueHToB crapriie 18 jer
MOXKHO BBIJEJUTL JB€ MHOATPYIIILI. 1-s IMOATPYII-
na (54% Bcex B3POCJBIX) — 9TO IIOB3POCJIEBIIIE
MaIUeHThl IeJUaTPUUeCcKoro 3BeHa, HeJlaBHO Iepe-
miarHyBiine pyoesx 18 ser. B aroii rpynme memm-
aHa BospacTta cocraBuya 24 roxa (18 mer; 30 jer),
MeauaHa BO3pacTa IIOCTAHOBKM amarumosa — 10 et
(3 mec; 16,5 jeT). 2-g rpymnma — 5TO HAI[UEHTHI,
QUAarHo3 KOTOPBIM OBLI IIOCTABJIEH YK€ BO B3pOC-
JoM Bo3pacTe: meauana Bospacta 39 ger (30 jer;
87 ner), MeamaHa IMOCTAHOBKU AuarHosa 32 mec
(2 mec; 16 net). CooTHOIIIEHUE TTAIITUEHTOB JKEHCKO-
0 ¥ MY’KCKOTrO IoJia coctaBuio 1:1,5, uTo cBA3aHO
co 3HAUMMOM mojeii X-CIleIJIEHHBIX 3a060JieBaHU’it
cpenu Bceil BBIGOPKHM marueHTOB. CaMble UacTbIe
X-crenieHHbIe 3a00JIeBaHUS B HCCJIEAYEeMOM I'PyII-
ne IINJIC nepeunciaeHbl B Ta0IUIIE.

Cmpyrxmypa IIHJIC 6 603pacmHbLx zpynnax.
VY nereil mepBOro rojga KM3HU IIPe0OOJIAJAIOT KOM-
ounupoBaHHuble (25%) um cuHApPOMAaJbLHBIE (OPMBI

Tabaruua

X-cuemrennsie ITN]IC

Hosouoria Ten | Komruecrso mamenron
Cungpom Buckorra—Oagpuua (CBO) WAS 128
X-cuenynenHaa aramMmarsooyianaemud (X-AT'A) BTK 120
X-cuenjeHHasa XpoHUUecKas rpanyieMaTo3Has 60ae3ub (XI'B) CYBB 70
f%—}cginﬁr{u)lenﬂaﬁ TAKeIad KOMOMHUPOBAHHAA MMMYHHAs HeJJOCTATOUHOCTH IL2RG 37
HIGM1 (X-cuennenusrii runep IgM-cuagpom) CD40LG 21
XLP1 (X-cuenyeHHbIH JuMbonpoandepaTUBHbIN CUHAPOM 1-T0 THUIIA) SH2D1A 17
XLP2 (X-cuenyeHHblii suMponposindepaTuBHbIA CUHAPOM 2-TO THUIIA) XIAP 11
IPEX (uMMyHHAs QUCPETyJIANNs, TOJUIHIOKPUHOIATUA, SHTEPOIIATH ) FOXP3 6
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IINOC (28%), c Bo3pacToM pacTeT JOJA I'yMOPaIb-
wpix IIUJIC, poctmras MaKCHUMAaJbHOM YacCTOTHI
BbIaBJIeHU (70 27% ) y nereii ot 5 mo 10 jet. K moz-
POCTKOBOMY BO3PACTy IIOSBJIAETCS 3HAUUMAS TOJIA
IedeKTOB KOMILJIEMEHTa 3a cueT AebioTa HacJen-
CTBEHHOI'0O aHT'MOHEBPOTUYECKOro oTeKa 1-1o u 2-ro
Tuna. B 1-i rpymie B3pocabIX IalleHTOB COXPAHI-
eTcsi MHOT000pasue HO30JIOTUUECKUX (POpM, CXOA-
HOe C JeTCKUMMU TPYIIIaMM, OAHAKO CHUIKAETCS IO
15% moss manueHTOB C CUHAPOMAJILHBIMEU (hopMa-
mu. Bo 2-#i rpynme Bapociabix manumentoB ITUIIC,
KaKk W OKUIAJOCh, IIPEJCTaBJEHLI B OCHOBHOM
IBYMS HO30JIOTUAMH — I'YyMOPAJbHBIMU Aed)eKTaMu
(48% ) u mepexramu KomimemenTa (47% ) (puc. 3).

