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3amecTutens avpektopa MHcTUTyTa rematonoruu,
VMMYHOMOMMMN M KNETO4HbIX TEXHOMOrMIA, 3aBefyio-
wasa otaeneHnemM MMMyHosnormm HaLl,VIOHaJ'IbHOFO
MEAMLIMHCKOrO UCCIIefoBaTenbCKOro LieHTpa
[EeTCKOW rematosorum, OHKONOrnm 1 UMMYHONOMN
M. Omutpus Porasesa MuHagpasa Poccun,
IO.M.H., npodeccop

YBakaemble Ko/teru!

ATipeTbCKU BBIITYCK ra3eTsl «[leguaTpust
CerofHsA» IPUypOUYeH K KII0IeBOMY COOBI-
THIO B 00JIaCTH OTeYeCTBEHHOU UMMYHO-
sioruy — IX HayYHO-IPAaKTUYeCKOM KOH-
(epeHIINM C MEXXAYHAPOSHBIM yJaCTHEM
«BpoxkzeHHble fedeKThl UMMYHUTETA B KIIH-
HITYEeCKOU ITPAKTHUKe — KITI0Y K ITIePCOHU(U-
LIPOBAaHHOM MeIUIIIHE», KOTopas IpouaeT
¢ 9110 11 anpesia 2026 rofa B MockBe Ha Tep-
puropuu ®IBY «<HMULL ATON um. ImMuTpus
PoraueBa» MuHn3zpasa Poccun.

3a nmocierHYe rofibl KOH(MepeHITA IIpeBpa-
TIWIACh B aBTOPUTETHYIO IUIOIIAAKY /UL Ara-
JIOTa CTIeIMAINCTOB JIETCKOTO 1 B3POCJIOTO
3apaBooxpaHeHus. Kak 1 Bcerzia, OCHOBHOM
AKIEHT CIeJIaH Ha MYJIBTUUCIIUIUITHAPHOM
TIOAXOZe K AVArHOCTHKE ¥ JIEYeHUIO fIeTel
B3POCJIBIX C BpOXKAEHHBIMU AedeKTaMUu
umMyHMTeTa (BIY). Hayuynas nporpamMmma
BKJIIOYAET BOIIPOCHI, Kacalolyecsa CoBpe-
MeHHbBIX JITOPUTMOB MHTePIIPeTallY T'eHe-
TUYECKUX JAHHBIX 1 IMMYyHOJIOTHTYECKOTO
00CIeOBAHYA, IPOPBIBHBIX METONOB TapreT-
HOU ¥ TeHHO-WH)KeHEepHOH Teparivy, TPAaHC-
IUTAHTAIU TeMOIIO3TIIECKUX CTBOJIOBBIX
KJIETOK U aHAIM3a PeaTbHbIX KIIMHIYeCKIX
crygaeB. OTneIbHOe BHUMaHUe OyIeT yze-
JIEHO ayTOBOCIIUINTEILHBIM 3a00/IeBaHIAM,
PErHOHATEHBIM 0COOEHHOCTAM SIIHZIEMUO-
Jioruy BJIV 1 CJI0XKHBIM CIy4asM Ha CThIKe
crenanbHOCTeH. TpaJUIMOHHO B paMKax
KOH(epeHIINH IIPOAYT IIKOJIBI IT0 JIa60-
PaTOpPHOI U TeHeTU4YeCKOM JUarHOCTUKe,
a TaKoKe IITKOJIa MEIUITMHCKIUX CecTep.

B aTOM HOMepe MbI ITOCTAPAINCh OTPA3UTh
KJII04YeBbIe TeMbl IIpeficToAIero popyma.
Cratba < IMMyHOIIOTMYeCKasA TOJIEPAHTHOCTD
KaK K04 K IOHMMAaHUIO ayTOMMMYHHBIX
3a00JIeBAHUIA: YDOKH BPOXKIEHHBIX Tedek-
TOB UIMMYHUTETa», IIO/[TOTOB/IEHHAS aBTOPOM
9THUX CTPOK, IIOMOXKeT IIOHATD, KaK U3yJe-
HUe peJKUX UMMYHHBIX II0JIOMOK ITI03BO-
JIAeT IPUO/IM3UTECA K PasTajike MeXaHU3MOB
6oJIee pacIpOCTPaHEeHHBIX Ay TOMMMYHHBIX
TIPOIIECCOB.

Oco60ro BHUMAaHYSA 3aCTyKUBAeT HHTEPBBIO
axagemuka PAH Anrekcanzipa [puropreBuda
PymMAHIIEBa, IJie OH AEIUTCH JMIHBIM OIIbl-
TOM, KacCaloIIVMCs CTAHOBJIEHUA OTeye-
CTBEHHOH IIKOJIBI TeMATOJIOTHH 1 UMMYHO-
JIOTUY, Pa3MBIIUIAET O IyTH, IPOUeHHOM
3a eCATWIETHA, ¥ O TOM, KaKHe BbI30BBI
CTOAT IIepeJi MOJIOZBIM ITIOKOJIEHHEM Bpa-
Yell CeromHA.

YBepeHbI, YTO MaTepuaIbl HOMepa CTaHyT
JUTSA BaC HaIe)XHBIM (yHIAMEHTOM I y4Ia-
CTUA B AUCKYCCUAX KOHGepeHIIMY 1 IIOMO-
IyT B eXXeJHeBHOM KIMHITIEeCKON ITPAKTHKe.

AKLIERT

NMMMyHonorudyeckas TosiepaHTHOCTb
KaK KJ1l04 K MOHUMaHMUIO
ayTOMMMYHHbIX 3a60J5ieBaHNN: YPOKU
BPOXAeHHbIX AedpeKTOB MMMYHUTETAa

B uctopumn uMmyHonornm 6b1710 HECKOJIbKO KOHUenyuu, pagnkasibHO N3MEHUBLUNX HaLUN
npencrasBrieHns 0 pabote UMMYHHOV cuctembl. OQHOU N3 HUX cTana KOHUENUms MmMmy-
HOJ1I0rn4eCcKovi ToN1IePaHTHOCTU — CMIOCOOHOCTU OpraHn3ma pacrio3HaBaTb COO6CTBEHHbIE
TKaHW 1 He atakoBaTtb ux. [Jonroe Bpemsi ata CrioCO6HOCTb paccmaTpuBasiach rnpevumy-
LLJeCTBEHHO KaK NaccuBHbIN pe3yrbTaTt ceniekumm nnmebouymntos B TuMmyce. OfHaKo B rocnes-
Hne [ecsATUIIETUS CTaslo SICHO, YTO TOJIEPAHTHOCTb — 3TO aKTUBHbIU U CITI0XKHbIV MpoLecc,
BKJIH0HaIOLLMI MHOXECTBO ypoBHew perynsauymn. [NapagokcasibHbiM 06pa3oM BaXKHENLLYHO
pPOJIb B (hOpPMUPOBAHNN COBPEMEHHOIO NMOHUMAHWS 3TOI0 MEXaHN3Ma Chirpasn He TOSIbKO
yHOameHTaslbHble nccrnefoBaHusi, HO U KIIMHNYECKMNe HabJIroAeHNs — rpexae Bcero

N3y4eHNe BPOXAEHHbIX E(heKTOB UMMYHUTETA.

