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JUPEKTOPA MHCTUTYTA T€MATOJIOTUHU, UMMYHOJIOTMU U KJIETOYHBIX TEXHOJIOTHM, 3aBeyoIIas
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Kadenpoii hapmakonorun neguarpuaeckoro dpakynpsrera PHUMY um. H. U. [Tuporosa

3aiinieBa Onbra ButanbeBHa — MOKTOp MEIMUMHCKUX Hayk, mpodeccop, 3aBeayromias
kadeapoit memuarpu  MOCKOBCKOTO — TOCYAapCTBEHHOTO  MEIHKO-CTOMATOJIOTMYECKOTO
VYuuBepcurera uM. A.M. EBgokrumoBa MunucrepcTBa 3apaBooxpanenusi Poccutickoit denepannu
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C muccepranueit MoxHO o3HaKOMUTHCS B Onbmmotexe «HMUL] IT'OU um. Imutpus PoraueBay
Munzapasa Poccun (117997, Mocksa, yin. Camopsl Marmiena, a.1) u Ha caiite
http://www.fnkc.ru

ABTOpedepaT pa3zociaH «__ » 2023 ropa

YueHblil ceKpeTapb IUCCEPTALMOHHOTO COBETA,
JOKTOP MEIULIMHCKUX HAYK H.B. XKykos


http://www.fnkc.ru/

OBILIAA XAPAKTEPUCTHUKA

AKTya.]'ILHOCTB TEMBbI UCCJICTOBAHUA

[MepBuunbic ummyHoaeduiTHBIC cocTosiHus ([TMJIC) — a0 Gonbiias rpyrna MOHOTCHHBIX
3aboneBanuit uMMyHHOM cuctembl (MIC), heHoTunmyeckoe pasHOOOpa3ue KOTOPOM OIpeesieTcs
¢ynkunonanbHbIM nedexkTom nopaxenHoro 3BeHa VC. B nactosmee Bpems Boyaessitor 10
ocuoBubix rpymm ITUJIC [Tangye S.G., 2021]

Yacrora BcTpeyaeMOCTH OTAEIbHBIX Ho3oJornueckux ¢Gopm [MMJIC B Mupe komediercst ot
1 : 6000 no 1 : 100 000 m BO MHOrOM 3aBHUCUT OT METOJOJIOTMH IOJyYEHHUS W aHaIHU3a
unpopmanuu. Pacripocrpanennocts [IMJIC B cTpanax EBpoOIBI CYIIECTBEHHO pa3ivyaeTcs, W
3aBHCUT OT COYETaHUS HKOHOMHYECKOTO OJAromoiy4uss CTpPaHbl W HACTOPOKEHHOCTH B
OTHOIIEHMH UMMyHoAeuuutoB. Haubonbiiee aOCOMOTHOE  YHCIO  MAlUEHTOB U,
COOTBETCTBEHHO, PACIPOCTPAHEHHOCTh PETIOPTUPOBAHBI HEOTHOKPAaTHO BO DpaHInu, T0CTUTAs K
koHIry 2021 roga mupoBoro makcumyma B 8,9 yenosek Ha 100 000 nacenenust [Mahlaoui N., 2017;
Abolhassani H., 2020]. AnanoruuHasi BbICOKasi paclpOCTPaHEHHOCTh HaOoaeTcs B benbrun
(8,6 Ha 100 000 HaceneHus), He3HaunTEeNbHO ycTynaroT LlBeiinapus u Utanus ¢ nokazarensiMu
6,9 u 6,38 Ha 100 000 Hacenenus, coorBerctBenno [ESID reporting website, 2021]. B ocranbHbIX
cTpaHax EBpomnbl pacrpocTpaHeHHOCTh cocTaBisieT oT 2 10 4 yenoBek Ha 100 000 Hacenenus, no
JaHHBIM peructpa EBporeiickoro obiiectBa uMMyHOIeGUIUTHBIX coctosuuii (ESID) [ESID
reporting website, 2021]. B crpanax bmmxuero Bocroka Goinbiias Bctpedaemocts [TUJIC, no
6 : 100 000 genoBek, cBsI3aHa C PACIPOCTPAHCHHOCTHIO OJIM3KOPOJCTBEHHBIX OpaKkoB, BHICOKOM
yactotoi poxaenus nereit ¢ [INJC ¢ ayrTocoMHO-peniecCCUBHBIM TUIIOM HACIEA0BaHUs, OOJIbIIIUM
yuciiom cemerinbix ciaydaeB ITUJIC [Abolhassani H., 2018]. HecmoTps Ha 3HauMMBIi pa3dpoc
1oKazaressl paclpOCTPAaHEHHOCTH, B HACTOSIIEE BpEeMs HE BBI3BIBAET COMHEHHH, 4YTO
pacnpoctpaneHHocts [IMJIC B momynsuuu cocraBiser He meHee 8 — 10 yenosek Ha 100 000
nacenenus [Meyts |, 2021]. Dkcrpamonupyst 3TOT mokasarenb pacnpocrpanennoctd [TUJIC na
HaceneHnue Poccuiickoit denepannn, MOXKHO CIIPOTHO3UPOBATH BEPOSITHOE YHCIO MAIEHTOB C
[MNJIC B PO, koTtopoe cocTaBisieT He MeHee 12 — 14 ThIcSY MalueHTOB.

Bo BceM mMupe 06a3bl TaHHBIX SBISIOTCS €AMHCTBEHHBIM CIIOCOOOM ISt 00bEKTUBHOTO cOOpa
HaKOIJICHUs HMH(OpMaLUs IO pa3IMYHbIM HO30J0rMyeckuMm rpymnnam mnamuentos ¢ ITHMJIC
[Abolhassani H., 2020]. HauGosee »¢pdekTuBHO pabOTAIOT MOMYJIAIUOHHBIC PETHCTPBI,
o0beuHAIOIINE B ce0e JaHHbIC M3 HAIMOHAJIBHBIX PErUCTPOB OoTAeNbHbIX cTpaH [El-Helou S.M.,
2019]. Peructp ESID, nanpumep, cymectByer ¢ 2004 roga u conepXut nHPOPMAIHIO 0 Ooliee
yeM 28 ThIcsiuaxX MAIMEHTOB, MPOXKMUBAIOLIMX HE TOJBKO Ha TeppuTopuu EBpomsl, HO M psna
Oyn3nexalux cTpaH.

Crenenb pa3padoTaAHHOCTH TeMbI HCCJIEI0BAHUS

B Poccuiickon ®@enepanny HEOAHOKPATHO NPEANPUHUMAINCH TIOTIBITKUA CO3aHUsl PETUCTPOB
nanuenToB ¢ [TNJIC, nokanu3oBaHHbBIE HA YPOBHE OTACIBHBIX PETHOHOB, (De/IepaibHBIX IIEHTPOB.
Takue nmpOoeKThI ONMUCHIBAIM NMPEUMYIIECTBEHHO NOCHUTAJIBHBIA ONBIT Pa3pO3HEHHBIX HAYYHBIX
TPYII U HE OTPaXKajlu CUTYAIMIO B LIEJIOM IO CTpaHe, a TakyKe HE OXBATHIBAIA aMOYJIaTOPHBIM
stan Benenus namueHToB ¢ [INJIC. Cuctemarusanus gannbix o manuentax ¢ [IMJIC B PD Geper
ceoe Havyao B 2000 romy, xorga Ha 6asze PJIKb ®I'bOY BO PHUMY um. H.U. IMuporosa
MunznpaBa PO u HUU IT" MunzapaBa P® Obina co3mana mepBasi 2JIEKTpOHHas 6a3a TaHHBIX
ManrueHToB, KoTtopas oobenaunsuia uHpopmaruioo 330 mamuentoB ¢ [IMAC u3z 50 paznmuunbix
PETHOHOB CTpaHbl, OOJIBIIUHCTBO (97%) U3 KOTOPBIX OBUTH 0OCIEAOBAHbI M TOTYyJally JeUeHUe B
onHoM u3 mpoduneHbeix cranuonapoB: PJIKb, HUU UMmmynonorun, MMA um. Cedenosa
[[Tamenko O.E., 2003]. B pe3ymnbrare uccienoBaHusi ObUTM BIEPBBIC IMOJYYEHBI JaHHBIE O



runoanarnoctuke rymopanbHbix [IMJIC, omucana cymniecTBeHHas 3aJep:KKa MMOCTaHOBKU
JMarHo3a u ObLI c/IeNiaH NMEepBBIN mar K onucanuto snuaemuoioruu [TNJC B PO.

OmnbIT coznanus ¥ padoTel 6a3bl nanubix HUU JII" Munsapasa Poccuu Obut mpoaHaan3upoBaH
U yuTéH npu paspaborke peructpa HADIIN/I, ananu3y paboTbl KOTOPOro NOCBSILEHA JaHHAas
pabora.

B 2017 r. mo wunaunumatuBe HamumonampHoW Acconmanuu skcrepToB B oOmactu [TH]]
(HADIIU/) 6bin co3man momyasuuoHHBIA peructp manueHToB ¢ [TMJIC, KOTOphIN ycHeuHo
byukunoHupyeT 1 Ha aBryct 2022 roaa HacuuThiBacT 6oee 4,5 teicsu manuentos [TUIC [http://
https://noepid.ru/registr-pid/registr-pid/]. C ucnonp3oBaHHEeM AaHHBIX PETHCTPA, BKIOYAIOLICTO
noHruTIOAHOE HabmoneHue nanueHTtoB ¢ [TMJIC Bo Bcex cyOwekrax P®d, mpoBeneHa oreHka
AMUIEMUOJIOTHYECKUX U KIIMHUYeckux ocooernHoctelt [T1U]JIC, monmydeHs! nanHbie, HE0O0OX0IUMbIC
JUTSL IPUHSITUST OPTaHU3AIMOHHBIX PELICHHH, TO3BOJSIOIUX YIYUIIUTh JUATHOCTUKY U JICUEHUE
narueHToB Beex BozpactHbIX rpymi ¢ [TMIC [Myxuna A.A., 2020].

ean uccaenoBanusi

[IpoBecT aHanM3 OSIUAECMHOJIOTHYECKHX M KIMHHUYECKUX OCOOEHHOCTEH MEepPBUYHBIX
UMMYHOACPUITUTHBIX COCTOSIHUI B Poccru [T onipeieNieHust Iy TeH YIydIIeHUs TUarHOCTUKA U
JICYEHUS C UCIOJIb30BaHUEM NONyJsiiuoHHOro peructpa HASIIN/,

3agadm ucciiegoBaHus

1. Onpenennth MEIUIMHCKYIO 3HAUUMOCTh Beell rpynmsl [IMIC 1 ux oTaenbHBIX HO30J0THH B
P® B cpaBHeHum ¢ JaHHBIMEH peructpa EBpormeiickoro oOmiectBa MEpBUYHBIX
ummyHoepunutos (ESID).

2. Omnwucars pacnpoctpaneHHOCTh [TNJIC B pa3znuunbix pernoHax P®, BEISIBUTH pernoHaIbHBIE
3aKOHOMEPHOCTH C LeNblo yiayuiieHus BorBiasemoctu [TUIC.

3. OXapaKTCpI/ISOBaTL POXKAACMOCTb, BBIABIIICMOCTL IIAHHCHTOB C HHI[C B KOHTCKCTC
ITaHUPOBAHUSA TCPANICBTUYCCKUX BO3MOXKHOCTCIA.

4. OxapakTepusoBaTh CTPYKTYpy cMepTHOCTH nanuenTtos ¢ [TH/IC.
5. IIpoananusupoBaTh cBoeBpeMeHHOCTb quarHoctuku [T1M/1C B PO.

6. OxapakTepu30oBaTh BHJBI U YaCTOTY MPUMEHEHUS pa3IMuHbIX MeTon0B Tepanuu [11]] B PO,
pa3paboTaTth aJrOpuUTM pacdera MOTPeOHOCTH B TMpemaparax HWMMYHOTJIOOYJIMHOB JUIst
PETYISAPHON 3aMEeCTUTEIHHON TEPAIUU.

Hayqﬂaﬂ HOBH3HA UCCJICIOBAHUA

1. BmepBble Ha OCHOBaHUHU AAHHBIX, HaKOIUIEHHbIX B peructpe HADIIUJ[ B Teuenue 5 ner,
copMHpOBaHa U OXapaKTEpHU30BaHAa pPENpE3eHTATHBHAs KOTOpTa POCCHMCKHUX MAIlEHTOB
JETCKOTO U B3pociioro Bo3pacta ¢ auarHozom [TNJIC, momiexamas CHCTEMHOMY aHAIIM3Y U
CPaBHUTEJLHON OLIEHKE C MEXTyHapoaAHbIM peructpoM ESID.

2. Bmepsrie mpoBeneH noapoOHsenii ananu3 smuaemuonorun [TNJIC B PO Ha Gonboii rpymme
naruenTos ¢ [TMJIC Bcex Bo3pacTos.

3. BmepBble naHa cpaBHHUTENbHAS XapaKTEPUCTUKA PETHMOHAIBHBIX OCOOCHHOCTEH BBISBIICHUS
nanuenToB ¢ [IUJIC B PO.

4. Bnepsole B PO mnposeaena onenka norpedHoctei manuentos ¢ [IMJIC B nexapcTBeHHOM
Teparuy npenaparaMu MMMYHOTJIO0yJTMHOB.



5. COSI[aHHaSI HCTIPCPhIBHAA CHUCTCMaA HAKOIUICHHA HOAHHBIX B PCTUCTPC B TCUCHHUC XU3HU
nmanueHTa obecreynuBaeT HpOCHCKTI/IBHHﬁ MOHHUTOPHHT IMallMCHTa, BOBMOXKHOCTb IIEPECMOTpPa
AuarHo3a U TCPAINCBTHYCCKUX IMOAXOAOB B 3aBUCHUMOCTH OT PE3YJIbTATOB I'CHCTHYCCKOI'O
HCCIICIOBaHUA.

6. Bmepssie B Poccun peann3oBana BO3SMOXKHOCTB ISl HPOCHIEKTUBHOTO (hOPMHUPOBAHUS TPYIIIT
NAleHTOB C pa3nuuHbiMd  penkumu  Gopmamu  IIMJIC nmias uX  mocieayromero
(byHIaMEHTaJILHOTO H3Y4CHHUS.

TeopeaneCKaﬂ H NPAKTHYIECCKaAdA 3 HAYUMOCTDb UCCIICAOBAHUA

1. JeransHo ommcansl snugemuonorndeckue acnektsl [IMJAC, kak B neiaom no PO, tak u no
OTJICIbHBIM PErHOHAM C aKIEHTaMH Ha Haubosee ocTphix mpobiemax nuarnoctuku [TUJC.

2. CdopmynupoBaHbl NMPAKTUUYECKUE 3a/a4yM, PELUICHHE KOTOPHIX HPUBEAET K YIy4IIECHUIO
nuarHocTuky nauueHTos ¢ [IMJIC, ymenbiienuto cmeptHocTH aetei ot ocnoxxnenuit ITMJIC.

3. CO3I[3,HBI HHCTPYMCHTBI UId IMPOCIHCKTUBHOI'O MOHUTOPHUHIA JUAHOCTHUKU ITAIIUCHTOB C
[MNAC u ouenku 5¢G(HEKTUBHOCTH MPOBOJUMBIX MEp, HANpPaBIECHHBIX HA YIydlICHHE
BoisiBiieHus manueHToB ¢ [TMJIC Bcex Bo3pacToB.