/HKusnennwoi cmamyc. B wmayuaemoit rpymn-
me manueHToB 6% (145 uemoBek) ymepJu, 0OJb-
muHCTBO — 67% (1543 uenoBeKa) KUBBI, U 3HA-
uyuTeabHad yacTb 29% (697 maimueHTOB) BHIOBLIA
U3-TI0J MEIUIIMHCKOI0 HAOJIOAEeHUA WIU UX JKU3-
HEHHBIA CTAaTyC HA MOMEHT aHAJN3a He W3BeCTeH.
BoJbIIMHCTBO yMEPIINX MHAIMEHTOB OTHOCKJIOCH
K JeTcKoil BoadpacTHoii rpynme (118 muz 145), rme
YacToTa JIeTAJbHBIX HCXOJOB ObLIa MaKCHUMAaJIb-
HOI cpenu ngereit mepBbIX 5 Jer (61%), B ocHOB-
HOM 3a CUeT MMaIMeHTOB C TAMKeJI0l KOMOMHUPOBaH-
HOI mMMyHHON HegocTaTtounocThio (TKMH): us 29
morubIuX B mepswie b Jjetr Kusuu y 23 (79% ) 6611
nuaruo3 TKITH.

Omcpouennoii ycmanoénenue OJuazno3sa.
¥ GosbIIIMHCTBA MAIINEHTOB UMEJIO MECTO 3HAUNTEIIb-
HOe 3amas[blBaHue INocTaHOBKU guarxosa IIMNIIC
II0 OTHOILIEHUIO K IEPBBIM KJIMHUUYECKUM IIPOSAB-
JeHusaM 3aboJjieBaHUA. ¥ JAeTell BpeMs, IIOTPadyeH-
HOe Ha IIOCTAaHOBKY AMAarHo3a, BAPbUPOBAJIO B OUEHb
IMUPOKOM auamasone — otT 1 mec mo 17 jet, Mmeguana
cocraBuia 27 mec. IIpu amanuse Hanboiee BaKHBIX
dopm ITUIC B rpynne geteii ot 0 1o 10 sreT oTcpouka
IOCTAHOBKM Auartosa cocrasmia b mec aiasa TKVH,
9 mec gua cuugpoma Buckort—Osagpuua (CBO),
35 mec mmsa X-cCIeIJIEHHOW araMMarjao0yInHeMU-
et (X-AT'A), 20 mec A XPOHUUECKOH T'paHyJie-
martosHoit 6osesuau (XI'B), 33 mec mnasa cuHapoma
Huiimeren (puc. 4).

Cemetinoiii anamuesd. Mupopmaius o cemeii-
HOM aHaMHese yKasaHa y 1838 marueHToB, U3 HUX Y
677 manueHTOB ceMeMHbIIT aHaMHe3 OTATOINeH pas-
JIMYHLIMY HETraTUBHBIMU COOBITUSAMH Y POJACTBEH-
HUKOB. B 83 ceMbAX oTMeuasuch ciaydau cMmepTeit
MPEeuMYyIIeCTBeHHO MaabunKoB (85% ) B moKoIeH]-
Ax mo MatepuHckoi auauu. B 39 (5,8% ) cayuaax
3aUKCUPOBaH GJIMBKOPOACTBEHHEBIN OpaK, STHUUE-
CKUl aHAIU3 y JAHHBIX IAINeHTOB He IPOBOJUIICH.
W3BecTHO, UTO HECBOEBPEMEHHAA IIOCTAHOBKA JUa-
rHO3a U HEJOCTATOYHOE MH(OPMUPOBAHUE POIUTE-
Jel 0 BO3BMOKHOCTAX IIPeHATAJbHON AMAarHOCTUKU
MIPUBOJAT K POKAEHUIO B CEMbAX HECKOJBKUX IeTei
¢ [INIC. 9TumMu npuYMHAMU 00YCJIOBJIEHO HATUYNE
119 cemeii, B KOTOpPBIX HabJi0gaeTcsAa 00Jee OJTHOTO
nanuenTa ¢ [IN]JIC; ob11ee KOJIMUIECTBO TAKUX IAIlA-
€HTOB cocTaBUJO0 265 UeI0BeEK.

Tepanua. B perynapHoOll Tepanuu Ipelnapa-
Tamu uMmyHorsooyauaos (UI') my:xkpganmcs 1068
yegoBex (44,7%), m3 Koropbix 99% mnarmuen-
ToB moJydanau VI [ja BHYTPUBEHHOI'O BBEIEHNS
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Puc. 2. Yacrora Hozoxornueckux ¢opm IIAJIC B PP (a) B
CpaBHEHHH ¢ JTaHHBIMHU eBponelickoro perucrpa IINJIC ESID,
2014 (0).
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Puc. 3. Pacnpenenenue Hozomornueckux popm ITUJIC no Bo3-

PaACTHBIM Irpynmnam.