OTKpbITME pPerynaTopHbIX T-KNETOK CTano nepesioMHbIM
MOMEHTOM B MMyHonornn. OHO nokasaro,

YTO TONEPAHTHOCTb — 3TO HE NMPOCTO OTCYTCTBME peaKkLnu,
a aKTMBHbIV NPOoLECC, NoanepXXMBaeMblin
cneuyanu3npoBaHHOM KNETOYHOM CUCTEMOW KOHTPONS

OT AE®ULIUTA

K OUCPErynsaumm

Ha mpoTsaKeHUU 3HAYUTEJTbHOUN YacTU
XX BeKka BpOxKAeHHbIE Te(PeKThl IMMYHU-
TeTa PaCCMaTPUBAIUCH IIPEXK/ie BCETO KaK
3a60JIeBaHYA, IIPOSABJIAIONTIECH ITOBBIIIEH-
HOU BOCIIPUUMYHMBOCTBIO K HH(PEKITUAM.
Takasd TPAKTOBKA Ka3ajach OUeBUHOM:
eCjIi IMMYyHHasI CHCTeMa paboTaeT IUIOXO,
OPraHM3M CTaHOBUTCA 6e33aIIUTHBIM Iepe
naroreHaMu. OJHAKO HAaKOIUIeHUe KJIUHU-
YeCKUX JAHHBIX IIOCTEIIEHHO ITOKA3aJI0, YTO
3Ta KapTUHA HeIloJHa. Y 3HAaYUTeJIbHOMN

JIOJIY MALlIeHTOB C BPOXKJEeHHBIMU JedeK-
TaM¥ IMMYHHTETa HaG/IIOAAIOTCA He TOJIBKO
nH(peKIUY, HO ¥ AayTOMMMYHHBIe 3a00JIeBa-
HuA, IuMponponudepanyisa, XpoHUIeCKoe
BOCIIAJIeHHe U Jpyrye IPOABICHUA UMMYH-
HOU JTUCPETYJIAIUN.

CeroHsA CTAaHOBUTCA OYEBUIHBIM, YTO ayTO-
VMMYHHbIe OCJIOKHEeHUA — He CIy4JaiiHoe
CONYTCTBYyIOITIee ABJIeHNe, 3 PyHAAMEHTATh-
Haf 4acTh IIaToreHe3a MHOI'MX BPOXKIE€HHBIX
UMMYHOJIOTMYeCKUX HapylieHui. B psage
dopm Takux 3a60IeBaHU AayTOUMMYHHbIE

MIPOSIBJIEHUsI BCTPEYAIOTCA Y OOIBITHHCTBA
THaIeHTOB U MOTYT Jake IIpeJIIeCTBOBATh
VH(EeKIVOHHBIM OCJIOKHEHUAM. DTO UMeeT
BayKHbIe IIOCJIeICTBUS IJIsI KIIMHUYEeCKOM
IPaKTUKU: TAKelasd WIM aTUIIUYHaA ayTo-
VIMMYHHAf IIaTOJIOTHS, 0COGEHHO B IETCKOM
BO3pacTe, HepeAKO ABIAETCA IIePBbIM CUT-
HaJIOM CyIIeCTBOBAHUA CKPBITOTO BPOXK/eH-
HOTO UMMYHOJIOTHUYECKOTO JiepeKTa.

C HayYHOU TOYKU 3peHUs BPOXK/IEHHBIE...
BpOX/IeHHbIe le(heKThl IMMYHHTETa MOYKHO
paccMaTpUBaTh KaK CBOeoOpasHbIe «ecTe-
CTBEHHBIe SKCIIepIMEHTBI IIPUPOJIBI», II03BO-
JIAIOIIYIE BBIABUTH KJIIOUEBbIe MEXaHU3MbI
PperyJAIUy UMMYyHHOTO OTBeTa.

NMAPAJOKC AYTOPEAKTUBHbIX
JIMM®OLUTOB

ViMMyHHas cucteMa 06J1a[laeT OTPOMHBIM
Pa3HOOOpa3reM aHTUTE€HHBIX PEIIeIITOPOB.
B iponecce cospeBanusa T-tuM@poIuTOB
B TUMYyce GOpMUPYeTC IPaKTUIeCKU CIIy-
YaWHBIN perepTyap crienupUIHOCTeN, YTO
Hen30eXHO IIPUBOIUT K MOABJIEHUIO Kile-
TOK, CITOCOOHBIX PACIIO3HABATh COOCTBEH-
Hble aHTUT'€HBI OPraHU3Ma. Y>Ke B cepefiHe
XX Beka ObLIO IIOKa3aHO, 4YTO 3HA4YU-
TeJIbHAA 4aCTh TAKUX KJIETOK yAAIAeTCS
B IIPOIlecCe OTPUIATETLHON CeIeKITUY —
MEXaHM3Ma, U3BECTHOIO KaK IIeHTpaIbHAsA TO-
JIEPAaHTHOCTB.

OIHAKO BCKOPeE CTAJIO ACHO, YTO 3TOT MeXa-
HU3M He MOXKeT ITOJTHOCTBIO OOBACHUTD
OTCYTCTBUE ayTOUMMYHHOU arpeccuu.
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B aHBape 2026 roga HaywoHarsibHbivi
MeANLUNHCKNIA nccrenoBartesibCKumi
L{eHTP [ETCKOV reMatosiorum, OHKosorum
u uMMyHonorum nmenu vmutpus Pora-
4eBa OTMETWJ1 cpa3y ABa 3HaMeHaTe lb-
HbIX cObbITHSAA: 35-neTne co gHS OCHO-
BaHunsa HUW petckovi remartonornm
u 15-neTmne oTkpbITUSA CaMoro LeHTpa.
tO6unet 6bina nocesLyeHa npecc-
KoHgbepeHUus Ha nnoryanke MUA «Poc-
Cusl CErofHsA» ¢ y4acTnem OCHoBaresnen
HMWL v krro4eBbix ¢huryp oTe4ecTBeH-
Hovi neguaTpun.

Peluenune o cosnanmn HAW 66110 npuHATO
14 auBaps 1991 roga. OHo cTano oTBETOM
Ha ABa BbI30Ba: HEOOXOLMMOCTE MOMOLLM
neTam, nocTpagasLUnM Npu aBapum Ha Yep-
HobbINbcko AQC, n katacTpodudeckoe
otctaBaHne CCCP B neyeHnun geTckux
OHKO3aboneBaHuin.

B 2011 rogy Bnagumup MNyTuH oTKpbIN
HMUL OFOU um. Omutpus Poradesa MuH-
3ppaBa Poccun, KoTtopbi 3a 15 net ctan
nepefoBbIM MEOULNHCKUM YYPEXAEHNEM
KaK B Hallleli cTpaHe, Tak 1 3a ee npege-
namu.