4. Pa3paboTan alropuT™M pacyera NOTPEOHOCTH B IMpemapaTax HMMYHOTJIOOYJIWHOB st
peryJsipHOM 3aMECTHTENIbHOW TEeparuM, 4TO MO3BOJIUT MPOBECTH IUTAHUPOBAHUE OFO/KETOB
PErHOHOB U YHUPHUIIMPOBATH Jieuenue rpynmn nauuentos ¢ [TNIC.

MeToa0J10THSl 1 METOAbI HCCIeI0BAHNS

B xone paboThl NpUMEHSUICS KOMIUIEKCHBIH METOJOJOIMUYECKU HOAX0A K H3YYEHHUIO
AMUAEMUOJIOTUH peAkuX 3aboneBaHuii, k KotopsIM oTHOcsATcs [IM/IC. Pabora Hocuia
PETPOCHEKTUBHBIN XapaKTep, aHAIM3UPOBAIMCH IaHHbIE, HAKOIIJICHHbIE B 0a3€ JaHHBIX B TEUCHHE
5 nmer. DOrtanbl paboThl  BKIOYaNIM  (OPMHUPOBAHHME  KOrOpPT  NAIMEHTOB,  BBIOOP
SMHIEMHUOJIOIMYECKUX TIOKa3aTelel U MpoBeJeHNEe aHaI13a Ha OOJIBILIOM YHCIIE NAllMeHTOB.

Ha nepBom stane 6putn cTpatuduimpoBaHbl MaMeHThl Mo Hozonorundeckum dpopmam [TUJIC,
COIJIACHO OOLIETIPUHATON KiaccupuKauu MexXIyHapoAHOTO COK3a HMMYHOJIOTHYECKHX
coobmectB (International Union of Immunologic Societies, IUIS), omnpeaeneHsl rpynimsl
NalMEeHTOB, HEOOXOAUMBIE /Ul aHAJIN3a OCHOBHBIX JAeMorpaduyeckux nokasarenen. Tak xe Juis
aHayn3a JiedeHust nauuenToB ¢ [IMJIC, B yacTHOCTH XapaKTEepUCTUKU 3aMECTUTEIHHON TEpaIuy,
ObUTH COPMHUPOBAHBI OT/IENIbHBIE OATPYIIIBI TAMEHTOB.

Ha BTopom »Tame ObliM BbIOpaHBl M PACCUUTAHBI SMUIAEMHOJIOTHYECKHE MOKA3aTeNH,
XapaKkTepu3ylolue TuarHocTuky u Jjedenue mamueHToB ¢ [IMJIC ¢ P® B menom, a Takxke B
OTIIENbHBIX CyOBeKTax (pemepanuu, ¢ akKIeHTaMH Ha TWHAMUYECKOM M3MEHEHHMU TMoKa3aTenel B
TEUYECHHE HECKOJIbKUX JIET.

Ha tperbem aTane ObUT MpOBEACH KOMIUIEKCHBIA aHAJIA3 AMUAEMHUOJIOTMYECKUX TTOKa3aTenen
C MOCTEAYIOIINM CPAaBHEHHEM IMOTYYEHHBIX PE3YJIbTATOB C 3apYOCKHBIMHU JTAHHBIMU, BBISBJICHBI
pa3inyYHble PErHOHANBHBIE U BO3PACTHBIE OCOOCHHOCTH B OOIIEH HO30JOTHYECKOW CTPYKTYpe
I[MMAC B P® u B qmarHoCcTHYECKUX MOAX0AaX K BbiABiIeHHIO mareHToB ¢ ITMJIC B oTaenbHBIX
pervoHax. Tak e npoBeAeH aHanu3 MeToa0B yeueHus nanueHToB ¢ [INJIC B PO, nana onenka
MOTPEeOHOCTH B IIpernapaTax UMMYHOTJIOOYIMHOB JIJIsl PETYISIPHON 3aMECTUTEIHHOM TepaIuu.

HOJIO)KeHI/IH, BBIHOCMMbI€ HA 3AIIIUTY

1. Pacnpoctpanennocts [IMJIC B PO cocraBnsier 2,09+0,93 na 100 ThIC. HaceneHus . HaCEICHHUS,
4TO B 2-4 pa3za MeHbllIe, 4eM B cTpaHax EBponel u CeBepHOl AMepUKeE.



2. Huskas pacnpoctpanenHocts [IMJC B P® oOycnosinena runomuarnoctukoit IMNJIC B
00JbIIMHCTBE perioHOB PD, B OCHOBHOM 3a CHET B3pOCJBIX MAIMEHTOB C I'yMOpaIbHBIMU
nedeKTaMu UMMYHHOUN CHCTEMBI.

3. Ocob6ennoctu crpykrypsl [IMJIC, ommcanHbie ms Kaxaoro peruoHa P®D, sBisroTcs
OCHOBAHMEM JIsl TPOBEICHUS OPTaHU3aIIMIOHHO-METOAMYECKUX MEPOIIPUATUH 110 YITYUIICHUIO
nuaraoctuku nanueaTos ¢ ITUJIC.

4. JleransHocts npu IIMJIC B P® mnpencraBieHa B OCHOBHOM BBICOKOM CMEPTHOCTBIO OT
ocnoxxHenuit [TMJIC y nereit nmepBbIX JIET )KU3HU. DTOT (DAKT, a TAK)KE MO3IHSSI JHATHOCTUKA
[MUJIC sBasitoTCst OCHOBaHUEM JIJ1sl BBeIeHUsI HeoHaTanbHOro ckpununra Ha [TUJIC B PO.

5. Jlna smuaemuonornudeckorr xapakrepuctuku [IMJIC B pernone cieayeTr HCIOJIB30BATh
HECKOJIbKO TMOKAa3aTelNIei: paclpoCTPaHEHHOCTh, HO30JIOTMYECKYIO U BO3PACTHYIO CTPYKTYPY
[MUJIC, nunamuky BbIsiBieHUs yncia HOBBIX ciydaeB [IMJIC u ananu3 cmeptHocTH. JlaHHBIE
napameTpsl sBIstOTCA 3G HEeKTUBHBIM HHCTpYyMeHTOM MoHHUTOpHHTA [TNJIC B pernonax u B
P® B nenom.

6. C mOMOImBID WHCTPYMEHTOB PETUCTPa BO3MOXKHO IUIAHHUPOBAHUE TMOTPEOHOCTH B
JIEKAPCTBEHHBIX CPEJCTBAX MO OTAEIbHBIM PErMOHAM U CTPAHE B LIEJIOM, UCXOJs U3 TOUHBIX
JAHHBIX O YKCJIE MAIMEHTOB PErMOHA, HY>KIAIOIINXCS B OT/ACIbHBIX BUIAX JICUEHUS, C YIETOM
MIOKAa3aTelsl €KEeTrOJHON BBISIBIIIEMOCTH U cMepTHOCTU nauuenToB ¢ [TN/IC.

CreneHb J10CTOBEPHOCTH M anipodanus padoTsl

CreneHb J1OCTOBEPHOCTH DPE3YJIbTAaTOB JUCCEPTALMU IMOATBEPHKAACTCS OOJIBLIMM YHCIOM
naneHToB (3479) c¢ pasnuuneiMu popmamu ITHMJ] u3 Bcex cyObektoB P®D. Cratmcruyeckas
00paboTKa JaHHBIX IpOBEJeHa C MPUMEHEHHEM CTaHAAPTHBIX MOAXOJI0B OMOMEIUIIMHCKON
CTaTUCTUKU. Penpe3eHTaTuBHOCTh BBHIOOPKH, KOPPEKTHOCTh BBIOPAHHBIX SMUAEMHOIOIMUYECKUX
nokasaresel 1 CpaBHUTEIbHOIO aHAJIN3a 00eCIIeUnBaeT JOCTOBEPHOCTD BHIBOJIOB B COOTBETCTBUU
C MOCTABJIEHHBIMM 3aJjauaMu. BbIBOABI Hccen0BaHus CTPOro 00OCHOBAHbI, OCHOBBIBAIOTCSI Ha
pe3yibTaTax IpOBEJIEHHOI0 UCCIIeI0BAHMUS.

PesynbraTel MccnenoBaHMs MPEICTABICHBI U 00CYXK/IEHBI HA MEKIYHAPOTHBIX H POCCUICKHIX
koH(pepeHImsx B popmate ycTHbIX Aokianos: 18th Biennial Meeting of the European Society for
Immunodeficiencies (r. JIuccabon, 2018r), Ha HayyHO-KiIMHHUYecKOM coBete PI'BY «HMUIL]
JAT'OU nm. Imutpus PoraueBa» Munsapasa Poccun (r. Mocksa, 2018 rox), MexpernoHaabHbIX
cosemanusax HOAT'O (2017-2019r), koHpepeHINN ¢ MEXIyHAPOIHBIM Y4aCTHEM «AKTyaJlbHbIC
BOINPOCHI MEPBUYHBIX MMMYyHOAe(UIUTOB» (r. Munck, 2021), koHdpepenuun «KanHuyeckas
UMMYHOJIOTHS B IPAKTHUKE COBpeMeHHOT0 Bpauay (T. Upkyrck, 2021), kondpepeniun «[lepBuuHbie
UMMYHOJE(QHUINTHI - peikue min yacteie» (r. KpacHosipek, 2022), MexpernoHaabHONH Hay4HO-
paKTHUeCKON KoH(pepeHInH «MyabTUAUCUUMIUIMHAPHBIA MOAXO0JA K JAMAarHOCTUKE U JICYEHUIO
MMMYHO3aBHCHUMBIX 3a0o0sieBaHMiD» (r. YnaH-Y 3, 2022), Ha eXeroJHbIX HayYHO-TIPAKTHUYECKUX
koH(pepenmsix HASIIN/ (r. Mocksa, 2019-2022r).

BHenpenue pe3ybTaToB paéoThbl B IPAKTHKY

COop naHHBIX C MOMOINBIO PETUCTpa BHEAPEH B MPAKTUKY OTACICHUH HMMYHOJOTHH
denepanbnbix 11eHTpoB (PI'BY «HMUILL AI'OU um. [Imutpusi Porauesay Munzapasa Poccun,
OI'BY «'HII Muctutyr mmmyHnonorun» ®MBA Poccnn, P/IKb ®I'60Y BO PHUMY um. H.H.
[TuporoBa MunzapaBa Poccun), mnpoduiabHBIX OTAENEHUN PpErHOHANbHBIX LEHTPOB U
KOHCYJIbTaTUBHBIX OTAEJIEHUH, OKa3bIBalOIMX nomoluns nanuenram ¢ [IMJIC.

EsxeronHo myOiMKYIOTCS OTKPBITHIE aHAIWTHYECKHE OTYETHl MO JaHHBIM peructpa. [lpu
MOJIFOTOBKE BBICTYIJICHUI Ha KOH(GEPEHLNIX U HAaTUCAaHUH HaYYHBIX PaOOT MPOBOJIUTCS aHAIN3
KOTOPT TMAallMEeHTOB MO HEOOXOAMMBIM KAaCTOMU3MPOBAHHBIM NapamerpaMm. AHalu3 JaHHBIX
peructpa ObLI HCMOIb30BaH MPHU MIAHUPOBAHUHU 3aKYIOK MpPErnapaTroB UMMYHOTTIOOYJIMHOB AJist
3aMecTuTeNnbHON Tepanuu B 2022 roxy.



ITyonukanuu mo teme padoTbl

[To Teme auccepTanyu OMyOIUKOBAHBI ACBAThH MEYATHBIX PA0OT B PEICH3UPYEMBIX HAYYHBIX
KypHaJIax, U3 HUX 4 B XKypHajax, BXOISIIMX B IEpeYeHb PEICH3UPYEMbIX HAYYHBIX W3IaHHI
Bricmreli atrecranmmonnoit komuccun (BAK) mpu MuHmCTEpCcTBE HayKu M BBICIIETO OOpa3oBaHUS
Poccwmiickoit ®Deneparyn, 5 B 3apyOeKHBIX JKypHaiaX, WHACKCHPYEMbIX pedepaTHBHBIMHU Oa3aMu
nmaHHBIX Web of Science mm Scopus.

YuacTue aBTOpa B NOJIy4YeHUH Pe3yJIbTATOB MCCJIe10BAHUS

ABTOpOM TMIPOBEAECH aHAIMU3 JIMTEPATYPHBIX JAHHBIX, HOCBALICHHBIX AMHJIEMHOJIOIHU
pazmuuabix popm IIMJAC B mupe. ABTOp ydacTBOBal B pa3pabOTKEe WHIMBHIYaIbHBIX
peructpanronubix kapt (MPK) peructpa u BHeapeHuu paOoThl perucrpa B NpO(UIbHBIX
oTheNneHusIX (heepalbHBIX U PErHOHAIBHBIX KIMHUK P®. ABTOp ocymiecTBisii cOOp W aHAIU3
naHHbIX. COBMECTHO € HAy4YHbIMH PYKOBOJIUTEISIMHM OIPENENEHbl IIeb, 3aJaud U METOJbI
UCCIIEIOBaHMS, pa3padoTaH aJITOPUTM CTATUCTHUECKOW 0OpabOTKH JAHHBIX, MPOAHAIU3UPOBAHBI
pe3yibTaThl UCCIEI0BaHUA, C(HOPMYIMPOBAHBI BEIBOJbI U MPAKTHUECKUE PEKOMEHIAIH. ABTOP
JMYHO MPUHUMAI yyacTue B Beaenuu nauuenTos ¢ [IM/1C, ycoBepiieHcTBOBaHNN (HyHKIIMOHATA
perucrpa, HOIMOJHEHUM PErucTpa JaHHBIMU IAlMEHTOB, a TaKKe B pa3pabOTKe aJropuTMOB
aHaJM3a HaKOTUIEHHOW MH(OPMAaLIUH.

CTpykKTypa u 00beM JuccepTAlUU

Huccepranuonnas pabota u3noxeHa Ha 146 cTpaHMIIax MEYaTHOTO TEKCTA U BKJIIOYAET B ce0s
CJIEIyIOIIME pa3/ielibl: BBEJIEHHUE (COCTOSIEE U3 aKTyaIbHOCTH MTPOOIIEMBI, 1IeJIeH, 3a]1a4, Hay4YHOU
HOBU3HBI, NPAKTHMYECKOM 3HAYUMOCTH M BHEIPEHUS pE3yJIbTaTOB B MPAKTUKY), 0030p
JTUTEPaTyphl, MaTepHaAIbl U METOJAbl MCCIEIOBAHUA, PE3yJIbTaThl, OOCYXKICHHE IMOTYYECHHBIX
pE3yNIbTaTOB, BHIBOJIBI M YKa3aTessl UCIOIb3YeMOMN JIUTEPATYPHI.

PaGora mpownmroctpupoBana 5 TabiumaMu u 29 pUCYHKaMH, COIEPKHUT MPHUIOKCHHUE C 2
TaOIUIIAMU.

bubnmorpadus conepxur 142 cchuiku, B TOM 4ucie 17 0Te4eCTBEHHBIX HCTOYHHUKOB U 125
Ha MHOCTPAHHBIX S3bIKAX.