(BBUT'), ocTrasbHble — IpemnapaTsl JJid IOJKOKHOTO
BBegeHusda. Kpome tepanuu UI, nisa mamumeHTOB ¢
TINIC B 6asucHOe JiedeHNE BXOAUT IPOoGUIaKTIUe-
CKas MPOTUBOMUKPOOHASA TepaIus, He00X0UMOCTh
B KOTOPOI1, IO JaHHBIM PEerucTpa, CyIlecTBoBaiIa y
901 uenoseka (37,7% ). ITaTroreHeTnueckas Tapret-
Hasd ¥ aHTUIUTOKWHOBAS Tepanus MPOBOAUJIACH Y
182 manueHTOB, B T.4. TPAaHYJIOIUTAPHBIN KOJIOHE-
CTUMYJIUPYIOMIUI (HaKTOP PEryJasapHO WKW 3IU30-
nudecku moayuanu 117 uenosek. TpaHcmiauTanusa
reMomoaTuYecKux cTBoJIOBBIX KJaeToK (TT'CK) mpo-
BemeHa 257 mamueHTaM AeTCKoro Bo3pacrta. OgHako
mo cocrosauuio Ha 1.02.2019 B mpoBemenuu TI'CK
HyKIaauch 113 uesoBek.

O6cyxxmenune

B HacTOsAIIEM HCCIEeLOBAHUY HA OOJIBIIIOH IPYII-
ne manuedToB ¢ IIMIC monyueHBI JaHHBIE, OTpa-
JKAIOIMe SIUAEMUOJIOTUUECKYI0 XapaKTePUCTUKY
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aToit rpymnnbl 3aboneBaunuii B P®. K cokamenuto,
BeisBasseMocTh IIMJIC B Hamiell cTpaHe 3HAUUTEJIb-
HO YCTyIlaeT MUPOBBIM IoKasaTeaaMm. Jlumepom
no uvacrore BbigBieHus IIVJIC B EBpone sBiser-
ca Ppaumnus, rae pacupoctpaHeHHocts IINIC B
oTAeabHBIX peruonax gocruraer 8:100 000 uenoBek
[4], B cpegHeM moKasaTesb 10 EBpome cocraBiser
2—4 ma 100 TbIic [10]. Crosp BBICOKMII IIOKa3a-
TeJb BO PpaHIUU — pPe3yJbTAT TapreTHOI IIpo-
rpaMMbl, HaIIpaBJIeHHON Ha aHaJN3 JOKYMEHTaIluu
MaIMeHTOB B PErumoHaX C HANMEHBIINM yPOBHEM
BoiagBaeHus I[IUIIC cpegu mHacenenus [4]. B crpa-
Hax BuamkxHero BocToka 6GoJiblllad BCTPEUaEMOCTH
IIUOC cBAsaHa ¢ OPAKTUKON OJM3KOPOACTBEH-
HBIX 0paxkoB u poskaenuem gpereit ¢ IINIC ¢ ayTo-
COMHO-PEIIeCCUBHLIM THUIIOM HacjemoBaHus [11].
IKCTPanoaupysa cpefHMNEe IIOKasaTeJn PacipocTpa-
HeuHoctu IINJIC B Mupe, MOKHO IIPOTHO3UPOBATH
BEPOATHOE YUCJIO POKIAEeHHBIX nanueHToB ¢ I[INIIC
B P®, 1 oHO cocTaBiasger He meHee 12—14 ToIc manu-
eHToB. Takum 06pa3oM, B HacCTOsAIee BpeMs 00JIb-
moe yucao nanuentos IINJIC B Poccun He umeer
IPaBUJILHOTO JUATHO3a U He IOJyYaeT aJeKBaTHOTO
IaTOTeHEeTUUECKOTo JeueHus. IIpobsemMa Trumomu-
arHOCTUKM OCOOEHHO aKTyajbHAa OJA IalUeHTOB,
nposkuBatomux B Cubupu u Ha Janbaem BocToke.
HaHHas cuTyamus, BEPOATHO, 00BACHAETCA Maccoi
IPUYUH, CPeJu KOTOPHIX Ha II€PBOM MECTe, Ha Halll
B3IVIAL, — OTCYTCTBHE HACTOPOKEHHOCTU Bpaueit
Pa3JIMYHBIX CHEIUAJIbHOCTEH B OTHOIIIEHUU MHOTO-
obpasusa kKaumHmdyeckoi kaptunbsl IINJIC. Kpowme
TOTO, OIIPeieJIEHHBII BKJIAJ B IIO3AHIOI0 TUATHOCTHU-
Ky IINJC BHOCUT HETOCTATOK AUATHOCTHUUECKUX
BOBMOJKHOCTEH B pETHOHAX.