CeropHs pe3yneratbl paboThbl LieHTpa roso-
psT camu 3a cebs. ObLuas BbXMBAEMOCTb
OeTen ¢ OHKONMOrMYECKUMM U OHKOremaro-
nornyeckmmm 3abonesaHnamum B Poccum
nocTturna 83 %. o oTaenbHbIM HO300MUSAM
3TOT NnokasaTtenb coctaBnaeT 98 %, 4To CooT-
BETCTBYET JIyHLLUMM MUPOBLIM CTaHZapTam.
Kak otmeTun reHepanbHbin gupektop HMUL,
npodcbeccop Hukonan payes, kno4EBON BEK-
TOp Pa3BUTUSA CErogHsA — TEXHOSIOMMYECKUIA
cyBepeHuUTeT. 3HaunTeNbHas YacTb Neved-
HbIX METOAMK N MaTepunanoB — OTe4eCTBEH-
HOro NPOV3BOACTBA, & HEKOTOPbIE MHHOBA-
LIMOHHbIE TEXHOMOMUW YHUKASbHbI U pas-
pabaTtbiBaloTCs HENMOCPEACTBEHHO cneuma-
NNCTaMu LeHTpa.

«Mbl cymenu o6beQnHNTL CNeunanncToB
13 PEMMIOHOB B €IMHYI0 CTPYKTYPY, Hanagunm
nevyeHne no YeTKUM NpPoToKoNam U ,EI,O6I/IJ'II/ICb,
4TO6bI 3TA MOMOLLbL (PbMHaAHCMpOBanach
B cucteme OMC. CerogHs B Poccumn chyHK-
LmoHupyeT 6onee 50 NPoduUIIbHbIX LIEHTPOB,
paboTaloLLmx No eanHbIM cTangaptam HMAL
Orov um. Amutpua Porayesa»,— nogd-
YyepkHyn npe3ngeHtT ey HMUL Oron
M. Omuntpus Poravesa MuHagpasa PO aka-
nemuk AnekcaHgp PymsHues.

2026 rog — 0COGEHHbIN He TONbKO AN
HMWLU um. Omutpusa Poradesa, HO 1 gns ero
CTPYKTYPHOro nogpasaeneHuns — ne4ebHo-
peabunutaunoHHoOro ueHtpa «Pycckoe
none», KOTOpbIA OTMe4aeT cBoe 50-neTue.
WcTopus aTol nnowaaku Ha4anacb 3agonro
00 cOo34aHusa camMoro LieHTpa: n3Ha4vasnbHO
370 6bINT cCaHaTopuUI Ana geTen ¢ poguTe-
namu, a 3atem, no mepe passutmna HMNL,
BOLLIEN B €Er0 CTPYKTYPY, CTaB BaXKHENLLNM
3BEHOM peabunuTauumu.

B yecTb to6unees 3annaHMpoBaHbl MacLUTab-
Hasi Hay4HO-NMpakKTMyecKas KoHdepeHuus,
Bble3[Hble MePONpPuUATUS BO BCEX BOCbMMU
heepanbHbIX OKpyrax u cneumanbHoe 3ace-
naHve Poccuiickon akagemumn Hayk. [nas-
Has Luenb lbunenHoro roga — He TONbKO
NoABECTU UTOMN, HO U HAMETUTb HOBbIE
py6exu B 60opbbe C Taxenbimmn 3abonesa-
HUAMK y OeTen, onupasch Ha gesns HMNL
Orovt um. Omutpua Porayesa: «Pa6oTatb,
YTOObI KaX bl 3a60/1€BLUNIN Pe6EHOK 6bin
3[0pPOB, 00bEANHAS BOSMOXHOCTM KIIMHUYe-
CKOW MPaKTUKKN, OCTUMXKEHNS Hayku 1 obpa-

30BaHuA». Q

AKLERT

MMMyHoONornyeckas TofiepaHTHOCTb
KaK KJ1l04 K MOHUMaHNIO0 ay TOUMMYHHbIX
3aboneBaHUN: YPOKU BPOXKAEHHbIX

AedreKToB MMMYHUTETa

cmp. 1

HexoTopoe KOJIM4eCTBO MOTEHIIUAIBHO
ayTOpeaKTUBHBIX IUM(POIIUTOB HEM30eKHO
MIOKUZAeT TUMYC U [TONafaeT B Iiepudepirde-
CKHe TKaHW. BO3HIK BOIIPOC: KaKUM 06pa-
30M OPTaHM3M KOHTPOJIUPYET 3T KJIETKH?

OTBeT Ha Hero Hadyal (OpMUPOBATHC JIUIIb
CcIycTA fecAtTuneTud. KiodeByoo poib
CBITPAJIO OTKPBITHE PeTyIATOPHBIX T-Kile-
TOK — 0COG0¥ MOIMy/IANNY JIUM(DOIIUTOB,
CIIOCOOHBIX NMOAABIATH U3OBITOUYHBIE
MMMYyHHBIE PeaKIIUU U MOAJePKUBATh
COCTOsIHMe TlepU(eprIecKoil ToepaHTHO-
CTHU. DTU KJIETKU dKCIIPECCUPYIOT TPAHC-
KpunuuoHHbIA pakTop FOXP3, KOTOPBINI
omnpepensaeT UX QyHKIIMOHAIBHYIO IIPO-

rpaMmy.

OTKpBITHE PETYIATOPHBIX T-KJIETOK CTaJIO
TepPeJIOMHBIM MOMEHTOM B UMMYHOJIOTHM.
OHO IOKa3aJI0, YTO TOJIEPAHTHOCTL — 3TO
He IIPOCTO OTCYTCTBUE PeaKLUU, a AKTUB-
HBIU IIPOLIECC, IOAAEPKUBAEMBbIN CIIeIU-
QAIU3UPOBAHHOU KJIETOYHOM CUCTeMOM
KOHTPOJIA.

OKHO B BUOJIOIri0
TOJIEPAHTHOCTU

Oco6GeHHO yOeNTeIbHBIM IIOATBEPXKIe-
HUEeM POJIU PeryJIATOPHBIX T-KJIeTOK CTaIu
KINHUYeCKUe HabmofeHrs. OMHUM U3 Hau-
foJiee [paMaTUYHBIX IPUMEPOB SBJIIETCS
cunapom IPEX (Immunodysregulation,
Polyendocrinopathy, Enteropathy, X-linked
syndrome) — pejiKoe HacJIeACTBeHHOeE 3a60-
JieBaHUe, CBS3aHHOeE C IIaTOTeHHbIMU Bapu-
aHTaMu reHa FOXP3. Y TakuxX HDaIyieHTOB
TIPAKTUYEeCKU OTCYTCTBYIOT QYHKIIMOHAIb-
HbIe peryIATOpHbIe T-KJIeTKYU, YTO IPUBO-
JIUT K TAXKeJI0U CUCTeMHOM ayTOMMMYHHOM
arpeccuu yxe B IlepBble MeCALbI )KU3HU.

[Tomo6HbIe 3a60IeBaHNA HAIVIAAHO J€MOH-
CTPUPYIOT, HACKOJIBKO KPUTHMYECKH BasKHA
crcTreMa UMMYHHOMH perynanuu. Iloreps
OIHOTO KJIIOYEBOTO 3JIeMEeHTa MOXKeT IIpU-
BECTH K KaTacTpohiIecKOMY paspyleHUIo
MMMyHHOTO PaBHOBECHUs.