COJIEP2)KAHUE PABOTEI
MATEPHUAJIBI U METOAbI NCCJIEAOBAHUA
ITanueHTHI

B anaim3 ObutM BKJIIOYEHBI JaHHBIC 3479 MAlMEHTOB, HAKOIUICHHBIE 3a BECh IEPHOJ
cymectBoBanusi peructpa ¢ 01.05.2017 mo 15.05.2021 rr. B xaxaom ciywyae nuarno3 [TUJC
yCTaHaBIIMBAJICS HA OCHOBAaHUM KJIMHHUKO-TA00PATOPHBIX TaHHBIX B COOTBETCTBUE C KPUTEPUIMU
EBponeiickoro o6mectBa ummyHoneduuutoB (ESID). B wuccnemoBanne ObuM BKIIOYEHBI
nanueHTsl co Bcemu hopmamu [TMJ]C, kpome manueHToB ¢ JUarHo3aMu CeJIEKTHBHBIN JeUIIAT
SIQA u TpaH3UTOpHas MIIaJIEHYECKass THUIOraMMarioOyJuHEMUs B CBS3H C TEM, YTO JaHHBIC
dopmer TIUJIC B Buay CYyOKIMHUYECKOTO TEUEHHUS U OTCYTCTBHUSI MOTPEOHOCTH B Tepamnuu
PETUCTPHUPYIOTCSI YACTHYHO U MOATOMY HE IMOJIEKAT CUCTEeMAaTHYSCKOMY aHanmu3y. Tak ke u3
BBIOOPKU ObUIH UCKITIOYEHBI PETPOCIIEKTUBHBIE JaHHbIE O MaleHTax, ymepimux 10 2000 rona.

@®opMHUPOBaHNE KOTOPT

JdemMorpadguyeckasi xapakTepuCTHKA
Yucno B3pocibix nanueHToB (cTapiie 18 jieT) Ha gaty aHaiau3a onpeessiiioch TOJIBKO CPpeau
MNAIMEHTOB C KU3HEHHBIM CTATyCOM <OKUB». [lalueHThl, BBIOBIBIIME W3-TI07] HAOIIOACHUS,
UCKJTFOUEHBI U3 (POPMHUPOBAHUS KOTOPTHI «B3POCIBIXY.
[Tpu ananu3e cMepTHOCTH ObLIM UCKJIFOUYEHBI BCE MAIIUEHTHI, BRIOBIBILNE M3-T10]] HAOTIOACHUS
WM HE UMEIONINE aKTYaIbHONH MH(POPMAIIUHU B TCUCHHE ITOCIICTHETO rO/Ia.

Hemorpaduueckuii aHanuM3 yMepIIMX MaIlMEHTOB MPOBOIWICS TOJNbKO ans 229 uz 274
NAIMEHTOB C U3BECTHOM AaTON CMEPTH, IMarHo3 KOTOpbIM ObuI mocTaBieH A0 18 ner. [Ipuunnamu
YMEHbILIEHUSI BEIOOPKH SBIISIIOCH, BO-TIEPBBIX, OTCYTCTBUE TOUYHBIX JaT CMEPTH y YacTu aerei (37
YEeJIOBEK) M BCEX B3pOCIBIX, @& BO-BTOPHIX, MaJO€ YHUCJIO [ALUEHTOB, KOTOPHIM JTUArHo3
ycraHoBJjeH nocie 18 et (8 yenosek).

Tepanus nanuentos ¢ [INC
B ananu3 gansbix o tepanuu nanueHToB ¢ [TMJIC Obln BKIIIOUEHBI TOJIBKO MAIlMEHTHI,
UMEIOLINe JaHHbIE O TEepanuy, MalUeHThl 0€3 yKa3aHWW O IMPOBOJUMOM JIEUYEHUH OBLIU
VCKJIIOYEHBI.

Jlnst netanbHOM XapaKTEpHCTHKU 3aMecTtuTenbHoi Tepanuu BBUILT Owima chopmupoBana
MOJArpYIIa MalueHTOB, COCTOsAIIAs U3 B3pociblX U Aered ¢ auarHo3oM ITMJIC u3 12 perrnonos
P® (Anraiickuit  kpail, ApxaHrenbckas o6nactb, Bomoroackas oGmacte, Mocksa,
Hwxeropoackas obnacts, Pecniybnnka bamkoproctan, Pa3anckas o6nacts, PoctoBekast 061acts,
CaepanoBckast o01acts, CTaBponoyibCKuit Kpaii, TromeHcKkas 00actb, AApocnaBckas obmacts). C
MOMOIIBIO JIOTIOJIHUTENILHOTO aHKETUPOBaHMs ObUT MIPOBEAECH PETPOCIIEKTUBHBIA cOOp JAHHBIX C
yKa3aHWEM Ha3BaHUM U paKTUUYECKUX J103 IPENapaToB, KOTOPHIE MALMEHTHI MOJIy4aad B TEUEHHE
2017-2020 rr. Kpome 3toro Obla coOpaHa MHGOpMALUSA O PErYISIPHOCTH TEpaNuu, 3HAYCHUSIX
npeaTpaHc(y3MOHHBIX KOHIIEHTPAIM CHIBOPOTOYHBIX IJG W TEepeHOCMMOCTH IMPOBOANMON
TEPAINH.

Onenka npeaTpancy3nOHHOTO YPOBHSI CHIBOPOTOYHBIX MMMYHOITIOOYJIIMHOB MPOBOJNIACH
TOJILKO CPEJIM MAIIMEHTOB C Ae(heKTaMu 'yMOPaJIbHOTO 3BE€HA, C (DaKTUYECKOM 4acTOTOM BBEIACHUS
BBUI' 1 pa3 B 4 nengenu B cpennerr noze BBUILT 0,5 r/kr. [lo6ouHble peaknuu Ha BBEICHUE
npenapatoB BBUI' oniennBanuce kak COOTHOILIEHHE YUCIIa PEaKIMid K YUCITy HHY3UH penapara
3a nepuo] HaOIIOACHUS U BhIPAXKaJIMCh B IPOLIEHTAX.



OueHka noTpe0OHOCTH B NMpenapaTax UMMYHOIJI00yJIHHOB
Pacuer HeoOXOaUMBIX OOBEMOB TMpenapaToB HWMMYHOTJIOOYJIMHOB [IJIsi  ITAIIMEHTOB,
HYKJAIOIIMXCS B PETYJIIPHOM 3aMECTUTENIbHOM Tepanuu, MPOBOIUICS Ha BHIOOPKE C J€TalbHOU
xapakrepuctukor Tepanuu BBUI' u Hanmmunem napopmanuu o GakKTHUECKOM Bece MalMeHTa U
no3zax BBUI ¢ 2017 mo 2020 rr. st pacuera 06bemoB npenapatoB BBUI™ HeoOXoauMbIX Ha TOA
Tepanuy ObLIO UCIIOJI30BAHO OOIIEe YHCIIO ACTEH M B3POCIBIX BRIOOPKH M cpenHue 10361 BBUI
Ha OJJTHO BBEJICHUE /JISl KaX/10M U3 ABYX BO3PACTHBIX I'PYIII COOTBETCTBEHHO.

Cpennsis noza BBUI', HeoOxomumasi Ha OJHO BBEIEHHE, PACCUMTHIBAJIACH KaK CpelHee
apu(MeTHUECKOe BCEX €KEMECSUHBIX 103 IIPENapaToB, BBEACHHBIX JIETSIM U B3POCIIBIM B TEUECHHUE

Tpex JyieT, ¢ 2017 mo 2020 rr. Obmiee yucio nomkeHcTByromux nHpy3uit BBUI B roj cocrasisier
13.

JUis K101 BO3pacTHOM IPyIIIbI pacyeT 0ObeMa Teparuu He0OX0JMMOM Ha T/l IPOBOIMIICS
no ¢opmyne: cpenusisi noza BBUI' B rpammax Ha onHo BBeaeHue * 13 BBeaeHud * ymcio
HalMEHTOB.

Metoasbl ucciie10BaHUA
Ju3aiiH perucrpa

JlaHHble  DAIMEHTOB  BHOCATCS  OHJIAH B pa3pa0OTaHHYI0  HMHJUBUIYaJIbHYIO
peructpaunonnyto  kapty (MPK), co3mannyio ¢ yderom Bcero  MHOrooOpasus
AIUAEMUOJIOTMYECKUX, KIMHUYEeCKMX M TepaneBTuueckux acnekroB [INJIC. Crpykrypa u
HanonHenne MPK obcyxnanuch u ObUIM BamUAMPOBAHBI KOJUIEKTUBOM HKCIIEPTOB B 00JIACTH
[MUJC. UPK comepxuT paszzmensl Aisi BHECEHHS MH(OpMAIUM O JeMOTrpapUuecKuX ITaHHBIX,
JIUarHo3e, pe3yjabTaTax TeHETHMYECKUX HCCIEIOBAHUM, KIMHUKO-ITa00paTOPHBIX JaHHBIX H
jaedyeHuu. [l cucremMaTH3aluM JAHHBIX PErUCTP COAEPKUT IOJHBIM IPEeIHACTPOCHHBIN
pyOpHUKaTOp AMAarHO30B B COOTBETCTBHH ¢ MEXKAyHapoHoi kinaccudpukanuent 1UIS, ocHoBanHOIM
Ha WJCHTU(UKAMH TeHETHYECKOro NedekTa W OOHOBISEMOH M0 Mepe MOIOJHEHHS HayYHBIX
3HaHui o renerndeckoit mpupoae [TNJC. Coop undopmanuu npoBoautcs B peruonax PO cpenu
MalMeHTOB BCeX Bo3pacToB ¢ auarHoctupoBaHHbM [IWMJIC, BxiIOwass TreHETHYECKU
HeBEepUPHUIIMPOBAHHBIE HA MOMEHT perucTpanuu ¢Gopmbl. IS MOHHUTOPHHTa JAaHHBIX B
JIOJITOCPOYHOM TMepCreKTUBE HHGOPMAIIHS O TAIMEHTE eXEeroHo o0HOoBsIeTcs. OOs3aTeIbHBIM
YCIIOBUEM BKJIKOYEHUSI B PETUCTP CIYXHUT MOANHCAHUE MAalUUEHTOM WM 3aKOHHBIM
IpeJICTaBUTeNIeM HH()OPMHUPOBAHHOIO COTJIacHsi, B COOTBETCTBUU ¢ DenepanbHbIM 3akoHOM "O
nepcoHaybHbIX AaHHBIX" 0T 27.07.2006 N 152-@3. /locTyn K AaHHBIM Bpad-y4acTHUK PETUCTPa
OCYIIECTBIISIET C MCIOJb30BAaHUEM WHJMBUIYaJIbHOIO JIOTMHA M mapoiisi. JlocTyn K JaHHBIM
MAalKUEeHTOB CTPOr0 CTPYKTYPUPOBAH, U BPau-y4aCTHUK PETUCTPA UMEET MTPaBO JOCTYIA K JAHHBIM
ONpEAENIEHHbIX MPEIBAPUTENBHO CTPAaTU(QUIMPOBAHHBIM TIpYyNIaM [alUeHTOB. AHamu3
CTaTUCTUYECKUX JIaHHBIX MPOBOAMTCA PETYJISAPHO, U BpAuUM-YYaCTHUKU HMEIOT JOCTYN K
OTYETHOCTHU O pabOTe perucTpa B MOJIHOM oObeMe. TexHuueckas moJiepKKa U MpeloCcTaBIeHue
JIOCTyTIa K OHJIAaWH perucTpy ocymiectsisiercs |T-koMmmanueil - ornepaTopoM MepPCOHATBHBIX
JAHHBIX B CTPOTOM COOTBETCTBMM 3akoHonaTenscTBy P®. Pabora perucrpa omobpena
HezaBucumbiMm stnyeckum komutetom DOI'BY «HMUIL JAT'OU um. dmutpusi PoraueBay
Munszapasa Poccun Ne 25/2-20 ot 19.03.2020.

ObocHoBaHMe BBIOOPA INIMIEMHOJIOTHYECKHX MOKa3aTe el

Hcropruyeckn SmUAEMHONOTHIO Op(aHHBIX 3abosieBaHUi, kK KoTopbiM oTHocsTces ITU]IC,
OTMHUCHIBAIOT TMPU TIOMOIIM HECKOJbKHX TIOKa3aTeNiel: paclpoCTpaHeHHOCTh (prevalence),
3aboneBaeMocTsb (incidence), poxkaaemocts (birth prevalence), neraaprocts [Mason C.A., 2005].
B Hacrosmiem wuccieoBaHUM TPHUHATO PpELICHHE HCHOJIb30BaTh TOHATHE KyMYJISITUBHOU
pacIpoCTPaHEHHOCTH, KOTOpOE TPUMEHseTcss B OOJBIIMHCTBE pPabOT, OMMCHIBAIOIIUX
sruemuonioruto [IMJIC [Abolhassani H., 2020]. B cBs3u ¢ tem, uro mirs mammentos ¢ [TUJIC
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XapaKTepHBI TO3JHSS JAMATHOCTUKA M BBICOKHH YPOBEHb CMEPTHOCTH, [UIS OIHCAHUS
SMHUIEMUOJIOTHA HapaBHE C IMOHITHEM PacIpOCTPAHEHHOCTh B JAHHOW pabOTe HCIOIB3YeTCs
MOKAa3aTelb POXKIAEMOCTH, KOTOPBIM pPACCUUTHIBACTCS 110 PETPOCTICKTUBHBIM JTaHHBIM 3a
HECKOJIbKO JIeT. B cBsi3m ¢ Tem, 4To TepMuH 3abosieBaeMocTh (incidence) B PYyCCKOSI3BIYHOM
JTUTEepaType He MPUMEHUM K op(aHHBIM 3a00JIeBaHUSM, B HACTOSIIEH paboTe ISl OmpeacTieHuUs
YacTOThI TUArHOCTUKHU TIEPBUYHBIX CITy4acB MPEJIOKECH TEPMUH BBISBISIEMOCTb.

OnpeneseHusi perucTpUPyeMbIX IMUAEMHOJIOTHYECKHX NTOKAa3aTe el

PacripocTpaHeHHOCTh — COOTHOIIEHHE OOIIETO YHCIa 3aperHCTPUPOBAHHBIX MAIMEHTOB C
[MNJC u uucnenHoctu HaceneHus, B mepecuere Ha 100 000 wnacenenus. [ns pacuera
pPacHpOCTPaHEHHOCTH, KaK KyMYJISITUBHOTO TOKa3aTelsl, B OOIIEe YHCIIO MAlIeHTOB BKIIOYCHEI
KaK JKMBbIE, TaK U YMEpIIME MAlMEHTh, AuarHoctupoBannblie B Poccuu ¢ 1990 rona.

PoxxmaeMoCcTh — COOTHOLIEHHE KOJIMYEeCTBA poxaeHHbIX mnanueHToB ¢ I[IMJIC u yucna
HOBOpoOXJeHHBIX B PD, B nepecuere Ha 100 000, 3a onpeneneHHbIN NEpUOL BPEMEHH.

BrisiBi1sieMOCTh — COOTHOIIIEHHE KOJTMYECTBO BIiepBbie ycTaHOBIeHHBIX citydaeB [TMJIC 3a roa
K YMCIIEHHOCTH HACEJICHUS CTPAHbI/PETUOHA 32 TO/I.

YacToTa BBISIBJICHUS] HOBBIX CIIy4aeB — YUCIIO BIIEPBbIC IMArHOCTHPOBAHHBIX MAI[ICHTOB B I'OJT
Ha 100 000 nHaceneHus.

E)KGFOI[HaH JICTAJIBHOCTD — COOTHOHICHUC YUCJIa YMCPIIUX IMANUCHTOB B TCKYILIEM IOAy U
YHuCiia )KUBBIX MAIMUCHTOB, U3BCCTHLIX K 3TOMY Iroay.