MUpoOBbIM MMMYHOJIOTHYECKUM COOOIIECTBOM
copmyampoBaHbl 10 HACTOPAKMUBAIOIINX IPU3HA-
koB ITU]IC, 3HaHUE KOTOPHIX HEOOXOAMMO KaK Bpa-
yaM-TieguaTpaM, Tak ¥ y3KuM cuernuanauctam [12].
ITomumo 3TOTO, HEOOXOAUMO YUUTHIBATH, UTO PaH-
HUI 1e0I0T BOCIAJIUTEIbHBIX 3a00JIeBaHUI KUIIIeU-
HUKa, TOJUSHIOKPUHOIATUY, aTUINYHOE TeueHUe
UHQEKIINOHHBIX IIPOIIECCOB, B MEPBYIO OUepenb
BIJK-uTtoB y gmereil mepBOro rojga >KMU3HU, B OCO-
0EHHOCTY Y MaJIbUMKOB, BHICOKAsA BOCIIAJIUTEIbHAS
aKTUBHOCTL B OTCYTCTBUU Ouara MHMEKIUU MOTYT
aBnaTbea mapkepamu ITNIC [13].

IIpu sToM BpeMeHHOU (HaKTOpP IIOCTAHOBKU
IUarHosa ABJAETCA KJIOUEBBIM AJsA OajbHeMHIe-
ro nmporHosa mamuenTtoB ¢ ITUJC, Tak Kak Jm6oe
mpoMejJieHUe B Ha3HAUEHUY aJeKBaTHOTO JIeUeHU S
IPUBOAUT K IIPOTPECCUPOBAHUIO BEIYIITUX CUMIITO-
moB IINNC. Ona TKWUH, manpumep, HECKOJbKO
MecAIleB ¢ MOMEHTa MOABJIEHUS IEePBBIX KJIWHU-
YeCKUX CUMIITOMOB 3a00JI€BaHUA ABJISAIOTCA KPU-
TUYECKUMU [AJA ycCIelmHBIX pedyabraToB TI'CKE,
€IMHCTBEHHOTO KYPATUBHOTO METOJA JIeUeHUs [JIs
JaHHOM Tpynnbl manmueHTOB. Tak, uccaegoBaHUe
Brown mokasaJio, uTo BbIKuBaemocThk nociae TT'CK
nanuentoB ¢ TKMH, guarHocTupPOBaHHBIX B IIep-
Bble HeIeJau »KMU3HU, coctaBuyaa 92%, B ToO BpeMsd
KaK Ipu MeguaHe IOCTAHOBKU Auarsosa B 143 mua
BBI’KMBaeMOCTH cocTaBuja auitb 61% [14].

Ho moBbIllIeHHAsA HACTOPOYKEHHOCTH B OTHOIIIE-
Huu [IUJC noskHa OBITH HE TOJBKO Y IIeIUaTPOB,
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KounuecTBo cemeiinbix cayvaes ITU]IIC,

AGc. 4nrcIIo maeHToB

Puc. 4. Pacnpenenenue cemeiinbix ciyuyaes IIN/IC nmo Ho3010-
THYEeCKHM Irpynmnam.
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TKUH CBO X-ATA XI'B cungpom Huitmeren

Puc. 5. Cpoxku mocraHoBKU quarHo3oB y gerei ot 0 mo 10 ser B
OTHEeJNbHBIX HO30J0rnueckux rpynmax ITAC.
Mepuana o603HaUeHA YEPHOM TOJIOCOM.

HO U y TepaleBTOB, HaOJIOJAIONINX HECTAaHIapT-
HOe TeueHHe, B MEPBYIO ouepenb, WHMDPEKI[MOHHBIX
¥ ayTOMMMYHHBIX IIPOIlECCOB y B3pociabix. Tax,
1/5 manueHTOB UCCIeAYeMO IPYIIEI IIPeCTaBIeHA
B3POCJIBIMU. ITO, 6€3YCIOBHO, ABIACTCA SHAUNMBIM
JOCTUIKEHUEM JAaHHOI'O PerucTpa U HMMYHOJIOTHYe-
cKolt cay:K0bI B PP B mtestom. OgHAKO 5TO HaKJIAAbI-
BaeT U cepbe3HbIe 0043aTeIbCTBA, TAK KaK TOJbKO
IPY aJJeKBaTHOM M CBOEBPEMEHHO HAUaTOM JIEYUeHU U
JaHHAas TPYyIIa HaceJeHUsS MOKET COXPAHUTh CBOIO
pabotocmoco6HOCTE [15].