Ho IPEX — jiumib OAMH U3 IPUMEPOB.
B nmociegHue rofpl OIUCAHO MHOXECTBO
BPOX/EHHBIX Je(peKTOB UMMYyHUTeTa, IPU
KOTOPBIX HapyllIeHbl Pa3JIMYHbIEe 3B€HbA
TIOAJePKAaHUA TOIePaHTHOCTU. JleeKThI
TpaHCKpUNIMOHHOrO ¢dakropa AIRE Hapy-
IIAOT IIPOLLECCHI LIEHTPAIBHOM CeJIeKIIUHN
B TuMyce. ledekTsl reHOB CTLA4 viu LRBA
TIPUBOJAT K JedeKTaM peryJaluu aKTU-
Banuu T-xiaeTok. HapylreHus amnomnrosa
JUM(OLUTOB, HAIpUMep IIPU ayTOUMMYH-
HOM JuMQonponrdepaTUBHOM CUHADPOMe,
NIPEILATCTBYIOT YAAIEHUIO dyTOPeaKTUBHBIX
KJIOHOB. [Ipyrue reHeTudeckue ge@eKTbl
IIPUBOAAT K TMIIepaKTUBALINY BHyTPUKIIE-
TOYHBIX CUTHAJIIbHBIX ITyTeH WIN Hapyllle-
HUIO QYHKIWU PEeTYIATOPHBIX KIeTOK.

Bce aTu 3aGoseBaHus 0ObeJUHSET OJHO:
paspylieHue TOHKOTO GaJaHCa MeXIY
aKTUBAlMel U TOPMOKeHreM UMMYHHOTO
OTBeTa.

APXUTEKTOPbl MMMYHHOI'O
PABHOBECUA

T-perynaTopHble TUMGOIUTEI 3aHUMA-
10T LIeHTPaJIbHOe MeCTO B 3TOM CHCTeMe.
HecMoTpA Ha TO YTO OHU COCTABJLAIOT JIUIIb

N3yyeHne BpoxaeHHbIX
AedreKToB UMMyHUTETA
Nno3BONnO paspaboTaTb
TapreTHble npenaparsl,
HarnpasfieHHble

Ha KOHKPETHbIE
MOJIEKYNSAPHbIE NYTH

HeGOoBIIY0 K00 T1M(OIMTOB, X QyHK-
[MOHAIbHbIE BO3MOXXHOCTH IPe3BbIYaNHO
Pa3HOOOPAasHBI.

OHY CIOCOGHBI IOJIABIATE AKTUBHOCTD
s dekTOopHBIX T-KIETOK, BO3/I€ICTBOBATh
Ha aHTUTeHIIpe3eHTUPYyIoIye KIeTKH,
HU3MeHATh IIUTOKUHOBOE OKpPY:KeHIe TKaHel
U JaKe y9aCTBOBATh B IIPOIIECCaX BOCCTa-
HOBJIEHUA TIOBPEXK/IeHHbIX OPraHoB. Yepe3
CeKpelrI0 IMMYHOCYIIPeCCUBHBIX IIUTOKY-
HOB, SKCIIPECCHUIO NHIHOUPYIOIINX pelel-
TOPOB M MeTabOIMIeCKe MeXaHN3MbI OHU
(hopMUPYIOT JIOKAJIBHYIO Cpefy, IPeIATCT-
BYIOIIYIO Pa3BUTHUIO ITATOJIOTUTIECKOTO BOC-
MJIeHUs.

DTa MHOroo6pasHas QyHKITMOHAIBHOCTh
ITO3BOJIAET HeOOIIBIION ITOMYIALIUY KIETOK
KOHTPOJIUPOBATh CIO0XKHbIe UMMYHHBIE
peaknuu. Bosee Toro, T-perynaTopHbIe
KJIETKU CIIOCOOHBI PaCIIPOCTPAHATD COCTO-
sAHUe TOJIePAaHTHOCTH Ha OKpYXKamliue
KJIETKH — fIBJIeHMe, ITOJIyJrBIIee Ha3BaHUe
«UH(PEKITMOHHON TOJIEPAHTHOCTH.

Takas cucTeMa peryJiAuy JielaeT UMMYH-
HBII OTBET TMOKUM U aJAITUBHBIM, IT03BO-
JISIST OMHOBpeMeHHO 3¢ GeKTUBHO 60POThCS
¢ nHOEeKIAMY U IpeJJoTBPAIaTh IIOBpeXKie-
HUe COOCTBEeHHBIX TKaHE.

AYTOUMMYHHbIE BOJIESHUN —
NPOABINEHMUE OE®EKTOB
PErynaumm

Oco3HaHMe PO PeryJIATOPHBIX MeXaHU3-
MOB IIPUBEJIO K IIepPe0CMBICTICHUIO IIPUPOABI
ayTOMMMYHHBIX 3a6oseBaHuii. Tpagumu-
OHHO OHU PacCMaTPUBAIUCH KAK Pe3yJIb-
TaT U30bITOYHON AKTUBHOCTY MIMMYHHOM
cructeMbl. OMHAKO COBPeMEeHHBIE JaHHbIe
BCe 4Jallle YKa3bIBaloT Ha IPYTYIO NHTepIIpe-
TaUMIO: MHOTHE ayTOMMMYyHHbIe 60JIe3HU
MOTYT OBITH CJIE[[CTBEM HEeIOCTATOYHOMN
WIN HapyIIeHHOU peryJIAIyuu.

HccienoBaHuA BPOXAEHHBIX e(EKTOB
MMMYHUTeTa HaIJIAAHO AeMOHCTPUPYIOT
aTy upelo. [eHeTudecKkre HapylIeHUs,
3aTparuBampInye pasIndHble YPOBHU M-
MYHHOMU PeTyJIAIMY, IPUBOAAT K Pa3BUTHIO
3a00J1eBaHU, KINHUYEeCKU UAeHTUIHBIX
IMAPOKO PaCIPOCTPAaHEHHOM ayTOUMMYH-
HOM naToyioruy. BosraanoyHonogo6HbIe
CHHJIPOMBI, BOCIIAJIUTEIbHbIE 3200/IeBaHIA
KHUIIeYHUKA, APTPUTHI U AyTOMMMYyHHbBIE
LIUTOIIeHNU — BCe OHU MOTYT BO3HUKATh
KaK IIpoABJIeHe KOHKPEeTHBIX MOJIEKYILAD-
HBIX 1e()eKTOB.

TakuM 06pa3oM, BpOXKAeHHbIe JedeKThI
MMMYHUTeTA ABJLIIOTCA CBOe0OPa3HOM Mojie-
JIBIO, IIO3BOJIAIONIEN IIOHATh MeXaHU3MBbl,
JieKaInye B OCHOBe PacIpOCTPaHEeHHBIX
ayTOMMMYHHbBIX PaCCTPOMCTB.

OT PACKPbITUA MEXAHU3MOB

K HOBOMN TEPAMUU

Oco3HaHUe IeHTPATbHOU POJIM UMMYHHOM
peryasanuy IpuBeso K BAXXHOMY CABUTY
U B TepalleBTU4eCKOoU crpaTternu. Ha mpo-
TAXKEeHUU JeCATUIeTHH JIedeHHe ayTo-
VMMYHHBIX 32007IeBAaHUI OCHOBBIBAIIOChH
Ha Hecrelu(IiecKoi UMMYHOCYIIPeCCUM.
[JTIIOKOKOPTHUKOCTEPOUBI, IIUTOTOKCHYe-
CKHe Ipenaparsl U ApyTue CpefiCcTBa MOoAa-
BJIAJIM aKTUBHOCTb UMMYHHOU CHUCTEMBI
B LIeJIOM, YTO COIIPOBOXKJAJIOCh MHOTOYHIC-
JIEHHBIMU TTOO0YHBIMU (D PeKTaMu.