KYMyJIFITI/IBHaSI JICTAJIBHOCTh — COOTHOLICHHWEC CYMMbI 4YHMCJIa BCCX MTOTHOIINX NalMECHTOB U
YHUCITY BCECX JKUBBIX IMAIIUCHTOB, U3BCCTHLIX K 3TOMY I'OY.

3ajepKKa IOCTAaHOBKM JHMarHo3a BBIUMCIAIACh KaK pa3HUIA MEXIy NepBOMl aaroi
noctaHoBku guarnoza [IMJIC u paToil mOsBIEHUS TEPBBIX KIMHUYECKUX CHMIITOMOB
3a00JIeBaHusl, COTJIACHO METUIIMHCKOM TOKYMEHTAIlUU MallHeHTA.

CraTucruyeckasi 00padoTka JaHHBIX

Brirpy3ka paHHbBIX M3 perucrpa Uil HPOBEICHMS] CTaTHUCTHYECKOrO0 aHajau3a JaHHBIX
BhInosiHeHa B utoje 2021 roxa. Cratuctuyeckas oOpaboTKa MOJYyYEHHBIX JaHHBIX MPOBOANIACH
¢ nomompto nporpaMmMmbl XLSTAT 2015 (“Addinsoft”, ®panuus). [Ins xapakTepucTHKU
AMUJIEMHOIOTHYECKUX [OKa3aTeneil (pacnpocTpaHEeHHOCTh, IUIOTHOCTb HAceJleHUus U T.1.)
UCIIOJIb30BaHbl  METOJbl  ONMHCATENbHOM CTATUCTUKU. [[nsi BBIOOPOK C  HOpMaibHBIM
pacrpeneeHueM UCIIONb30BaHbl CPEIHEE U CTAHAAPTHOE OTKIIOHEHHUE, B CIIy4asiX OTKIOHEHUS OT
HOPMAJIBHOTO PacIpeAcsICHNs] - MEIMaHa, MUHUMYM, MAKCUMyM W KBapTwin. KareropuanbHeie
nepeMeHHble npezcTaBieHbl yactotamu (%). s onpeneneHus TMHEHHON CBSI3M MEXIY JABYMS
napaMeTpUIECKUMHU TIOKa3aTessIMU HCIIOIb30BaH KpuTepuid koppesiuu [Tupcona (r).  dus
OIpEIEICHUs CTATUCTUYECKOW CBA3M MEXKIY [IBYMs HENApaMETPUYECKUMU IIOKa3aTeasiMu
UCIIONIb30BAJICS.  PAHTOBBIA  KputTepuit  koppeisiuuu  Crmpmena  (rS).  [ns  cpaBHEHUs
HermapaMeTpUyecKuX Ioka3aTeneil Obul ucnonb3oBaH U-tect ManH-YutHu. J{ns cpaBHEHMS
CTaTUCTUYECKOM 3HAUMMOCTH Pa3iMuuil MEXIy IBYMs KaTeropuajJbHbIMU NMEPEMEHHBIMHU ObLI
UCIIOJIB30BaH TOYHBIA Kkpurepui duinepa. Pasninuus Mex1y CpaBHUBAaeMbIMU I1apaMeTpaMu
CUUTAINCHh CTATUCTUYECKU 3HAYUMBIMU IIpH 3HaYeHuH p < 0,05.



PE3YJIBTATBI UCCJIEJOBAHUA

O01mas xapaKkTepucTHKA NAIHEHTOB

Huarno3 2814 u3 3479 (80,8%) mammenTaMm OBUT MOCTABIIEH IO MECTY JKUTEIHCTBA W/WIIH
MOJTBEPK/ICH B MPOPIIEHOM HMMYHOJIOTHYECKOM OTICIICHUH OJTHOTO U3 (peiepalibHbIX IIEHTPOB
BO BpEMs TOCIUTAIM3AIMU TAlMeHTa, aMmOyJaTOPHOH WM 3a09YHOH TelleMeIUIIUTHCKON
KoHcynbTauu. Ha MmomeHT noctanoBku auarnosa 2548 uz 3479 (73,2%) — netu mnanme 18 ner,
octanbHble 931 (26,8%) — B3pocnbie. Ha MOMeHT Hauana aHanu3a AaHHbIX, 272 (7,8%) nauuenrta
ymepiau, 2767 (79,5%) xuBsl, xku3HeHHbIN cTatyc y 440 (12,6%) nanueHToB paclieHUBAJICS Kak
«BBIOBUT M3-TI0J] HAOJIOJACHUS» B CBSI3U C OTCYTCTBUEM JIaHHBIX O COCTOSIHUM B TCUYCHHE
nocienHero roaa. Crapme 18 et u3 2767 xuBbix nauueHToB Obu1o 883 yenoseka (31,9%). U3
oOurero uncna nanueHToB 1418 (40,7%) — sxenckoro nona, 2061 (59,2%) — Mmyxckoro.

Ho3zoaornveckas crpykrypa IIMJIC B P®

B poccuiickoii monmynsnuMy TMpeACTaBICHBl BCE OMUCAHHBIE K HACTOSINEMY JHIO TPYIIIBI
NEPBUYHBIX MMMYHOIEeDUIUTHBIX cocTtosiHuid (Pucynok 1). HaumOousbliee 4uciio manueHTOB
OTHOCHUTCS K rpynnam cuaapomManbHbiX U rymopanbHbix ITMIC (736 (21%) 1 676 (19%) yenosex,
COOTBETCTBEHHO). Ha BTOpoM MecTe 1o 4acToTe BCTPEYaeMOCTH HAXOISATCS ayTOBOCHIAIUTEIILHBIC
3aboneBanus (AB3) u gedekrst kommuiementa (477 (14%) wen. u 414 (12%) wuen.,
cooTBeTcTBeHHO). Ha TperbeM mecte - rpynmbl aedextsl daronurto3a (305 (9%) dven.) u
komOuHupoBaHHslie [INJIC (300 (9%) uen.). 'pynna MMMYHHOHN AMCperysisuuu BKIrO4aeT 245
(7%) nmaumentoB. Hambonee penxkumu, He 6omnee 1% Bcell KOTrOpTHI, SIBISIOTCS MallUEHTHI C
nedexramu BpoxaeHHoro uMmyHuteta (51 yenosek). K rpynme nequdepenumponannsix [TMJIC
OTHOCHTCS TOCTATOYHO OOJIBIIOE YUCIIO MarueHToB (275 (8%) uenosex).

Jedektol koMmnnemenTa; 414; 12%

AB3; 477;14%
Nedertol daroumtosa; 305; 9%

KomBuHuposaHHbie MWL
300; 9%

l'ymopanbHble MW; 676; 19%
nma,

HeanddePUHUMPOBAHHDINR;
275:8%

MMMYHHaRA AUCPeryNaUms;
245;7%

[ledeKTbl BPOKAEHHOTO

-736-219
CuHapomaneHele MUL; 736; 21% UMMyHTETa; 51; 1%

Pucynoxk 1 - Hozonoruueckas crpykrypa [TNJIC B P®

Haub6onemee uncno nanuentos ¢ [INJIC B PO otHocutcs k rpymnmne cunapomanbabix [TUC
(21%), cpeau KOTOPBIX CaMbIMU YaCTBIMU COCTOSIHUSIMH ObUTH - cuHIpoM J{umxopxu (196 yen.),
curpom Buckorra-Ongpuya (161 ven.), cunapom Jlyu-bap (142 gen.) u cungpom Huiimeren (99
yen.). Ha BTopom mecte mo yactore BcTpedaeMocTH HaxoasaTcs: rymopanbubie [IMAC (19%) 3a
cuet Oompmoro uncia naueHToB ¢ OBUH (349 uen.) u X-cuerieHHoi araMmmMarao0yInHeMUu
(172 gen.). Ha Tpetbem mMecTe HaxosaTcs AedekTsl koMmrieMenTa (3a caetr HAO, 401 manuenT) u
rereporeHHas rpynna AB3, coctaBias no 12% u 14%, coorBeTcTBeHHO. YHCI0 MalMeHTOB ¢
HAO 1 tuna, o0yciioBieHHBIM KonmdecTBeHHBIM nedumurom Cl mHrHOuTOpa, BKIOYano 329
yenoBek, ¢ HAO 2 Ttumna, ¢ GpyHKImoHanbHEIM AedexkTom OenkoBoit Monekyasl C1 uHruOuTopa
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(30 uenosex). Jledhektsl arorurosa (9%) npencTaBieHbl MPEUMYIIECTBEHHO maiueHTamu ¢ XI'b
(157 wen.) u TBH (133 uen.). I'pynna kom6unupoBanusix [TNJIC (9%) BkiItoyaeT maieHToB C
TKHWH (163 gyen.) u KUH (137 gen.). HanbGosiee peAKUMU B KOTOPTE POCCUNUCKUX MAITUEHTOB ObLIN
COCTOSTHUSI MUMMYHHOM gucperyisuuu (7%) u BpoxIeHHBIX nedekroB ummyHurera (1%).
I'maBHOE oTnmune Ho3oaoruueckor cTpykTypsl IIMJIC B P® no cpaBHEHUIO ¢ €BpONENCKUMU U
mupoBbiMU AanabiME [Meyts 1., 2021; Scheible R., 2019; Lopes J.P., 2020] 3axitouaetcst B HU3KOM
YaCcTOTE BBISBIICHUS T'yMOPAIBHBIX JEPEKTOB y POCCHICKUX IMAIMEHTOB 3a CYET MAJIOTO YHCIia
nanuenToB ¢ OBUH crapie 18 ner.

['enetnueckue ae(eKThl, NPUBOAALINE K PA3BUTHIO IEPBHYHOIO HMMYHOACHUIIUTHOTO
cocTosiHus, Haiaenol y 1628 u3z 3479 (49,0%) mauuentoB. Dtronmorndeckas mpupoaa [THIC
pacmdpoBana y 6onbimHcTBa (10 76%) manueHToB ¢ cuHapoManbHbiMu (opmamu [TUJIC u
nedexramu (paronuTosa, camas Hu3Kas 10 (25%) MalueHTOB ¢ YTOYHEHHBIM M€HETUYECKUM
nedexToM Habmoanacey B rpynne rymopansusix [TM/IC.

CeMeliHbIi aHaMHE3 PACLIEHUBAJICS KaK OTATOLIEHHBIM y TPETH MalMEHTOB BCEl BBIOOPKHU
(1032 u3 3479 nauuenTos; 29,7%): 499 nanmuenTtoB peructpa umenu poacrsennuka ¢ [IMJIC u
OTHeceHbl K ceMmelHbIM ciydasm (14,9%), y 47 (1,3%) manueHTOB pPOAMTENU COCTOSUIH B
O3KOpoiIcTBEHHOM Opake. Cpenu BceX MAIMEHTOB C OTSATOUIEHHBIM CEMEHHBIM aHAMHE30M Y
yeTBepTH narueHtoB (263 u3 1032 yen.; 25%) ObLIM ciydyau cMmepTed JeTeil B CeMbe IO
IIPUYMHAM, KOTOPbIE MOTJIM PETPOCIIEKTUBHO pacueHuBarbes kak [TMJC.

Pacnpocrpanennocts IIUJAC B peruonax P®

[Mammentsr ¢ [IMJC 3aperucTpupoBaHbl BO BceX (hefepalibHBIX OKpyrax, 3a MCKIIOYCHHUEM
Uykorckoro aBTOHOMHOTO Okpyra. Cpeansis pacnpoctpaneHHocts [IMJIC B P® cocraBuna
2,09+0,93 ma 100 ThIc. HacemeHUs, YTO COOTBETCTBYET YACTOTE BCTpeyaemocTd 1 Ha 48 ThIC.
yenoBek. OTMmeuancs pa30opoc Mmokaszaress pacIpOoCTPaHEHHOCTH U MO (elepallbHbIM OKpyram
(1,4-3,7 na 100 TbIC), ¥ MO oTaenbHbIM pernonam (0,3-5,0 na 100 Tbic.). Huskue mokasartenu
pacmnpocTpaHeHHOCTH  oTMeueHbl B Cubupckom  denepanbHom  okpyre (CDPO) wu
JanbaeBocTouHoM (enepanbHoMm okpyre (JIABO) — 1,4 u 1,7 na 100 ThIC, COOTBETCTBEHHO.
MaxkcuManbHbI  TIOKa3aTenb pacnpoctpanéHHoctd 3,7 Ha 100 ThIC. 3adUKCHpOBaH B
LentpansHom denepanibaoMm  okpyre (LIPO). B  ocranmpHBIX (emeparbHBIX  OKpyrax
pacmpocTpaHeHHOCTh Oblta cpenneit - 1,8-2,1 na 100 ThIc. HaceneHUs.

Bricokunii mokazarens pacnpoctpaneHHoctd [IMJIC (Bemme Q3 2,63 wa 100 TBIC)
3auxcupoBaH B 22 peruoHax P®d, kak B KpyIHbBIX peTHOHAX ¢ YMCICHHOCTBIO HaceleHus bonee
1,5 muH. yenoek (MockBe — 4,95 na 100 ThIC., MOCKoBckoit obnactu - 3,81 Ha 100 ThHIC;
pecniyonuke bamkopTocTa - 3,31 Ha 100 Thic 1 Tatapceran - 2,65 Ha 100 ThIC, IIepmckoM kpae —
2,8 ma 100 teIc; UpKyTckom kpae - 2,65 ra 100 Thic 1 pecrryonuke Xakacuu — 2,63 Ha 100 ThIC.)
Tak u B obnactsax PO c HaceneHneM He MpeBbIIIAIOMMM 1,5 MITH uenoBek — SIpocnaBckoit - 4,2
Ha 100 TbIC., TBepckoii - 4,0 Ha 100 THIC, Tynbckoit - 3,5 Ha 100 ThIC., bpsinckoit — 3,21 wa 100
thic, Kamyxkckoir 3,1 Ha 100 Teic, Opnosckoit 2,9 Ha 100 tbIc, JIuneuxoit 2,84 na 100 ThIC,
TamboBckoit - 2,8 Ha 100 ThIc, KocTpoMmckoit 2,71 Ha 100 ThIc. Bricokast pacnpocTpaHEeHHOCTh
3aukcupoBaHa Takke B permoHax Cepepo-3amagHoro ¢enepaiabHoro okpyra (C3PO0):
Bonorozackoii - 3,8 Ha 100 Teic. 1 Mypmanckoit - 3,5 Ha 100 Teic. 1 ApXaHTeabCKO# 00macTax —
3,3 ma 100 TeIC; a Tak ke B eTUHUYHBIX peruoHax apyrux PO: HOxuoro ®O (FODPO) —
pecnyonnke Kanmbikun — 2,96 Ha 100 Thic, lansaeBocTounoro @O (JPO) pecnybnuke byparuu
2,63 na 100 teIC. (PucyHOK 2).
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Pucynok 2 - Pactipoctpanennocts [IMJIC u uncneHHOCTh HaceneHus no peruoHam P®

Huskas pactipoctpanennocts (Huxe Q1 1,48 na 100 Thic.) Habmoganack B 21 u3 84 cyObeKTOB
P®, B ToM umcne 11 kpynHbIx pernoHax-mwuimoHHukax: Huxeropoackoit m CapaToBckoi
obmactsax [P0, Yensounackoit odmactu 1 XMAO YOO, pecniyomuke Kpsim 1 Bonrorpanckoi
obnactsax FO®O, mectu u3 gecaru peruoHoB COO — Antaiickom kpae u KemepoBckoid,
HoBocubupckoi, KpacHosipckux obnactsix, a rakxe [Ipumopckom kpae JJPO (PucyHok 2).