Haske B cTpaHaxX C BBICOKMM YPOBHEM BBISB-
snenusa nanueHTtoB ¢ IINUJIC umeeTr MecTo Ir'MIoOAu-
arHocTUKa rymopaybHbIX medexToB MIC Bo Bcex
BO3pACTHBIX rpymnmnax [4], HA DO KOTOPBIX IIPHU-
xoxuTcs OoJsiee TMOJIOBUHBI Bcex ciaydae ITUIIC,
0cobeHHO Yy B3pocJbix (puc. 2) [10]. B ge6oTe rymo-
PaJbHBIX UMMYHOLE(MDUIIMTOB TAKECTb KJINHUYE-
CKUX MPOSBJIEHUN MOKeT ObITh He TaK BeJINKa, KakK
npu kKomourupoBauubrx [INIC. Kpome aToro, misa
rPYIIIBI TYMOPAJbHBIX Ae()EeKTOB XapaKTepPHBI pas-
HOOOpasHble CPOKM MaHudecranmuu 3a00JeBaHUA
— OT IEPBBIX MECAIEB JKU3HU IO IOMKUJIOT0 Bo3pac-
Ta [16]. IIporzos 3abosieBaHUS 3aBUCUT OT CBOEBpE-
MEHHOTO HayaJja 3aMecTuTeJIbHoH Tepanuu UT'[16].
KosmuecTBO BBISBJIEHHBIX IAI[UEHTOB, OCOOEHHO
B3POCJIOTO BO3pacTta, ¢ AedeKTOM T'yMOPaJIbHOTO
3BeHa VIC ABaseTca cBOeOOPa3HBIM MapKepoM Kaue-

TATbhU
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crBa auarnocturku ITUJC B nemom. B P® mamnuio
KakK sgBHAA T'MIOAMATHOCTUKA I'yMOPAJIbHBIX (DOPM
IINOC (puc. 2), Tak U 3HaAYUMAasA OTCPOUYKA AUATHO-
3a. Tak, 3a pyOeskom Ha BeIABIeHUe X-AT'A yxoaut
B cpexHeM okoJio 1 roga [16], Torga kak B PP ara
nudpa B 3 pasa BbIIlle U paBHA 35 Mec.

Ba'KHOCTB CBOEBPEMEHHOIT ITOCTAHOBKY JUATHO-
3a IOAYEePKUBAeTCcA M TeM (PaKTOM, UTO B AAHHOM
WCCJIeNOBAHUU MBI HPOJEMOHCTPUPOBAJU BHICO-
Kyl cMmepTHOCTL cpexu gereii ¢ IIMIIC mepBbIX
JeT Ku3Hu. Eciim 9KCTpamoJInpoBaTh MOJTydeHHbIe
IaHHBIE, MOKHO TOBOPUTH O TOM, UTO, €CJAM IUA-
rao3 [INJIC He mocTaBJieH CBOEBPEMEHHO, B CBA3U
CO CMEepTeJbHBIMU WHOPEKIUOHHBIMU U IPYTUMU
OCJIOKHEHUAMHU MBI TepsaeM no 30% IMmaimueHToB ¢
TINIC 3a nepBbIii oA UX JKUBHU U 00JI€€ TOJTOBUHBI
— 3a b Jier JKU3HU.