CoBpeMeHHBI ITOAXOH IOCTEIIEHHO CMe-
1aeTcsa B CTOPOHY BOCCTAaHOBJIEHUA Hapy-
IIIeHHOTO UMMYHHOTrO0 6anaHca. VisyueHue
BPOX/EHHBIX Ie(h)eKTOB IMMYHUTETA IT03BO-
JIIO Pa3paboTaTh TapreTHbIE IPerapaTsl,
HallpaBJIeHHbIe Ha KOHKPeTHbIe MOJIeKYILAp-
HbI€ IIyTU. B HEKOTOPBIX CJIydasax Tepanusa
(paxTHUeCcKU BOCIIPOU3BOAUT (HU3MOIOTU-
YecKye MeXaHU3Mbl IMMYHHOMH PeryJIAIi.

E1re 6osiee mepCIieKTUBHBIM HAITPABIeHEM
ABJIAETCA PA3BUTHE KIETOYHOM Teparuu
Ha OCHOBE PEryJIATOPHBIX T-KIeTOK. DKC-
IepUMeHTATbHbIE Y KIMHUYECKUE UCCIIe-
JOBAHUA TIOKA3bIBAIOT, YTO YCUIEHUE WIN
BOCCTaHOBJIEHUE (PYHKIIMU STUX KJIETOK
MOJKET IMPUBECTU K HOPMaIM3al[iN UMMYH-
HOTO OTBeTa 6e3 NI06AILHOIO II0AABIeHUA
VIMMYHUTETA.

LWWAPE, YEM AYTOUMMYHUTET
VIHTepecHO, YTO POJIb PEryIATOPHBIX T-Kile-
TOK Y MEXaHU3MOB TOJIEPAHTHOCTHU BBIXO-
JUT AJeKOo 3a Ipefesbl KJIacCHIeCKON
MMMYHOJIOTHY. XPOHIYEeCKOe BOCIIaJIeHUe
CerofiHA pacCMaTpPUBAETCA KaK BaXKHBIH
¢dakTop maroreHesa MHOTHUX 3abosieBa-
HHUH — OT MeTabOoINIeCKUX U CepAEeIHO-
COCYZIUCTBIX /IO HeHpo/leTeHePaTHBHBIX.

Hapy1meHus peryauuy MMMYyHHOIO OTBeTa
MOI'YT CIIOCOGCTBOBATh Pa3BUTHIO DTHUX
COCTOSTHWM, & BOCCTAaHOBJIEHe IMMYHHOTO
OasIaHCca MOXKeT CTaTh HOBOY TepaIleBTIye-
CKO cTpaTerreil. B aToM cMbICTIe U3yueHUe
VIMMYHHOMH TOJIEpaHTHOCTU VIMeeT 3Ha4eHe
U 1A MeIUIIHBI B IIeJIOM, a He TOJIBKO 1A
VMMYHOJIOTHYeCKUX 3a00J1e BAaHUI.

®YHOAMEHTAJIbHOE 3HAHUE
VicTopus u3y4eHUs UMMYHOJIOTITIeCKOHN
TOJIEPAaHTHOCTH IEMOHCTPUPYET, KaK TeCHO
nepeIuIeTaloTca GyHAAMeHTalIbHaA HayKa
U KIMHINYeCcKas MeJUIHa.

VccnenoBaHusA BPOXKIEHHBIX Ae(eKTOB
VMMYHUTETA TO3BOJIWIN PACKPBITh KIIIO-
YyeBble MEXaHU3MbI PETYIAIIUN UMMYyHHOTO
OTBeTa U MOKa3aJIU, YTO AyTOUMMYHHBIE
3200JI€BAHMSA YACTO ABJIAIOTCS CJIeACTBUEM
HapyIIeHUs TUX MeXaHU3MOB.

CHMBOJIMYHO, YTO (pyHAIaMeHTaIbHOe 3HaJe-
HYe 3TUX UJiel 6bUTO IPU3HAHO U Ha CAMOM
BBICOKOM Hay4YHOM YpoOBHe. [IpucyxieHue
Ho6GesneBckoit mpemuu 2025 roga mmo ¢usuo-
JIOTUM U MeAUIIHe 3a UCCIeN0BAHusA, IPU-
BeJIIIIe K OTKPBITUIO PeryIATOPHbIX T-Kie-
TOK U pacmin¢ppoBKe POJIU TPAHCKPUIILIVIOH-
Horo ¢paxropa FOXP3, cTano npusHaHUEeM
TOTO0, YTO UMMYHOJIOTHYeCKas ToJIePaHT-
HOCTb ABJIAETCA OJHUM U3 IIeHTPAIbHBIX
IPUHIUNOB GYHKIVMOHUPOBAHUA UMMYH-
HOU CUCTeMBI.

DTa Harpaza He TOJIBKO IIOJBeJIa UTOT
JeCATUWIETUAM UCCIeJOBAHUM, HO U HOJ-
YepKHYJIa, HACKOJILKO U3y4YeHUe PeIKUX
reHeTUYeCKUX 3a00/IeBaHuil U PyHAaAMeH-
TQJIBHBIX MEXaHU3MOB PeryJIAINY UMMY-
HUTETa MOXKeT U3MEHUTH Hallle IOHUMaHue
TIPUPOBI AyTOUMMYHHBIX U BOCIIAJIATEb-
HbBIX 0OJIe3Hel YeI0BeKa.



IMeguaTpusa cerogusa | N2 2 (49) 2026 | www.medvedomosti.media/pediatry/

3

AKLEHRT

HacnenctBeHHbIN
aAHMMOHEBPOTUYECKUMN OTEK:
OT HEOT/IOXKHOWM MOMOLLUMN

K MPEBEHTUBHOW CTpaTermm

HacnencrBeHHbIi aHTMOOTEK — 3TO HE asiepruvs. Ero naroreHes rpuHynrinasibHo oTJin-
Haertcs OT naroreHesa aHrmoOTeKoOB, BbI3BaHHbIX Meagnaropamun Ty4HbIX KJIeTOK. Lns negu-
arpa rriaBHas CJ/1I0XKHOCTb r1pu BCTpe4ye C HaHHOU naTosiornev 3aKsiro4aeTcsi B TOM, YTO
HacreCTBEHHbIV aHMMooTEK YMeJi0 MacKkmpyerTcs rog gpyruve 60s1E3HM.