[Ipu conocrapienun adcomoTHOTO uKcia nanueHtoB ¢ [TMJIC u mioTHOCTH HaceleHus 1Mo
cyobektam PO mokaszaHo, 4ToO YMCIIO AUAarHOCTHPOBaHHBIX manueHToB ¢ [TM/IC He koppenupyet
¢ wrotHocThio Hacenenus (r=0,535 p<0,0001). Pacnpocrpanennocts [TM/IC He 3aBucena ot
yuciieHHOCTH Hacenenust peruona (r=0,360 p<0.001). Tak ke He ObUIO HAiIEHO B3aUMOCBS3H
MEKy TUTOTHOCTBIO HacelleHust U pactpoctpanennoctsio [TUJIC (r=-0,008 p=0,939).

B 1ienmom, ucxo/is U3 TUTEPaTypHBIX JaHHBIX TIOKa3aTes pacipocTpaHeHHocTH [Mahlaoui N.,
2017; Marschall K., 2014], oxxunaemoe uucio narueHtoB ¢ [IMJIC B P 1omxkHO MPEBOCXOAUTH
UMEIOIIIEEeCs] KOJTMYECTBO KaK MUHUMYM B 4 pa3a U JOCTHraTh He MeHee 12-15 Thic.

Crpykrypa IM/JIC B pernonax P@®

Pernonanpabie ocobennoctu pacnpoctpaneHHocTy [TNJIC oneHuBanuch mo 4uciy ciydaes
Han0oJiee YacTO BCTPEUAIOMIMXCS 3a00JIEBaHUI C YETKO OUEpUYCHHBIM (eHOTHIIOM. J[J1s aHanm3a
ObLTM BeIOpaHbl Hanbosee yactoie hopmbl [TMJIC (Tabnuna 1), obree 4ucao NaueHToB ¢ 3TUMHU
dbopmamu nocturaet 53% ot Bcex narueHToB ¢ [IMJIC B POD.

JIist KakJJ0ro pervoHa JaHa XapaKTepHCTUKAa HO30JIOTHYECKOH CTPYKTYPHI B CpPaBHEHHH C
nauHbpiM 1o PO B menmom. Tomsko B 10 u3 84 (11,9%) cyonekrax P omHOBpeMEeHHO
npeicTaBieHbl Bce 9 anamumsupyembix  ¢opm  TTUJIC. OTH pPEruoHbl OTHOCATCS K
T'YCTOHACEJICHHBIM PETHOHAM C YUCIIEHHOCTHIO HAacelIeHus Ooiee 2 MITH. YenoBek: T. MOCKBa U T.
Cankr-IlerepOypr, SpocnaBckas o6nactb, MockoBckas ob6sactb, CBepiasioBckas 007acTb,
CraBpononbsckuii kpaii, Kpacnomapckuit kpaii, PoctoBckas obmacts, OpeHOyprckasi 0051acTh,
YenssOunckas oOmacte. 3a wuckiodeHueM UYenssOMHCKOM 00macTv, JaHHBIE PETHOHBI
XapaKTepU3YIOTCs BBICOKOM U cpeaHei pacnpoctpaneHHocThio [TU/IC.
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Ta6auna 1 - Haubosee wacro Bcrpevarommecs Gopmsl [TNJIC ¢ yeTko-ouepyeHHBIM (GEHOTUTIOM

3aboneBanne Yucno nanueHToB Jounst ot 0011ero yucia naueHToB
(n=3479)
HAO 401 12%
OBUH 349 10%
Cunnpom J{uJxopmxu 196 6%
X-araMmaryio0yIuHeMust 172 5%
TKHH 163 5%
Cunppom Buckorra-Onnpuya 161 5%
XT'B 157 4%
Cunppom Jlyu-bap 142 4%
Cunipom Huiimerex 99 3%
Bcero 1834 53%

B GonpmmmHaCTBE pernoHoB crpykTypa [TMJIC 3HaunTensHo oTanvaeTcs ot cpeaneit mo PD 3a
CYeT OTCYTCTBHS OJTHOW MJIM HECKOJIBKUX YACTBIX YeTKO-o4depueHHBIX Gopm [TU]IC.

[Manuentst ¢ HAO u OBUH 0bL 3aperucTpupoBaHbl B OOJNBIIMHCTBE PErioHOB - 65/84
(77,3%) u 68/84 (80,9%), cooTBeTcTBeHHO, X-CIEIUICHHAs arammarioOynuHemus B 61/84
(51,1%), XI'b - B 54/84 (64,2%). 3Ha4nTENbHO B MEHBIIEM YHCIIE PErHOHOB HaOJIIONATHNChH
MAIUEHTHl C YacTBIMU CHHAPOMAIBHBIMH (OpMaMu KOMOWHHPOBAHHBIX UMMYHOC(HIIMTOB.
[MTaruenTtsl ¢ cuaapomoM JuJlxxopmxu 3adgukcupoBansl Tosibko B 43/84 (50,5%), ¢ cunapomMoM
Huiimeren B 39 (46,4%), ¢ cunapomom Jlyu-bap B 55 (65,4%), cunnpomom Buckorr-Onapuua B
51 (60,7%) peruone. [Tanuentsl ¢ TKUH BoisiBnenst B 52 u3 84 (61,9%) pernoHos.

Po:xxknaemocts nanuenton ¢ IIMJIC B PP

3a mepBele 10 €T JOBYXTBICAYHBIX TOJOB OTMEYAJICS CTPEMUTEIBHBI  POCT
JTUArHOCTHPOBAHHBIX MAlMEHTOB, KOTOPHIi 3a mocneanue 10-12 ner Boimien Ha riato. B Teuenue
nociaeAHux 4-5 JeT OTMEeYaeTcss €CTECTBEHHOE CHMIKEHUE YKcia IalUueHTOB, CBS3aHHOE C
OTCpOYCHHOM TocTanoBKo# quarnos3a [TNJ]C Ha Heckonbko et (PucyHok 3).

ExxerogHan poxaaemocTtb nauuneHTtos ¢ N4
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HMCIIO POSKABKHBIX NaLeHToB ¢ ML

—— pO1AEMOCTS NaleHTOB € NMUL, Ha 100 THIC HOBOPOM/EHHBIX

Pucynok 3 - Exeromnas poxmaemocts naruentoB ¢ [IMJC B PO ¢ 1970 mo 2021 roa. 'oasl, oTMeueHHBIE
3BE3JI0YKOI (*), OTpaXaroT cpellHee YUCI0 POXKACHHBIX JeTel, KOTOphIM B OyaymieM mocrarieH auaraos [AJIC, 3a
JIECSITUWIETHUHN POMEXYTOK. Poxkiaemocts paccuntana Tosibko ¢ 2000 rosa, B CBsI3U C HU3KUM YUCIIOM TallUEHTOB B
perucrpe 3a npeabIAyLIe Nepuoibl BpeMEeH!

3a nepuoa ¢ 2008 r. nmo 2018 r. exxerogHo poxkaanock B cpeaHem 148+21,9 nereii ¢ ITUJIC,
KOTOpBIM B mocinenctBue Obul moctaBieH auarHo3 [IMJIC. PaccuurtanHbli OKa3aTenb
poxxknaemoctu aereit ¢ IIMJC c 2000 mo 2018 roxmer cocraBmser 8+1,1 nHa 100 ThIC.
HOBOPOXACHHBIX. TakuMm o0Opa3om, exerogHas dactora poxzaeHus aerei ¢ [IMJIC B cpeqnem
coctaBisieT 1 Ha 13,8+2,2 ThICSY pOXKICHUM.
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BoisiBasiemocts nanueaTon ¢ [IMJIC B P

Jo 1990-x [IMJIC nuarHocTupoBajcs y €AMHUYHBIX MalMeHToB; B 90-X rojax 4ucio HOBBIX
caydaeB [IMJIC He3HAUMTENBHO YBEIMYMIOCH, HO HE TIpeBbiaio 18 yenosek B roa. K 2010 rogy
OTMeYajiach TEHJIEHLMsI TmocTerneHHoro pocta BeisiBiasiemoct [IMJIC, korma exeromaHo
JIMarHocTHpoBaioch 10 50-60 HOBBIX ciaydaeB. C Hauana Bropoi jaekaasl 2000-x HaOmromaICs
PE3KU pOCT YHCIIa HOBBIX CIydyaeB, KOTOPBIM JOCTHUT MakCUMyMa B IOCJeAHHE Toasl: B 2017
nuarno3 [TMJIC Bnepssie noctaBieH 378 manuentam, B 2018 r - 363 nmamuentam (Pucynok 4).
Uucmo HOBBIX CIy4aeB CHUKACTCS B MOCIEAHHE JBa T0Ja, 4TO OOYCIOBIEHO, BO-TIEPBBIX,
OTCTaBaHHWEM pETUCTpAallMd NAaIMeHTOB B 0a3e [JaHHBIX, U BO-BTOPBIX, €CTECTBEHHBIM
YMEHBIICHHUEM YHCIIa BBISIBICHHBIX MAIIMEHTOB 3a MoJyiTopa roja nanaemun Sars-Cov-2. C 2017 r.
no 2020r. nuarHoctTupoBaHo B cpeaHeM 352,5+44,6 yenosek ¢ [TMJIC B rog.

3a Bce roawpl HAOMIONCHHS COXPAHSJIOCh CTAOWIBHOE MPEBAIMUPOBAHUE YHCIA HOBBIX
MalMEeHTOB JIETCKOTO0 BO3pacTa HaJ B3POCIBIMHU, B COOTHOILLIEHUU B CpelHeM 6:1; TeHIAEHIUN K
U3MEHEHUIO COOTHOLIECHUS B mociequue roasl HeT. B Teyenue 5-tu jet ¢ 2016 r. mo 2020 r.
muarnos [TMJIC 6b11 ycranoBneH B cpeaneM 286,4+45,1 netsm u 59,4+7,5 B3pOCIbIM B TO/I.

Cpennss BoisiBasieMocts nanueHToB ¢ [IMJIC B mocnegnue roast cocrasisier 0,2-0,25 na 100
ThIC. HaceneHuss P®D, uto cocraBisier 1 HoOBBIM cimyudait Ha 400-500 TthIc. Hacenenus. Ilpu
MepPecYeTe 4YacTOThl BBISBICHUS HOBBIX CIy4aeB IO BO3PACTHBIM KaTETOpHUSM IOKa3aTellb
cocraisieT 1 Ha 100 Thic. HaceneHus: AETCKOro Bo3pacta U | Ha 2 MJIH B3pOCIIbIX.

Y1cno HOBbIX AMArHOCTMPOBAHHbIX NauneHToB ¢ MK,
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B ACNO B3POCAbIX wmcno Aeteit e BLIAB/AEMOCTE Ha 100 THIC HACEAEHAR

Pucynoxk 4 - Bosiisiemocts nanuentos ¢ [IUJIC 8 PO ¢ 1970 mo 2021 roj. T'opl, 0OTMEYEHHBIE 3Be3104KOi (*),
OTpPaXaIOT CpemHee YHCIO AMAarHOCTHPOBAHHBIX MAIMEHTOB 3a ACCATHIICTHHH mpoMmexyTok. [lommucn Han
cToJI0MKaMH 0003HAYAIOT O0IIIee YMCIIO TNarHOCTUPOBAHHBIX MAI[HEHTOB. BRIABIsIEeMOCTh paccunTana ToiasKo ¢ 2000
rojJia B CBSI3U C HU3KUM YHCIIOM MAlMEHTOB B PETHCTPE 32 MPEAbIYIINE TIEPUOIbI BPEMEHU

PernonanbHbie 1 BO3pacTHBIC 0COOCHHOCTH BhIsiBJIeHHs nanueHToB ¢ [TU/1C

Jlns aHanu3a peruoHaJIbHBIX TEHJIEHUUW MO BbIABICHHUIO HOBBIX mnanueHtoB ¢ [IMJIC B
cyobektax P® B Teuenue 10 ser ObuiM  OTOOpaHbl 18 pEruoHOB: €  BBICOKOM
pacmpoCTpaHEHHOCTHIO C YUCIIOM ManueHToB Oolee 50 uenoBek — MockBa, MockoBckast 0071acTh,
peciyonuku bamkoproctan, Tarapcrtan, Ilepmckuit kpaii, Mpkyrckas o0nacTh; peruoHsl co
CpeIHel paclpOoCTPAaHEHHOCTHIO TaKke ¢ YyuciIoM marnueHToB O6ornee 50 — r. Cankr-IlerepOypr,
Kpacuomapckuit kpait, CBepayioBckas o01acth, PocTtoBckas ob6macts, CTaBpOMOIBCKUI Kpai;
pecryOnuka JlarectaH W KpyIHbBIE PETHMOHBI C HU3KOH PacHpOCTPaHEHHOCTHIO ¢ HAUOOJIBIIUM
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grcnom nanueHToB (30-50 mammentoB) — Hmkeroponckas, CaparoBckas, YensOuHcKas,
Bonrorpanackas u Kemeposckast oonactu, KpacHospckuii kpaii (Pucynok 5).

Jlst 60IBIIMHCTBA PETHMOHOB 3a MCKIOYeHHeM MocCkBbI U MoCKOBCKO#M oOnacth, CaHKT-
[lerepOypra unciao BHEpBbIE TUATHOCTUPOBAHHBIX MAI[MEHTOB KOJIEOJETCS HECYIIECTBEHHO 3a
BECh MPEACTABICHHBIMN IEepruoa HaOMOJeHUs. B To ke Bpems g HECKOJbKHUX PETHOHOB,
(PoctoBckass obmacts, PecnyOnmka bamkoprocran), orMedaercst Oojiee 4eM JABYXKpaTHBIN
nogbeM uuciaa mnamueHToB ¢ 2017-2018 r10m0B, CBHIETEILCTBYIOMIMNA 00 YIydlIEHUU
JMAarHOCTMYECKUX BO3MOXKHOCTEH peruoHa. OIHOBPEMEHHO C 3TUM B TAaKUX PErMOHAX Kak
pecnyonmuka Tarapcran, Hmkeropojckas o07acTh B TEUEHHE TMOCIEAHUX HECKOIBKUX JIET
OTMEYAETCsl MPOTUBOIOJIOKHAS TEHACHIUS M0 YMEHBIIICHUIO YHUCIIa BBISIBIICHHBIX MMAIIHEHTOB.

B psine perrnoHoB ¢ HU3KOH pacnpoctpaneHHocThIO (UensOunckas, KemepoBckas ob6nactu u
KpacHosipckuii kpaif) ¢ 2019 roga oTMeyaeTcsl yBEIMUCHHUE YKCIIa HOBBIX ManueHToB (PucyHok
5B), 4uro TpeOyeT MNPOCIEKTHBHOW OLEHKH B TEUEHUE HECKOJIBKUX TMOCICAYIOMUX JIET
HAOJII0ICHUS JIJ1S1 ONIPEJICICHUS TTOJIOKUTEIbHBIX TEHACHUIUN YIy4IlIeHNs BbISIBICHUS MAI[eHTOB.

Bo Bcex perumonax, 3a uckiroueHueM Cankr-IlerepOypra m MoCKBBI, OTMEUaeTCsl KpailHe
HU3KOE WJIM, KaK MPaBWJIO, MOJHOE OTCYTCTBUE IALIMEHTOB, JUArHOCTUPYEMBIX BO B3POCIOM
Bo3pacre. 46% Bcex NalMeHTOB, KOTOPBIM ITOCTABJIEH IMAarHO3 BO B3POCIOM BO3PACTE MIPOKHUBAIOT
B 3x pernoHax - MockBa, MockoBckas o6mnactb, Cankt-IlerepOypr. JlanHbIil moka3aTenb He
MEHSETCS] B TEUEHUE BCETO JIECATUIIETHErO IEPUOA.