Oco6eHHO 3TO aKTyaJbHO IJIA IAIEHTOB C AUa-
rao3om TKUWH. Bosbiiag Hamekaa HAa M3MeHEHUe
ITaHHOM CHUTyallMMd BO3JaraeTrcAd Ha IIOBCEMECTHOE
HCIIOJIb30BaHME METOa HeOHATAJbHOTO CKPUHUHTA
IINIOC [17], xOTOpHI# ITOCTEIEHHO HAYWHAET BHE-
IPATHCA B OTAeJbHBIX pernoHax Pd [18]. Kpome
9TOr0, BHUMATEJNLHBIH COOp ceMeHHOTo aHaMHesa
qacTo 1mo3BoJideT 3anono3putsk [INJIC y mamueHTOB
0 WU cpasy IIocJie UX POXKAEHUd, ellle O Pa3BU-
TUSA TOJHOU KianHnYeckoi kaptunsl [INJIC. B uacr-
HOCTU, UHGOPMAIUA 0 MJIAJAEHUECKON CMEPTHOCTHU
OT MH(EKINU B JIOO0M ITOKOJEHUU CEMbU IIOMOKET
BOBpPEMsA 3all003PUTH 3a00jIeBaHme y pedeHKa paH-
Hero Bo3pacra. Takum ob6pasom, c60p CeMEeNHOTO
aHaMHe3a U OCBeJOMJIEHHOCTb 0 mpobseme ITHIIC
BajKHBI KaK AJA HEOHATOJIOTOB, TaK U AJA aKyIle-
POB-TUHEKOJIOTOB.

Kpowme Toro, 3HAUNTEIHHOE KOJIHUUECTBO CeMeli-
HBIX CJIyYaeB, BBIABJIEHHBIX C IIOMOIIILIO PETHUCTPA,
IeMOHCTPUPYET Hpo0eMy HU3KOU OCBEIOMJIEHHO-
CTHU KaK Bpaueil, Tak U ceMeli marneHTOB O BOBMOIK-
HOCTAX IIPOBENEHUS IIPeHaTaJIbHOU JUATHOCTUKU
(ITH). Kpaitiae BaskHO MHPOPMUPOBATH POIUTEEH
0 HEOOXOAMMOCTH CEMEMHOT0 KOHCYJIbTUPOBAHUA U
0 BO3MOJKHOCTHU POKAEHUA 3J0POBBIX AETel ¢ TOMO-
b0 tpoBenenus ITH]T.

Takum 00pas3oM, IPOBEJEHHOE WCCJIeTOBaHUE
oKas3ajo, UTO KapAWHAJLHO DPEIIUTh IpodaemMy
IINJIC B PP noMosKeT TOJIBKO KOMILIEKC Mep, Hauu-
Hasd OT pacIIupeHus o0pasoBaTeJIbHBIX IIPOTPAMM
LA Pa3JIMYHBIX MEIUIIMHCKUX CIIEIUAJIUCTOB, (hop-
MUPOBAaHUSA aJeKBaTHOM JiabopaTOpHOI 6ashbl Ay
muarsoctuku [INIIC, sakaHunBas cCO3JaHNEM HOBBIX
OTHeJeHUN [Jid OKa3aHWsA CHenUaJIu3upPOBAaHHON
IIOMOII 9TUM OOJIBHBIM, BKJIIOUAs BO3MOYKHOCTU
nposegerusa TT'CK B pernoHabHBIX IIeHTPax Pd.

3akiIoueHue

C moMombl0 HEJAaBHO CO3JAaHHOTO Perucrpa
IINOC uwamm mpoBeleHA SIUJEMHOJIOTHUYECKAA
XapaKTepUCTUKa POCCUMCKON KOTOPTHI IAI[UEHTOB
¢ ITUNIC, ouepueHbI OCHOBHBIE ITpobaeMbl. [lo mHe-
HUIO aBTOPOB, pabora poccuiickoro peructpa IINIC
CTaHEeT HeOT'hbeMJIEMOH YacThI0 B CTPYKType opra-
HU3aIuM 3APaBOOXPAaHEHUS, 3aadaMu KOTODPOTO
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SABJIAIOTCA YMEHbIIeHNEe MJIaJeHUYeCKON M eTCKOH

CMEPTHOCTHU, IOAJep:KaHue paboTOCIOCOOHOCTH U

BBICOKOT'O KauecTBa KU3HU IIaIlUeHTOB, IIpefoTBpa-

HIeHNe DPa3BUTUA KU3HEYIPOYKAIOIINX COCTOSHUIMI

yTeM CBOEBPEMEHHOM NMAarHOCTUKU U CBOEBPEMEH-

HOT'0 Ha3HAUEHUA NaTOTeHEeTUUYeCKON Tepanuu.
Dunancuposanue: paboma pezucmpa ocyuiecm-

ensemcs 3a cuem QUHAHCOB0L N000ePHCKU KOMNAHULL

«Kedpuon», «Oxmagpapma», «CSL Behring», 61azomeo-

pumenvrozo porda «I100conHyx».
Kongnukxmunmepecos: a6mopbl 3a16uiu 06 omcym-

CMEUU KOHQPIUKMaA UHmMepecos.
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