HeHnc
BOPO3AEHKO

AccucTeHT Kadegpsbl hapmakonorum NOMX
PHAMY um. H.W. Muporoea Munagpasa PO

PEOKAS4 MATONOIMNgA

HacnencrBenHbI anrnoorek (HAO) — aTo
TeHeTU4IeCKH JleTeDPMUHUPOBAaHHOEe COCTOs-
HUe, IPY KOTOPOM U3-32 MyTalllii B CCTeMe
KOMIUIEMEHTA IIPOUCXOJUT U30bITOUHAS
BBIPAOOTKA OPaAUKUHIHA, BHI3BIBAIOIIETO
BHe3aIlHble My4YUTeIbHbIe, a 9aCTO U CMep-
TeJIbHbIe OTeKU. [lepBble cyiydau Hacuaeq-
ctBeHHOr0 HAO GBUTH ONTMCAHBI YIUIBAMOM
OciepoM nmoutu 140 jreT Ha3azl, OAHAKO Aua-
THOCTHIKA TOTO COCTOSHMA, IlepPBble KIWHU-
YecKyie IPOsABJIeHNA KOTOPOTO HAGJIOAAIOTCSA
B JIETCKOM BO3pacTe, /10 CUX IO BbI3bIBAeT
TpygHOCTU. B ocHOBe HAO J1eKUT coBep-
IIeHHO MHOM IaToreHeTUYeCKU MeXaHu3M,
yeM IIPU OTeKaX, OIIOCPeIOBAHHbBIX MeIUAaTO-
paMu TyIHBIX KiIeToK. [IprarHOM pa3BUTUA
3aboseBaHus aBysgeTcd gedunut C1-uHTU-
ouTopa (6esKa, peryJIupyonero Kackas
KOMIUIeMeHTa U KOHTaKTHYIO CCTeMy) IIpU
HAO I Tuma uiu cHmKeHMe ero GyHKIIVO-
HaJIbHOU akTUBHOCTH (Ipu HAO II Tuma),
4TO IIPUBOJAUT K HAKOIUIEHUIO MeguaTopa
O6paguKUHUHA. BarexcTBue B3amMoge-
CTBUA OPaIVIKMHUHA C OPaIUKUHUHOBBIMU
peuterrropamu 2-ro Tuna (B2) mpoucxoaut
BasoWIaTaluA, IOBBINIAETCA IIPOHUIlae-
MOCTb COCYAMCTOU CTeHKU C SKCTpaBasa-
IHen KUIKOCTU, 06yCIOBIMBAIONIEH pas-
BUTHE OTeKa Pa3IMYHON JIOKaIu3anuu [1]
(cm. Cnucor ucmoutukos). B Poccuu, no fas-
HBIM HAIlMOHAJIBHOIO perucrpa 2024 roaa,
3apukcupoBaHo 472 nmamueHTta ¢ HAO.
YeTBepThb U3 HUX — JIeTU U IIOAPOCTKH [2].
Jla, 3To penkas 1maToaoru, Ho 3HaHUA 0 Hell
TIOMOTYT CIIaCTH >KM3Hb. YieHble BbIABIWIN
3aKOHOMEPHOCTE: 4YeM B 6ojiee cTapiiemM
BO3pacTe MalieHT IToy4yaeT AUarHos, TeM
BBIIIe PUCK CMEPTHOCTU OT IIOBTOPHOTO

. Bogpact maHudpectaumm: 5-11 ner.

. OTeku 6e3 runepemun u 3yda.

OO WN =

XVPYPruyeckor NnaTosnormm.
. OTAroLUeHHbIN ceMelHbii aHaMHe3.

~

oTeka ropraHu. [lyid nmeguarpa IyiaBHas
CJIOKHOCTB 3aKJII049aeTca B TOM, 4To HAO
YMeJIO MacCKUPyeTcs IOf, IpyTre GoIe3HM.
PeGeHOK ITOCTYIIaeT C OTEKOM PYKU, HOTH
WJIY JTULIA, C KIMHUKOU «OCTPOTO KUBOTA,
a CTaHJAPTHAA TepallysA: AHTUTHUCTaMUHHbIe
TIperapaThbl ¥ TOPMOHBI — He JIaeT HUKAKOIo
addekra. U 310 He OmMOKA, a KIIOUYeBas
noJickaska. Huke npuBeieHbI OCHOBHbBIE
CUMIITOMBI, XapakTepHbIe 1y1d HAO. Eciu
BBl OTMeTUTe y MallieHTa JBa CUMIITOMa
wiu Gojiee — 3TO MOBOJ JIJIs HaIIpaBJe-
HUA Ha KOHCYJIBTAallUIO K TeHeTUKY, KOTO-
DBl CMOXKeT OIIpeJle/IUTh MyTalluy B TeHe
SERPING1 (Serpin Family G Member 1).

JIEYEHME MNOCIJIE NOCTAHOBKU
AUATHO3A

CoBpeMeHHadA TepanuA HaCIeACTBEHHOIO
aHTHOOTeKa CTPOUTCA Ha [IByX PABHO3HAYHBIX
CTpaTerusax: KyIIMpOBaHe yyKe BO3HUKIIIIX
TIPUCTYIIOB U UIX IIpefoTBpaltieHye. ITpu aTom
TIOIXO, K JIEYEHIIIO HAIIPAMYIO 3aBHCHT OT BO3-
PpacTa IanyeHTa 1 YacTOThI IIPUCTYTIOB [3, 4].

JUIsi KyHUPOBaHUSA OCTPOTO IPUCTyIa
CerofHs MCHOJB3YIOT TPU I'PYIIIEI IIpe-
IIapaToB:

1. Konnerrpar C1-MHTHOUTOPA, KOTOPBIHI
BOCIIOJIHAET HeNOCTAIOLINI O€JI0K; BBOIUTCI
BHYTPVBEHHO. B HacTosAIee BpeM:a Haubosee
M3y4eH UM 4YacTo IpuMeHUM. [Ipemapar uc-
TIOJTb3YeTCsA IIPU OTeKax JII0OOH JIOKIN3a-
LMY, BKJIIOYAs >KU3HEYTPOXKAIONIMI OTeK
ropranu. KonneHTpar C1-MHTAOUTOPA IOCTY-
nieH B Poccuy, M cerofHsa ero mpruMeHeHVe
SIBJIAETCA 30JI0TBIM CTAaHJAPTOM KYIIHIPOBa-
HUA TIPUCTYIIOB.

2. AHTaroHWCTHI GPAVIKIMHITHOBBIX pellerl-
TOPOB, TaKVe KaK UKAaTHOAHT. DTO IIOIKOXK-
HafAd WHBEKUUA, KOTopas OJIOKUpYyeT Jel-
CTBUEe OpaJUKWHWHA Ha YPOBHE peller-
TOPOB, OHa 0COOEHHO YZI00HA 11 OBICTPOTO
KYIMPOBAHV aTaK B JOMAITHUX YCIOBAX.
VKaTuGaHT — Iperapar I JIeYeHUs IpU-
ctyrioB HAO ¢ BOBMOKHOCTBIO CAMOCTOATEIb-
HOTO ITOAKOXKHOTO BBefmeHus. OnoOpeH
K IIPUMEHEHMUIO y ZieTeli € 2 JIeT U B3POCUIbIX.
3. Hru6UTOpHI KAUTUKPENHA, HAIIpUMeP
SKALTAHTH/, KOTOPBI TaK)Ke BBOIUTCH

. MopKoXHbIM 0TEK HA KOHEYHOCTSIX, YacTo nocse nepeHeceHHoro OPBW.

. OTek nuua 6e3 NpoBOKaLMI N3BECTHBIMM ansiepreHamm.
. HeT acbdpekTa OT aHTUrMCTaMUHHBIX NpenaparTos.
. [iBa v 60onee anu3oga «0CTPOro XMBOTa» 3a rof 6e3 o6Hapy>xeHus

ITOJIKO)KHO M TIpefoTBpaliaeT o6pa3oBa-
HUe U30BITOYHOrO GPaAMKUHUHA. BaskHas
0COOGEHHOCTh 3KAJUIAHTHUA: €ro MOXKHO
BBOZUTD TOIBKO B YCJIOBUAX MEJUITUHCKO-
IO y4peXJeHHUs M3-3a pUCKa aHapWwIak-
cuu. B Poccum sKayumaHTHU]L He 3aperucTpu-
poOBaH.