CMepTHOCTH

N3 3479 nauuentoB 274 ymepiau, 4to coctaBisieT 7,9% ot Bcelt koropthl. U3 274 yenoBek
TOJIbKO § TalMeHTaM JuarHo3 ObLI MOCTaBjieH mocie 18 JeT, ocTalbHble MAalMeHThl ObLIN
JMarHOCTUPOBAaHbI B JIETCKOM Bo3pacTte. 3a mocieanue rofsl, B nepuox ¢ 2017 r. mo 2020 r., B
cpennem ymupano 18,5+4,6 nanmentoB c¢ IIM/IC B roa, 4ro COOTBETCTBYET €3KErOJHOMU
netanbHOCTH 1%+0,4%. KymynsTuBHas JeTaNIBHOCTD MAIMEHTOB peructpa cocrapisieT 8,0%+1%
3a JECSITUIICTHUI MEPUO/I.

MaxkcuMaibHasi 4acToTa cMepTed 3aQUKCHpOBaHa Cpely JIeTell MEepBBIX TPEX JIET KU3HU —
116/229 uyen. u cocrasnser 50% oOT Bcex JIeTaJbHBIX MCXOJO0B, mpuueM 69 u3 116 ciyuaen
MPUXOJUTCS Ha AETEH J10 roJia, C IBYKPATHBIM MPEBBILIEHUEM YHCIa MAIbYUKOB HaJ JI€BOYKAMU
(Pucynok 6).

B obuieit crpykrype cMepTHOCTH 2/3 cimydyaeB nmpuxoauTcss Ha komOuHuposaHHble [TU]IC,
MOJIOBUHA M3 KOTOPBIX OTHOCHUTCS K CUHApoMalbHbIM KomOuHupoBaHHbIM [IWUJIC. C paBHOM
4acTOTOM, 10 9%, Npu4YMHOI eTanbHbIX ncxoaoB asistores [TNJIC ¢ negexTom darouurapHoro,
TyMOpPaJIbHOTO 3BEHBEB M MMMYHHOW jucperyinsuued. Haumensmas dwactora cmepren
3aukcupoBana y manueHToB ¢ AB3, nedexkramMu BpOXXIEHHOTO MMMYHHUTETa U JedeKTamu
komiuieMeHTa. Hozomornueckass crpykrypa [IMJIC B koropre ymepminx HalleHTOB HMeEJa
pa3Inuyus 10 BO3PACTHBIM IPYIIIIAM.

Ha nepBom roay xwu3Hu B OonbimuHcTBE (71%) cinyuaeB (y 49 uz 69 pereil) mpuunHOM
JeTalbHBIX UCXO/I0B SBJISIIMCH OCIIOKHEHMsI, pa3BuBatomuecs y nanuentos ¢ TKMH. B rpynnax
JIeTel cTapIie TSITH JIET JISTATLHOCTh OblJIa MAKCHMAJTBHOM CPEIH TTAIMEHTOB C CHHAPOMAaThHBIMH
dbopmamu komOuHUpoBaHHbIX [TUJIC (28/49 nereit, 57%) u nedexramu arouurosa (6/49 gen.,
12%) (Pucynoxk 7).

15



A. PerHOHEI ¢ BEICOKOH pacIpocTpaHeHHOCTREO TTH]]

Mockea
70
56 57

60 52
@
250
H
Ea0
z
30
g
€20
H

10 I I

0

O Wy N
3 3 »w $° S 9P P
0,‘9.1900 Qeqpcc

B petv M e3pocabie

Pecnybnuka TatapcraH

woR m @ u
©c o o o o

16 13

<]
=)

YMCNO NAUKEHTOB

4

.
o

1
| [—

47 7 6
2z
-I_IIIII

b»g,.@ e
i g W R P P P
i PRSP P

E}

WpaeTh M B3pocnblie

Mockoeckas obnactb

70

680
50
40
30
18 18
20
0
S o A B3 W2
S R
«9«9““\?@“@“0'\9
Hpetu M B3pocibie
NepmMmckuid Kpait
70
60
50
40
30
20
6 75 77 5 5 s
0 2 2 2
sm = A Im I B mEm -
NQ”)b‘Jb’\‘b‘aa
N QY I R P L S
ST S S S
W aeTH N B3pOoCAble

B. PerHOHEI co cpefHeH pacHpocTpaHeHHOCThIO TTH ]

r.CankT-lMetepbypr

(SR N -
S o S 8 S

YHCNO NAaUUEHTOB

"
=)

19

14 13
s 9 12

S I I
0----.. I

O O W \‘;

N Y '\ '\;\v\'\‘lr
@,919@5 PN

M eTw M B3pocnbie

Poctoeckana obnacte

70
60
50
40
30
20

6
1 02 4 2 7 3 3 4 I
0 = — = H . - om H l
S o ,@ CR I
gy 8 P P
5 55 57 s T S
W petw M e3pocnble

KpacHogapckuii kpait
70
60
50
40
30

15

20 12 1 12

10
u--llllllll-

S N W I I O )
N DT @Y oy Y @y oY
A A R

Hpaet4  Me3pocibie

CTaBpononbCKMiA Kpal

'\ )

o AV "1 b
3 '\Q’»Q "P ,"Q’\'"‘Q’\ &V

N et W B3poCAbIe

B. PerHOHEI ¢ HH3KOH pacnpocTpaHeHHOCTRIO [T

Hu»keropopgckas obnacte
70
&0
50

a0
30
20
5 8
0, 2 2 4 3 4 4 4 5
o __----i--_
SR R A R R S )
P S
BT AR RTAPTARTARTART PPN
Hpeth  EB3pOCAbIe

Bonrorpapckas obnactb
70
60
50

0
30
20
6
10 2 . 2 1 2 % 2 4
o - —H_  mam - lm
S SRR R S
gy o S RCe R
TS S S
M getn Mespocnbie

Capatosckas obnacTb

WEeTM M B3pOC/bIE

Kemeposckana obnacte

& .@
oG
PP

H ety M B3pOCAbIE

0

70
60
50

30
20
10

3

Pecny6nuka BawkoproctaH

12 11 4

S
g G S
'53'19'\9“'\9'190'\919'\?'\9

2
-

S P

LTSy S

BT ADT DT AT ART DT AT AT AP

W ,§7
TSRO
S S

Epetw M Bapocnble

WpkyTckaa obnactb

2 2 4 2

HaeTH W B3pochble

Ceepgnoeckan obnactb

15
11

S o

S P P o8

S 2 S )

2 3

"s-.‘

W eTH W B3pOCAblE

Pecnybnuka [larectaH

1344757757

—mmm AEE NN
QN’»":b.@%’\%.@Q
ST U S U
PR AT DR AT PP

= getH = gzpocnbie
YenabuHckaa obnactb
69

L1 03 4 2 2 4 3 4
 ,m e cm =il
SR G N SR S, R S S
R it

u aeTi M B3pOC/bie

KpacHoapckuii Kpak

8

102 3 102 s
— - - .-
T TG P TN S B T S P B )
DIV P A P P F
S M R S )

Pucynox 5 - Uncno Buepssle BeisiBiaeHHbIX nanueHToB ¢ [TM/IC no pernonam PO 3a 10 ner

16



PacnpegeneHue no BO3pacTy M Noay ymepLumx
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Pucynok 6 - BospactHas m momnoBas CTpykrypa ymepmmux manueHTtoB ¢ [1MJIC, xoTopbiM Owmarao3 ObLI
YCTaHOBIICH B IETCKOM BO3pacTe

VY Oonee crapmmx geredl Haubojee 4acTo CMepTelbHbIE MCXOAbl TAaK K€ HaOJIOJAINCH B
rpymnre cuHapoManbHbIX kKomOrmaupoBaHHbIX [TMJIC (15/33, 45,6%), KpoMme 3TOr0, 4acTh CIIy4acB
OPUXOJMIAacCh Ha TPYHIY TIyMOpaJIbHBIX JePeKTOB MMMYHHOM cuctremsl (3/33 uen., 9%).
OcnoxHeHMs, pa3BUBAIOIINECS B TEUCHUE BCEH JKU3HU Y MAIUEHTOB C UMMYHHOH JHCPETYIISIIUCH,
nocturanu 40% ot Bcex CMepTeIbHBIX UCXOA0B B IPpyIIe NAleHTOB, MOruommx nocie 18 ner u
He HaOMroaNuCh y aetei mitaame S et (Pucynok 7).

Ho3onorMueckas CTPYKTYpa CMepPTeNbHbIX MCXOA0B B BO3PACTHbLIX rPynnax nalMeHToB
80 cnng

70

24;9%

60

50 47
30

20

YUCAO0 NAUNEHTOB

15 16

10 ]
—
. [ b

Ao roaa 1-3ropa 3-5net 5-10 10-18 crapwe 18

m KomBuHupoBawHbie W[, m CuHApomanesHsie M NedexrTsl haroumutosa B MMMYyHHaR aucperynauua

B [lehekTbl BPOXASHHOTO MMMYHKTETa M [ymopanbHbie NI HeauddepenuymnposanHsie UM W AB3

Pucynox 7 - Hosomnormueckas CTpyKTypa JeTalbHBIX HCX0loB. Ha kpyroBoii nuarpamme (A) moxasaHo
pacrpenenenue ¢popm [TM/IC Ha KoropTe Bcex yMepIIux nanueHTos (274 yein.)

PernonanbHble 0CO0CHHOCTH CTPYKTYPBI CMEPTHOCTH

B 15 u3 84 peruonos Bce cmeptu narueHToB ¢ [IUJIC (100%) 6111 00yCIOBIEHBI HATUYUEM
TKWH y nmereit, mpu 3TOM BCE JACTH C JUATHOCTUPOBAHHBIM U 3apETUCTPUPOBAHHBIM B 0Oasze
nanHeix TKWH B aTux permonax moru0mnu. Takas curyarus HaOmroganach Kak B perruoHax C
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HU3KUM ypoBHeM pacnpoctpaHeHHoctn [IMJC: Ilpumopckuit kpaif, OpeHOyprekas,
Huxeropoackass obnacte, pecnyOivka YAMYpTHS, B pEeruoHaX CcO CpEeJHUM YPOBHEM
pacmpocTpaHeHHOCTH: pecnyonuka Apneires, Wpkyrckas, Bmamumupckas, Kocrpomckas,
ActpaxaHnckas o0nactu, Boponexckas, Kuposckas, AMypckast 061actb, MopaoBusi, pecry0amka
Caxa, a TaK)ke B OIHOM PErHOHE C BRICOKOH pacrpocTpaHeHHOCThIO — Tynbekas obnacts. JanHoe
HaOJII0/IeHUEe TOBOPUT O TOM, YTO caM IO ceOe MoKa3aTeslb PaclpOCTPAHEHHOCTH HEJ0CTaTOUeH
JUISL OLIUCAHUSI SMUJEMHUOJIOTUHU PEroHa U 171 ojaHoro onucanus cutyauuu ¢ IIMJC B pernone
HEOOXOUMO HCIOJIb30BaTh HECKOJIBKO SMUACMHOJIOTMYECKUX XapaKTepUCTHK, B TOM YHCIIE
MOKa3aTelb CMEPTHOCTH ¢ ykazanueM ¢opm [TU]IC.

33)161))1(](3 MNOCTAHOBKH JHArHo3a

3amepkka TIOCTAHOBKM JuarHo3a pasnumyanack B rpymmax [IMJAC (Pucynok 8).

A. 33}19].))!(](3 NMOCTAHOBKH AHArHoO3a, MeCsAbl b. 3a11ep)m<a TMOCTAHOBKH IHArHO03a, TOAbI

w
&

*

roasl

ey
)

0 x *
@ -
x s
*
X 0 -]
°T x i § o
z o4 15
3 x X
H * * ¥
100 x x .
* ! 10
* 3
¥ . :
x o 5
w *
1 - 0 T L.
= = Xr, 67 AT 132 C. Huiimeren, 94
TKWH, 156 CBO, 156  [ulbk 176  X-ATA, 160
MeauaHa 4 8 85 30 MEAWaHa 1J'D 3a0 2r5
cpeaHee (+) 14,8 275 229 46,3 cpefHee [_] 2J3 4‘1 4r2

Pucynok 8 - 3agepkka MOCTAaHOBKY JAMarHo3a i Hanbolee yacTHRIX popm [TUJIC

Camoii 6bicTpOit MocTaHoOBKa AuarHo3a Owina y aereit ¢ TKUH, meauana cocrasisiia 4 mecsia
(0-207 mec). CyiecTBeHHBI pa30poC JaHHBIX CBA3aH C HAJUYHMEM CAMHUYHBIX MMAlUEHTOB,
bopmMupyromnmx rpymmny «outliersy, y koropsix ObUT FreHeTHYECKH BEPH(DUIIMPOBAH THITOMOPHBIH
BapuanT TKMH (Pucynok 8A).

Menuana 3a7ep>KKu MOCTAaHOBKH JAuarHosa juist nanuenToB ¢ CBO cocraBmna 8 mecsies (0-
210 mec.) (Pucynok 8A). B nanHO# rpymie ObLIH MAlMEHTHI, KIMHHYECKH PACIICHHBACMBbIC KaK
X-cuemnennas tpombonutonenus (X-LT), BBu1y MUHUMAaIbHOW KIMHHYECKOH CHMITTOMATHKH,
JIMarHOCTHKA 3a00JIeBaHUsl y TaKUX NAallMEHTOB MPUXOJMIIACh Ha Oojiee cTaplIuil BO3pacT, YTO
00BsICHSET, KaK MUHUMYM 1/3 citydaeB mo3/iHel NOCTaHOBKU AHarHo3a.

MenunaHa 3a7ep>KKH TOCTAaHOBKU JTMarHo3a JJisi HauboJiee 4acThIX T'yMOPaJIbHBIX 1e(EeKTOB -
X-arammarnooynuaemun 1 OBUH, coctaBuna 30 wmecsues (0-19 ner) u 7 ner (0-67 ner),
COOTBETCTBEHHO. Y dactu mamueHToB ¢ X-Al'A, 58 uz 160 (36%), 3amepkka MOCTaHOBKU
JMarHo3a MpeBhICHIIA CpelHee 3HAUCHHE I TPYNIbl U cocTaBmia 46,3 mecsna (3,8 mer), ay 17
u3 160 (9%) uen. naxxe 6omnee 10 net. 1o 3apyOekHBIM TaHHBIM CKOPOCTh TOCTAHOBKU JIMarHO3a
X-AT' A B cpennem cocrasiser 1 - 1,6 tet, a OBUH 4-7,35 et [Shillitoe B., 2018; El-Helou S.M.,
2019]

st cunapomanbHbix popm ITUJIC, Takux, kak cuaapom AT u cunapom Huiimeren, Mmeanana
3aIep’)KKM TTOCTAHOBKM JWarHo3a cocraBwia 3 W 2,5 roia, COOTBETCTBEHHO, UM TAaKKe Kak B
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BBIIIICOIITMCAHHBIX rpyrmax, B OTACJIBbHBIX cnyqaﬁx AUarHo3 6]:1.]1 IIOCTAaBJICH Ka3y1/ICTI/I‘I€CKI/I
no3aHo — nocie 10 met sxu3nau (AT - 14/132 wen., 10,6% u c-m. Huiimeren - 13/94 gen., 13,8%).