JonrocpouHas nmpo¢uaaKTHKa II03BOJIAeT
MareHTaM u36e)KaTh THKEeNbIX U Hellpel-
CKa3yeMbIX IIPUCTYIIOB, 3HAYUTEIbHO I10-
BBINIAasA KAaYeCTBO JKU3HU. 37eCh BIOOD
IpenaparoB CTAT MAKCUMAIBHO IIMPOKUM
U UHAVBUyaTU3UPOBAHHBIM:

e JlaHazmenyMab — IOJHOCTBIO YejIoBeYe-
CKOe MOHOKJIOHQJIbHOe aHTUTeJIO, KOTopoe
WHTUOUPYeT aKTUBHOCTh Ka/UIMKpPEWHa
Iwu1a3Mbl. BBoguTca nmogkoxHo 1 pas B 2 He-
Jenu. IIpemnapaT BKIIOUYEeH B KIMHUYECKUe
PeKoOMeHAAIUY U IPUMeHAeTCA y NalyieH-
TOB C 12 JIeT.

¢ TpaguLiOHHbIE ITlepOpAIbHBIe IIperapa-
TBL: aTTeHyHPOBaHHbIe AHJPOTeHbI (JaHa-
3071) ¥ aHTU(UOPYHOIUTHKY (TPaHEKCAMO-
Basd KUOIOTA). AHApPOreHbl 3(PQeKTUBHBI,
HO M3-32 IOOOYHBIX 3GGHEKTOB (BIMSIHIE
Ha IIeYeHb, JINIIUTHBIHI ITPOQIIh) UX IIPUMe-
HeHUe y JieTell OTPaHIY€eHO U TpeGyeT pery-
JIAPHOTO JIA00OPaTOPHOTO KOHTPOJIA. AHTH-
pubpuHOMUTHKN Ge3omacHee, OCOOEHHO
Tpu 6epeMeHHOCTH, HO YCTYIaloT B 3¢ dek-
TUBHOCTH.

e BepoTpajicTaT — eAVHCTBEHHBIN IIep-
OPIBHBIM MHTUOUTOP KULIMKPDEWHA I
eXeJHeBHON NPO(PMIAKTUKYU IIPUCTYIIOB.
OmoOpeH A1 B3POUIBIX U JieTell ¢ 12 JieT.
OduiaIbHO He 3aperucTpupoBaH B Poc-
CUY KaK JIeKapCTBEeHHBIH IIperapar, OfHAKO
€ro BBO3AT Ha TePPUTOPUIO Halllell CTPaHbI
C IIOMOIIBIO CIIeNVATbHBIX (POHZOB.

J1s1 [osrocpo4yHoi NpoGUIaKTUKY B apce-
HaJle POCCUMCKUX Bpadyell eCTh MOAKOKHbIN
KOHIIeHTpaT C1-MHTUOUTOPA, KOTOPBIH BBO-
JIATCA JBAKIBI B HEJIeI0 M CHIDKaeT YacToTy
npuCTynoB Ha 90 %. IIpemnapaTt BKJIIOYEH
B KIMHHWYeCKHe PeKOMeHAALIMU U paspe-
IIeH K IIPUMEeHEHUIO C 12 jieT.

BayKHO ITOAYEPKHYTh, YTO BHIOOD MEXKIY
STHMU CTPaTeruAMY U KOHKPETHBIMU IIpe-
TIapaTaMUy CeTOAH: ITOJTHOCTHIO MHINBU/TYa-
JIM3UpOBaH. MexxayHapogHble peKOMeH/1a-
LMY HACTAVBAaIOT HA COBMECTHOM IIPUHATHU
pellleHnt BpauoM U HalleHTOM (VI POAY-
TeIMU peGeHKa) C yIeTOM He TOJIBKO KIIH-
HUYeCKOUN KapTUHBI, HO U IpeAIIouYTeHUN
B OTHOIIIEHUU IyTU BBEJIeHU, YaCTOThI UHD-
eKIMii 1 00pa3a KU3HU. VcceoBaHis TOKa-
3BIBAIOT, YTO IIPUBEPKEHHOCTE JICIEHUIO IIPU
HCIIONIb30BAaHUU COBPEMEHHBIX IIpel1apaToB
(mepOpaTbHBIX, IOTKOKHBIX (POPM C PETKIM
BBeZleHUeM) JoCcTUraeT 66—69 %.

PEBOJIOLNA B TEPANUA
B 2025 rony MexxayHapoiHble apMalieB-
TUYeCKHe KOMIIAaHUU BBIBEJIU Ha PBIHOK
Ipenaparsl ¢ IPUHIUIIAAIbHO HOBBIMU
MeXaHU3MaMU JeUCTBUA [5].

ITepBBIN U3 HUX — AOHUJAIOPCEH. DTO
nepBbiil B ucropuu PHK-penapar aia
gedeHusa HAO, co3gaHHbBIN 10 TEXHOJIOTHUN
PHK-uHTepdepennuu. OH npeAcTaBIAeT
CO0O0¥ aHTUCMBICJIOBOH OJINTOHYKJIEOTH,
KOTOPBIN paspymaeT MmarpuuHyio PHK,
KOAMPYIOLIYIO IIPDEKA/UIMKPEUH, TeM CaMbIM
yMeHbIIasg o6pa3oBaHue OpaMKUHUHA
Ha caMOM paHHeM 3Tale. [Ipenapar BBo-
JUTCA TIOAKOXHO Pa3 B OAMH-IBA MecAla
C IIOMOIIBLIO aBTOUHBEKTOPA U CHUKAET
4acTOTy NIPUCTYNOB Ha 81-87 %.

Bropoit — rapajanymab. D ToO MOHOKJIOHATE-
HOe aHTUTeJI0, KOTOpoe OJIOKUPYeT aKTUBHPO-
BaHHbIU (akTop XII (FXIla) — cambIil BepXHU
YPOBeHb KacKaza. OH BBOAUTCA IIOAKOKHO
OIIMH pa3 B MecALl, TAKXKe C IIOMOLIBIO aBTO-
VHBEKTOPA, ¥ B KIIMHAYECKIX UCCIENOBAHMAX
IIPOLE€MOHCTPUPOBAJI CHAKEHNE 4aCTOThI
TIPUCTYTIOB GoJlee yeM Ha 99 %.

TpeTuii — ceGeTpasCTaT, IePBHIHA U e[1H-
CTBEHHBII B MUpe ITepOopaIbHbIN IIpernapar
JULA KyIIMPOBaHMA OCTPbIX pUCTyioB HAO,
OZ0OPeHHBIH 1A IPUMeHeHNA Y B3POCIbIX
¥ ITOZPOCTKOB C 12 JteT. PazpaboraH Komiia-
"Hueil KalVista Pharmaceuticals. B utose
2025 roza mpenapar IoJIyqiI ofo0peHue
FDA (CIIIA), a B ceHTsA6pe 2025 roga— EBpo-
TeMCKOTO areHTCTBA II0 JIeKapCTBeHHBIM
cpenctBaM (EMA). Takske omo6peH B Bemrko-
6puranuy u llIBefinapuu [6]. ITperapar noka
He 3aperucTpupoBaH B Poccuiickoit ®ene-
paiuy, HO OIIBIT 3apyOeKHbBIX KOJUIET JACT
HaM GoJree DIyOOKOe IOHUMAaHYe BCeX IT0-
BOIHBIX KAMHeH IIPU ero NCIIOIb30BAHUM.