B cembsax ¢ neyms netemu ¢ [TMJ]C 6b11a mpoaHanu3upoBaHa CKOPOCTh MOCTAHOBKH AHUArHO3a
y CTapmMX W Miaamux cuOmuHroB. Tonbpko B cemeiHbix cinydasx CBO Obiia momydena
JIOCTOBEpHAs pa3Hulla o Oosiee ObICTPON TUArHOCTHKE 3a00JieBaHUs y MIIaIIero pebeHka, Toraa
Kak y narueHToB ¢ cuaapoM AT u cungpomom HuliMeren cpenusisa 3aiepkka Jae A MIaAImnx
JeTel COCTaBIssIa HECKOJIBKO JIET M COOTBETCTBOBAJia CPEIHUM 3HA4YCHHUSIM B oOwIeil rpyrre
naruenToB ¢ nanHoi gopmoit [IMAC (Pucynok 9). B 6onpmuncTBe cemeit (B 11 u3 15 cemei,
73%) y cubnunros ¢ HapyumeHnueMm penapanuu JHK nuarnos crapmmm netsm ObU1 mocTaBieH
OJIHOBpeMEHHO ¢ MuaamuM: B 8 u3 12 cemeii ¢ AT (67%) 1 BO BceX TpeX CEMbIX C CHHIPOMOM
Huiimeren (100%).

Bo3zpacT NocTaHOBKM AMErHO3a Y CTapLUKMX W
MNagLwmnx cuBArHIOB

16
4
14

c.Huimeren FMF

uKCNo Nau. 13 8 6
CUBAKMHT CT. MA. CT. MA. CT. MA.
meguaHa 63 07 95 29 157 6,7
cpegHee 72 1,6 9,3 44 156 7,1

p 0,014 0,343 0,1

Pucynok 9 - 3anepixka MOCTAaHOBKH JMAarHO3a B CEMbSIX C IBYMsI U OoJiee aeThMu ¢ cuHapomanbabiMu [TH]]C

MakcumanbHas 3aJiepyKKa IOCTAaHOBKH JTUarHo3a Ha0Joaanack B rpymme naueatos ¢ HAO,
menuana coctaBuiaa 13 met (0-68). Tlpu cpaBHEHHH CKOPOCTH MMOCTAHOBKH JAMArHo3a y JAeTed u
B3pocibix ¢ HAO, MennaHa 3aiepyKKu MOCTaHOBKH JIMAarHo3a cpeu JneTei cocraBuia 3 roaa (0-
16 ner), a s B3pocibix — 21 rox (0-68), p<0,0001. Anamoruunas cuTyarus HaOJI01aIach B
BO3pACTHBIX rpymmnax nanueHToB ¢ OBMH: Meaunana 3a1epikku MOCTAHOBKY JTMArHO3a JUTS IETer
cocraBmia 5 yer (0-17 mer), ms B3pocisix - 11 ner (0-67 ner), p<0,0001.

saﬂeP)KKa NOoCTaHOBKU AMarHosa, roasl

p<0,0001

Sroae 8

p<0,0001

.
°

2” H
* +
1 h ] m 8

HAO OBMH
no 18 nocne 18 no 18 nocne 18
YMC/IO NaLMUEHTOB 112 246 177 173
meanaHa 3 21 5 11
cpenHee (+) 4,3 22 5,65 14,9

o

Pucynok 10 - 3agepkka MOCTAaHOBKH JMAarHO3a B 3aBUCUMOCTH OT BO3PACTa BBISBICHUS 3a00JIeBaHUS

PernonanbHble 0COOEHHOCTH JIUTEIBHOCTH TUArHOCTHKU HauOoisiee yacTeix Gopm [TU/IC
Obutn mpoananuzupoBansl s yacTeix (opm [TUIC X-AT'A, AT, TKMH, HAO nu OBHH Hna
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npumepe 10 pernoHoB ¢ BbICOKOM M cpenHel pacnpoctpaHeHHOCTh0 ITUJIC. Tonbko B Tpex
perunonax (Mocksa, Cankt-IlerepOypr, CBepasoBckas 001acTh) MeIMaHa 3aCPIKKHU ITOCTAHOBKH
nuarno3za X-AI'A Obuta MeHblIe JaHHOrO mokaszarens mo crpane (p=0,006), torma kak B
OOJBIIMHCTBE AHAJM3UPYEMBIX PErMOHOB C  OJIArONMONYYHBIMU  SHUAEMHOJIOTHYECKUMU
XapaKTEePUCTHUKAaMH Ha TIOCTAHOBKY JIMArHo3a TpaTWioch Oojbiie BpeMeHH. OOpamaeT Ha ceds
BHHUMaHUE YBEIMUEHUE OTCPOUKH TOCTAHOBKU JIMArHO3a B PErMOHAX C MaJIbIM YHCJIOM MallHeHTOB
¢ X-AT'A, oxpnako pa3nuuusi He ObLTM cratudecku goctoBepubl (1s=-0,755, p=0,013).
AHaJOTMYHbIE Pa3InyMsl B CKOPOCTH MMOCTAHOBKU JUArHO3a HaOIIOJANCh U B Cllydae CHHApOMa
AT, HO TaKKe pa3HUIla He ObUIa cTaTUcTHYeCKH AocToBepHoit (p>0,05 Bo Bcex cimydasix). Tonbko
B OJHOM peruoHe, MocCKBe, Ha IMOCTAaHOBKY JMarHo3a 3aTpavyuBalioch JIOCTOBEPHO MEHBIIIE
BpeMeHHU JUIs Bcex aHanu3upyembix Gopm [TUJIC.

Jns nanuentoB ¢ TKHMH, B citydae KOTOpBIX NPOMENJIEHHE HENOIYCTHMMO, pa3jMyuil B
CKOPOCTH JIMarHOCTHKH MEXIy PErMOHaMHM HAWJIeHO He ObUI0, YTO (AaKTHUYECKH SBIISETCS
MapKepoM O0IIero HeOJIAronoyduss U MOTPEOHOCTH B CHCTEMHOM YIYUYIICHHH CUTYallUHd C
nuarnoctukoi TKMH nmyTeM BBeeHHs HEOHATAIBHOTO CKpUHUHTA. [[pOrHOCTHYECKN 3HAYUMBIM
siBisieTcst moctaHoBka quarno3a TKUH B teuenue mepsbix 3,5 MecsieB xu3nu peberka [Puck
J.M., 2007], Torna xak B P® B cpeqnem TKUH nuarnoctupyercs B Bozpacte 0,54+0,35 ner, mocie
Pa3BUTHS BCETO CUMITOMOKOMILIEKCA OCIIOKHEHHIA.

B menom, y gerelt 3a mocieqHuE JABa roja CKOpocTh MnoctaHoBku pauarHosa [IM/IC
yBEJIUYUIIACh 110 CPABHEHUIO C MPEAbIAYLIUM MATHWIETHUM IepuojgoM ¢ 3,9 ner ao 2-x jer

(p=0,0001).

Tepanus IIU/] B Poccun u anaam3 norpedHoOCTeil B IpenapaTax MMMYHOIJIO0YJINHOB
JJISL peryJIipHOM 3aMeCTUTEIbHOH Tepanuu

Jns neyenus: narmentoB ¢ [IMJIC, 3a uckmoyenuem naruentoB ¢ HAO, mpumensiuch
npemnapaTsl IMMYHOTJIOOyIUHA 4YelloBedeckoro HopManbHOro (1724 w3 2488 uen., 69,3%),
UMMyHOCynpeccuBHble —mpenaparel (819 w3 2488 wen., 33%), mnpoduiakTuyeckas
MPOTUBOMHUKPOOHas Tepamnus npoBomwiack y 1472 u3 2488 wen. (59,2%) (puc. 11 A, b),
npenaparsl IpaHyJIOLUTOPHOrO KoJoHuectumynupytomero ¢axkropa (I'-KC®) npumensiiuce y
358 u3 2488 uyen. (14,3%), crumynsatopsl Tpombomuronodsa - y 106 u3 2488 uen. (4,2%).
TpaHcrutaHTamus TeMOMOATHYECKUX CTBOJIOBBIX KJIETOK MpoBeseHa 45 narmentam (12,9%).

b.

Tepanua y naunenTtos ¢ MU
A

2000
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1400
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.
=}
=1
&

1000

Bou NPOTHBOMMKPOGHAA TERANMA MMMYHOCYNPECCHBHAR TEPANMA

Pucynok 11 - OcHoBHBIE JeueOHbIe ommuu A1 nanueHTos ¢ [TNJIC

A. HO,HHI/ICI/I Hag CTOJ'I6IIaMI/I COOTBETCTBYIOT COOTHOLICHUTIO YUCJIa HAIITUEHTOB, KOTOPBIC IMOJTYYar0T ,Z[aHHLIﬁ BUA
TCpalnuru K O6III€My YHUCITYy MAUCHTOB, Y KOTOPBIX €CTh I/IH(l)OpMaIII/IH O Tepaluru.

B. O6o3HaueHus: 1 — 4MCIO MAlMEHTOB, KOTOpbIE MONy4alT Tojpko BBUILT (n=587); 2 - 4yucno manueHTos,
KOTOpBIE MOJYYalT TOJBKO MPOTHBOMHUKPOOHYH Tepamuio (N=307); 3 — Tomsko UC (n=207); 4 — BBUI', UC,
NPOTHBOMHUKPOOHAs Tepamnust ogHoBpeMeHHo (N=394); 5 — BBUT', npotrBoMukpobOHas Tepanus (n=1072); 6 — BBUT,
UC (n=126); 7 — UC, npoTuBoMHKpOoOHas Tepanus (N=92).
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JleranbHas nH(OpMaIus o 3amMmecTuTenbHOl Tepanuu BBUI Obiia nony4yena Ha BeIOopke 235
MaUeHToB peructpa no 12 pernonam. Beibopka coctosna uz 121 (51%) pedenka (7 mec. - 18 ner,
Menuana — 7 net) u 114 u3 235 (48%) mauuenToB B3pocioro Bo3pacta (18 - 74 ronga, meanana —
37 ner). Ha qaHHO# KOTOPTE MaIMEHTOB OBLIH MOJIYYEHBI CIICYIONTUE PE3yIbTaTHI.

3amectutensHas tepanus BBUI' y 78% mnanueHToB HauMHaiach B JETCKOM BO3pacTe, B
ocHoBHOM 110 10 ner. B 80% cnyuaeB tepanus BBUI' npoBoaunachk mpenaparaMu BBICOKOM
crerenu ourctku (Okraram, [Ipusumken, N.I'. Bena, 'amynekc). 20% Bcex tpancdysuit BBUI'
ObUIM OCYIIECTBJICHBI NpenapaTamy, 3asBICHHBIC XapaKTEPUCTHKH KOTOPHIX HE IOJHOCTBHIO
COOTBETCTBYIOT BBICOKUM TPeOOBaHMIM K 3amecTuTeNbHOM Tepanuu BBUI y maruenTos ¢ [T JIC
(Curapauc, Mukporen, ['abpurnodun). Menuana npearpancdysuonnnoro conaepxanus IgG na
¢done Tepanuu npemnapatom Oxraram cocraswmia 6,9 r/a (3 -11 r/n), [pusumken — 7,0 r/m (0,9-13
r/mn), Curapauc 7,0 r/n (1,56-13,8 v/m), I.I'. Bena 7,5 r/n (3,6-13,1 1/n), I'abpurnodun-1gG - 5,0
/1 (1,2-9 1/mm). 3naumnmo (p<0,05) 6oee HU3KKUE 3HAYEHUS TPEATPAHC(Y3UOHHBIX CHBIBOPOTOUHBIX
UMMYHOTJIOOYJIMHOB HAOIOJAINCh Y MAIMEHTOB, Ha Tepamuu npenapatom [abpurnodun-1gG
(Pucynok 12).
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Nowewamen Owvaram FaBowrnobue W, Bema
Yueno
nayKeHToD (-] 58 18 11
M 0,9 3,0 1,2 37
Mare 13,0 114 9,0 13,1
Meguana 7.0 6,9 5,0 75
Cpegres 71 6,7 5,2 L7

Pucynox 12 - [Ipearpancdy3roHHass KOHIEHTpalust cbiBopoTouHoro 1gG y 152 nanueHToB ¢ ryMopajibHBIMU
JIeeKTaMn Ha 3aMEeCTUTEIFHON Tepanuu pa3iundHbeiME npenapatamu BBUI ¢ dakTryeckoii yactoToil BBeneHus |
pa3 B 4 Henenu (Meauana 103l 0,5 r/Kkr)

VY 61% (144 u3 235 gen., 69 neteii u 75 B3pOCIBIX) MALMEHTOB 3a()UKCUPOBAHBI HAPYILIEHUS
IpeMCaHHbIX HHTEPBAIOB MeX 1y BBeAeHus MU npenapatoB BBUI'. Cpennee uncno undysuii B
B Tofl cocTaBWIO 8,3, yTo Ha 36% MEHbIIE TOJDKEHCTBYIOWIEro ynciaa. PakTUUECKH, B CPETHEM
Obl1a mpomymieHa kaxnas Tperbs uHpy3sus BBUI. Ha ¢one tepanuu y 127 uz 235 (54%)
NAllMeHTOB OTMEYAMCh PECHUPATOpPHbIE HH(EKIHH, K 3HAYUMBIM OTHOCHUJIM CHHYCHUTBHI U
THEBMOHUH, KOTOpbie Habmonamuch y 32 (14%) u 19 (8%) denoBek, coorBeTCTBeHHO. Y 46 m3 51
NAIMEeHTOB ¢ CHHYCUTaMU M MHEBMOHMSIMHU (90%) NaHHBIC OCIOKHEHUS pa3BUBAIKMCH Ha (OHE
YBEJIMYECHUS] PEKOMEHOBAaHHBIX MHTEPBAJIOB MEKly BBeAeHnAsMu BB
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Ounenka noTpedHOCTH B IpenapaTax HMMYHOIJIO0Y THHOB

Ha o6meii koropre MHUHHMaJIbHAsi TOTPEOHOCTh B TMOCTOSHHOW 3aMECTHTEIBHOH Tepamnuu
npenaparamu BBUI' coctaBuna 55% OT Bcex MalMeHTOB M HE BKIIIOYAJIa MMAlUEHTOB, KOTOPbIE
TpeOyIOT TaHHBII BU Tepanuu HeperysipHo. [1o neransHoi nndopmaryu u3 12 pernoHOB YHCIIO0
NAIMEHTOB, HYXKJIAIOMUXCcA B 3aMecTuTeNnbHOM Tepanuu BBUI, xonebanoch 0T MUHHUMAaIbHBIX
44% no MakcuMalibHbIX 79% OT 0011ero YncIia NalueHTOB PErMOHa U ONIPEAEIISIIOCH PAa3INYUSIMU
HozoJorndeckor cTpyktypoir IIMJIC pernona. Ilpu aHamusze TOJMBKO peENpe3eHTATUBHBIX
PETMOHOB YKCJIO MAaLUEHTOB B cpeiHEM cocTaBiisio 60% oT 001ero yucia naueHToB PEruoHa.
Takum o0pa3oMm, MHUHHUMajIbHOE YHCIO MALUEHTOB, HYXIAIOUUXCSI B  PEryIspHOI
3amectutenpHOl Tepanuu BBUL B PD, cocraBmser 55-60% or oOmiero yriciia ManyeHTOB C
I[MN/IC B PO (3a uckimouenuem mamnueaTo ¢ HAO).

AKTyaJlbHO€ YHUCJIO TAI[UEHTOB PETHCTPa, KOTOPBIC MOJYYAOT 3aMECTUTEIBHYIO TEpaIutio
BBUI" na momeHnT ananu3a nanHbix cocrapisier 1006 u3 1720 yenoBek ¢ JaHHBIMH O TE€panuu
(58,5%), u3 mmx 331 (32,9%) B3pocubix u 675 (67,1%) nereil, crienoBaTeNbHO st
MPOCIEKTUBHBIX OIICHOK OOBEMOB MpEnaparoB HMMYHOTJIOOYJIWHOB JUIS  PErYJISIpHOMN
3aMECTUTENILHON Tepanuu C BBICOKOM CTENEHbIO0 HAJCKHOCTH CIEAYET HUCIOIb30BaTh MOKa3aTelb
paBubiii 60% ot uncna Bcex manueHToB ¢ ITMJIC, mocne uckmodeHus u3 (HopMHpYROIIEHCS
BbIOOpKH marreHToB ¢ HAO u maruenToB nocie TI'CK.

Ha xoropre 235 manueHToB OBUIM pacCUMTaHBI CPEIHUE 3HaYeHUs pa3oBoii 10361 BBUIL kak
JUIsL BCEX MAIMEHTOB, TaK W MO BO3pacTHbIM KaTteropusm. Cpennssi pa3oBas noza BBUID
coctasisieT 24,5+11,9 r, nns nerewd - 13,949,1 1, ans B3pocnsix 31,5+7,1 rpamm. CnegoBaTenbHO,
HA TIEpUOJ JICUYCHHUS JUIMTEIHHOCTHIO OAWH KalleHIApHBIM roj, BKIIOYaOmUK 13 TIaHOBBIX
undysuit BBUI', B cpennem Ha onHoro namuenTta Heooxoaumo 318,5 1. bosiee TouHbie pacueThbl
MO>KHO MOJIY4UTh, OTPAHUYUB KOTOPTY TOJIBKO 10 OJHOW BO3PACTHOM KaTerOpuH, B TAKOM CITy4yae
OIICHKA CpEeIHEN TroJ0BOM MOTPEOHOCTH OJHOrO B3pOcCioro mamueHTa coctaBisier 409,5 T u
onHoro pebenka - 180,7 r. CymmapHhslii roioBoit 06beM BBUI', Ha MOMeHT aHali3a, COCTaBIsET
135,5 xr Ha Bcex B3pocibix U 121,9 kr Ha Beex nerelt, cymmapho - 257,4 kr. [Ipu ncnons3oBanuu
cpenHel MOTpeOHOCTH OTHOTO MalueHTa 6e3 CTpaTu(UKaIIK M0 BO3PacTy, 00beM HEOOXOUMOTO
BBUI cocraBnsier 320,4 kr. Ha ocHOBaHMY NPUBEEHHBIX BBIIIE PACUETOB MPEAIIOKEH ATOPUTM
OLIEHKH MOTPEOHOCTH B Mpenaparax MMMYHOTI00yuHOB (PucyHok 13).

a. UI', kr = (maumeTs! pernona — nanuenTel ¢ HAO — narments! nocae TT'CK)*60%*318,5
1000
6. U, xr = netu pervona Ha Tepanuu BBUIL *180,7
1000
B. UTI, xr = B3pocablie pernona Ha tepanuu BBUT*409,5
1000

Pucynox 13 - Anroput™m pacuera oObeM mnpemnapatoB W' Ha kaneHIapHBIA TOA JUIl MAalMeHTOB Ha
3aMECTHTEIbHOM Tepanmuu. A — I BCeX MallMeHTOB pernoHa; b — s manmenrtos s 18 net; B — mig manmeHToB
crapme 18 net

Jns mpOCTIEKTUBHBIX OLEHOK, CIEAYET YYUTHIBATh YUCIO €KETOJHO BBISBISEMBIX HOBBIX
nanuenToB ¢ [IMJIC u yucno ymepmux 3a roj nauueHToB. Tak, HampuMep, B MOCIEHUE TOJIbI B
cpenHeM ObLIO BhIsSIBICHO 286,4+45,1 neteit u 59,447,5 B3pocisix, morubano B cpenueM 18,5+4,6
MAalMEeHTOB MpeumMyliecTBeHHO 10 18 ner. Ilpu ycnoBuu coxpaHeHHs 3aJJaHHBIX TEMIIOB POCTa
YUCla HOBBIX IMAIIMEHTOB €XETOJHO OO0BEMBI TMPENapaTtoB HWMMYHOTJIOOYJIWHOB OyIyT
YBEJIMUMUBATHCS HE MEHee ueM Ha 3 1Kr aiis nereit u 4,8Kr 17151 B3pOCIIbIX.
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3aKjIoueHue

B nacrosimem uccneoBaHuu € UCMOIB30BAHUEM MHCTPYMEHTOB MOMYJISILIUOHHOTO PETUCTpa
BIIepBhIe JaHa AcTtanbHas Xapaktepuctuka [IMJIC B P® nHa OGonpliol KOropre MalHMeHTOB,
BBISIBJICHBI II00ANTbHBIC TpoOsieMbl runoguarnoctrku [T1MJ]C B memom, a Takke OTAeNbHBIX (hOpM
(B mepByr0 ouepenb CpeaM B3POCIOrO HACEICHHs), IPOJCMOHCTPUPOBAHBI OCOOCHHOCTH
nuarHoctuku [IMJIC B oTnenbHbIX pernoHax. BeICOKUN ypoBEeHb CMEPTHOCTH CpPEIU MAIlMEHTOB
paHHero BoO3pacTa JUKTYeT HEOOXOJUMOCTh TIOBCEMECTHOTO BBEJICHHS HEOHATaJIbHOIO
ckpununra Ha [IMJIC. B panbHeiiiiem moka3aTreiay CMEPTHOCTH  MOTYT CIYKUTh MapKepoM
3¢ exTUBHOCTH MpOrpaMM CKpUHUHTA. Takke B HACTOSILEM HCCIIeI0BAaHUU BIIEPBBIC MOKA3aHbI
BO3MOXXHOCTH PETHUCTpPa KaK MHCTPYMEHTa IO pacueTy OOBEeMOB JIEKAPCTBEHHBIX CPENICTB, B
MEPBYIO OYepeib MPENapaToB JIs 3aMECTUTEILHON Tepanuu UMMYHOTTIO0YIMHAMHU.

Taxum o6pazom, co3gaHue U MojAepKaHue HeNPEepbIBHOTO (YHKIIMOHUPOBAHUS €MHOM OH-
naifH 6a3el naHHbIX manueHToB ¢ [IMJIC Poccuiickoit deaepanyu B HACTOSIIEE BPEMS SBIISCTCS
HEOOXOJUMBIM YCIIOBHEM YyiyullleHus nuarHoctuku nauueHtoB c¢ ITMJIC Bcex Bo3pacToB M
IIJIAHUPOBAHUS ONITUMAJIBHBIX TEPAINIEBTUYECKUX OILIHAMN.

BbIBO/IbI

1. Cpennss pacnpoctpanennocts [IMJIC B PO coctasnser 2,09+0,93 na 100 Thic. HaceneHus U
ycrymaer cpenneit pacnpoctpanenHoctu [IMJIC B Espomne B 4 paza. B P® mpexacrasienst
nanueHTsl Beex rpynm [TNJIC, ogHako, 1075 ryMOpalibHbIX AeQEeKTOB B 2-3 pa3a HUXKE, YEM B
€BPOMEICKUX CTpaHax, YTO CBA3AHO C rumnoguarHoctukoi manueHtoB ¢ OBUH B P®, B
MEPBYIO OUEpE/b y MALMEHTOB B3POCIOTr0 BO3pacTa.

2. Bce dopmbr [TMJIC ogHOBpEMEHHO HMPUCYTCTBYIOT TOJbKO B 12% peruonoB. B pernonax
HanOonee xopomo mpenacrasiaensl mnanuentsl ¢ HAO uw OBUH (manHble  (opmer
npucyTCcTBYIOT B 77% 1 81% pernoHoB, COOTBETCTBEHHO).

3. B PO exeromHo B cpennem poxpaercs 148+21,9 nereii ¢ neekraMn IMMYHHOUW CHCTEMBI,
YTO SKBUBAJIEHTHO YacToTe poxkaaemoctu aeteid ¢ [IMJIC 8+1,1 na 100 ThIC. HOBOPOXKICHHBIX.
B P® exxeronno B cpeHeM BoisiBisgeTcs 352,5+44,6 Hobix mamueHToB ¢ [TMJ]C, u3 Hux nereit
B 6 pa3 Oombliie ueM B3pocibix. YactoTa BoisiBieHus: HOBBIX ciydaeB [IM/IC cocrapnser 1 Ha
100 TBIC. HAcCeIEHUS AETCKOTO Bo3pacTa U | Ha 2 MITH B3pOCIIBIX.

4. B P® exerogHo B cpenneM ymupaer 18,5+4,6 mauumentoB ¢ IIMJIC, yTo 3KBUBajIeHTHO
exeronHoil neranpHocTH 1% + 0,4%. Kymynsatusnas neransHocTh IIWJI B perucrpe
cocraBisier 8%. Ha nereit mepBbix Tpex yer xu3Hu npuxomutcs 50% BcexX JeTambHBIX
UCXO0J10B, IPEUMYIIIECTBEHHO 3a CUeT JeTei nepBoro roja xu3nu (30% Beex ciyyae). Y 71%
YMEPIIKX JeTeH NepBoro rojaa xu3Hu quarsoctuposad TKHMH. Beicokas cMepTHOCTE neren
nepsoro roga xxu3Hu ¢ [TNJIC saBiseTcs 0oCHOBaHMEM MOBCEMECTHOTO BHeApeHUs B Poccun
HEOHATaJIbHOI'O0 CKPUHUHTA.

5. Jlna Bcex ¢opm IINJIC xapakTtepHa cyllecTBEHHas 3aJepKKa MOCTAHOBKU JIMArHo3a.
HaubGonprast 3anepixka HabIr01a71aCh CpeAr MAMEeHTOB B3pociioro Bo3pacta c OBUH u HAO
(menuana 11 u 21 ron, cOOTBETCTBEHHO). Y NeTeil MeAraHa Bo3pacTa MOCTAaHOBKH JHAarHo3a
Tak xe paznmmuanack o ¢popmam [TUJIC: ot 4 mecsnieB ninst TKWH go 3.5 met npu cunapome
AT. B uenom, y neredl 3a mocjeAHHe JBa roja CKOpocTh nmoctaHoBku auarnosa [TUJIC
YBEJIUYWIACH 110 CPABHEHHIO C MPEIBIIYIINM MATUIETHUM IEPUOJIOM C 3,9 jeT 10 2-X JerT.

6. IIpemmosxeHHBIN ANTOPUTM OIICHKH MOTPEOHOCTH B PA3IMYHBIX BUIAX TEPAITHH MTOKA3aJl, YTO
B IOKU3HEHHOW 3amecTuTenbHoM Tepanuu BBUI nyxaarotcs 60% Bcex nanuenrtos ¢ [TMJIC.
B P® Taprernas tepanus npoBogutcs y 33% nanuentos, TI'CK —y 12,9% nanueHTos.
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INPAKTUYECKHUE PEKOMEH/JIALIMHN

Jlisa ouenku BoisgBisieMocTH [ IJIC B pernoHax u BeISIBICHUS IyTEH yIydIlIeHHUs] AMATHOCTUKH
PEKOMEHJIOBAaHO HCIIOJIb30BAaHUE 5 MOKa3aTellel: paclpOCTPaHEHHOCTh, HO30JOTMYECKas U
Bo3pactHas crpykrypa [IMJIC B peruone, cmeptHocTh 0T ocnoxHenui [IMJAC u aunamuka
BBISIBIIIEMOCTH HOBBIX MaMeHTOB. D (PEKTUBHOCTh JUArHOCTUKHU OTneabHBIX (hopm TTUIC
MOJKET OIIEHUBATHCS IO 3aJIePKKE MOCTAaHOBKHM auarHo3a s Bcex ¢opm [TUJIC, a mis
cuaapoManbHbix Gopm ITUJIC — mo Bo3pacTy NOCTaHOBKU JUarHo3a.

BoisBiennas B xozme paborel runoamarHoctuka [IMJIC y B3pociblx MalUeHTOB
(B nepByto ouepenb OBMH) u 1utenbHOCTh OTCPOUYKM MOCTAHOBKH 3TOr0 JUarHo3a rOBOPUT
0 HEOOXOIUMOCTH Yy4eOHO-00pa30BaTEIbHBIX MEPONPUATHHA I Bpadeld pa3IudHBIX
CHEIMAILHOCTEH, HAOIIOMAIONINX B3POCHBIX IMAIIMEHTOB (TEpareBTOB, IYJIbMOHOJIOTOB,
reMaToJIOTOB, TaCTPOIHTEPOJIOTOB, TEHETUKOB), C 1EIbI0 (OPMUPOBAHHUSI MaKCHMAIbHOU
HacTopokeHHocTH B oTHomenuu [TNJIC.

C uenbto ymenbuienus runonuaraoctuku [TUJ] cpean B3poCibIX peKOMEHJAOBAHO BHECTH B
00s13aTeNbHBIA CIHCOK 00CIICIOBAHUS MAIMEHTOB C TSHKEIBIMU HH(CKIUAMHU ONpPEICIICHNC
CBIBOPOTOUYHBIX UMMYHOTTIOOYJIMHOB.

Bricokue mnoka3zaTenu CMEPTHOCTH CpelHd AETeHl MEepBBIX JIET JKU3HU OT OCJIOKHEHHI
KOMOMHHPOBAHHBIX UMMYHOJC(HUIIMTHBIX COCTOSHUU SIBISIOTCS MPSAMBIM MTOKa3aHUEM JUIS
BHEJPEHUS NPOrpaMM HEOHATAJIbHOTO CKPUHUHTAa C 00s3aTeNbHOM MOCIEeAYIOIIeH
MOJIEKYJIIPHO-TEHETUYECKON JUArHOCTUKOM.

Ha Bcex »ramax MCIUIUHCKOI'0 COIIPOBOXKACHUA, HaUMHAA C AKYHICPOB-TMHCKOJIOTOB IIpH
IUTAHUPOBAHUH OEPEMEHHOCTH JI0 MEUATPOB U Y3KHUX CIICHUAINCTOB, PEKOMEHI0BaH cOOp U
YTOYHEHHUE CEMEHHOTO aHaMHEe3a C LEJIbI0 KaK MOKHO 0ojiee paHHEeH NMOCTAaHOBKU JHMAarHo3a
MU JIC w/vm poBeicHNsI CBOCBPEMEHHOM MTPEHATAILHOM TMAarHOCTUKH B CITy4ae U3BECTHOTO
TEHETUYECKOTO JedeKTa B CEMbE

[TnanupoBanne 00BEMOB TEpATUU PA3TUYHBIMU MpENapaTaMyd BO3MOXHO HCXO/S U3 JaHHBIX
perucrpa mo YUCIAy MAlMEHTOB KAaXKIOrO0 PEruoHa, HYXKIAIOMIMXCS B COOTBETCTBYIOIIEH
Tepanmud. B YacTHOCTH, PEKOMEHJOBAaH K MPUMEHEHHUIO alTOpPUTM OIEHKH O00BbEeMOB
npenapaToB UMMYHOTJIOOYJIMHOB, HEOOXOAUMBIX ISl 3aMECTUTEIILHON Tepanuu MalueHTOB
Kak JIETCKOI0, TaK ¥ B3POCIIOr0 BO3pacTa.
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