Poccuiickue gapmarieBTUYeCKre KOMIIAaHUY
TIOKa He MOTYT IOXBAaCTaThCsA TAKUMU IIPO-
PbIBaMU, HO MBI TOXKe ABIDKEMCS B CTOPOHY
COBpeMeHHBIX GMOTEXHOMIOTUYECKUX TIpe-
maparoB. Kommauus «Opdan-bro» paspabdo-
TajIa CBOM GMOAHAJIOT IaHaieIyMaba, KOTo-
PBIi ceffIac MPOXOAUT UMK KIIMHITYeCKIX
VICCIeIOBAHUM U yiKe B OJIVKANIITe TObI
TIOSIBUTCS HA POCCUICKOM PBIHKE, UTO CyIIe-
CTBEHHO CHU3UT CTOMMOCTD JIEYeHIA ITaly-
€HTOB U ITOBBICUT JOCTYITHOCTh TEPAIIHH.

BbIBObI

1. HAO — 310 He auieprusa. 3allOMHUTe
KpacHble (UIKKU: OTeKH 6e3 KPAITBHUIIBI
U Pe3UCTeHTHOCTh K aHTUTMCTaMUHHBIM
W[V TOPMOHAJIBHBIM IIperiapaTaM. PaHH:aa
JUATHOCTHKA CTIACaeT KU3Hb.

2. B Poccum yxe ectb apdekTUBHAA Tepa-
NYA: MKaTUOAHT I KyITMPOBAHUA IIPUCTY-
OB C 2 JIeT, JIaHa/ie/lyMal 1 OepoTpaICTaT
U1 COBDEMEHHOM MPO(MIIaKTUKI.

3. TaGeTKM 1A KyIMPOBAHUA IIPUCTYIIOB
U VHBEKIUU pa3 B 1-2 MecAla A1 Npodu-
JIAKTUKU CTaIM PeaIbHOCTBIO B 2025 roy.
DTU npenapaTsl CKOPO MOABATCA U y HaC.

4. Bynmymee — 3a CBepXUIMTEILHOI U I'eH-
HOM Tepanuell. 3HaHUA O HOBBIX MOJIEKYJIaxX
(cebeTpasicTar, JOHUAAJIOPCEH) U IIePCIIeK-
TUBAaX TeHHOU Tepalliy MO3BOJIAIOT BPady
OCTaBaThCA Ha IlepefiHeM Kpae MeUIIVIH-
CKOM HayKH, cIlacas *XU3Hb U 3[0pOBbe
TaIeHTOB.

Cnucok ucmouHuKo8
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MPO®ECCUOHANBHBLIV OMbIT

AnekcaHgp puropbesny
PYMAHLIEB

Poaguncs 12 ¢peBpans 1947 roga
B HoBoreopruescke
VkpanHckovi CCP

3BAHNA

v

Akagemuk PAH (2013),
akagemuk PAMH (2011)
[OKTOp MEeOMLUMHCKNX HayK
(1984), npocpeccop (1987)
3acnyXeHHbI Bpad PO (2022)
YneH lMNpeangnyma PAH
(c2017)

JOJIKHOCTU

v

Mpe3ngeHt HMWLL petckon
remMaTtosiorium, OHKOormm

N UIMMYHOMOrUM M. OMutpums
Poradyega (c 2018), onpekTop
(8 1991-2019)

Henytat 'ocaoymbl PO

VIl cosbiBa (c 2021)
[MaBHbIN BHELUTATHbIN
JETCKUA remaTonor
MwuH3gpasa P®
Mpencepatesnb 9KCNEPTHOroO
coBeTa hoHpa «Kpyr nobpa»
(c 2021-ro)

OBPA30OBAHUE

v

2-n MOJITMU

uMm. H.W. Mnporosa,
neguaTpuyecknin hakynesret
(1971, c oTnnumnem)

KJTIOYEBBLIE JOCTVXXEHNA

v

Cozpan cuctemy OETCKON
remMaTtonorMm/oHKonornm

B Poccumn

Brepsbie B PO BbINOMAHWA
TpaHCMIaHTauuo CTBOMOBbIX
KIETOK M3 NYNMOBUHHON KPOBU
OeTam

YyacTHUK nnkBmMaaumm
nocnencTenin asapun

Ha YASC, opraHusartop
nporpammel «[etun
YepHobbINg»

ABTOp 605ee 650 Hay4HbIX
paboT, 45 MmoHorpadgun
MoarotoBun 70 AOKTOPOB

1 128 KaHaonpaToB Hayk

HAIPAObI

v
v

HemnpoBckas npemus (2025)
lNocynapcTBeHHas npemusa PO
(2021)

OppgeH "3a 3acnyrv nepeg,
OtedectBoM" IV cTENEHN
(2019)

OppneH BocxopsLiero conHua,
FinoHus (2018)

Mpemus "MpussaHue” (2003)
OpgeH Opyx6bl Hapoaos
(1994)

AnekcaHpp Npuropbesu4 PymsiHLeB:
«Bepuduxauus zenemuueckux
deghexmos UMMYHHO20 OMEema
CMAHEem OCHOBHOU MOUKOL
pazeumus meouuurvl 6yoyuezos

Lnss MHornx negnartpoB, OHKOJI0IrOB 1 remMartosioroB nMms AniekcaHapa I puropbesunya
PymsiHyeBa cTasno cuMBOSIOM TOM 3r10XU, Korga AeTCcKasi OHKOIOrvs v reMartosiorusi
B Poccumn nepectarnv 6biTb 0671aCTbi0 6€3Ha[EXHOIro OXnaaHUs 1 NpeBpaTuiincb B UHa-
MUWYHO pa3BUBaroLNECS HAYKW, JaroLyme LaHc Teicsidam geter. OH He rpoCcTo akanemuyK,
npogbeccop, ANPEKTOP KpyrHeuLuero yeHTpa. [ns konner AnekcaHgp PymsHuyes — vgearn
Bpa4a, y4eHoro v opraHusaropa. B tsxxesnbie 1990-e OH co3gar € HyJisl TO, YeMy HET aHa-
JIOroB B cTpaHe, cTaB CBOero poga HpaBCTBEHHbIM KOMIMACOM [/151 HECKOJIbKUX MOKOJIEHWUI
Bpa4er. O cBoem rpogheccroHasibHOM ryTy, HACTOSLLEM n OyayLLEM UMMYHOIOrMN aka-
JeMuK v rnaBHbIv pegakTop «[leguatpum cerogHs» pacckasas B MHTEPBbIO HalLIeV raserte.

— AnekcaHzp I'puropreBud, 4T0 NIpU-
BeJIO BaC B MeJUIIUHY?

— A B MenuniHe 60 jgeT. Mod MaMa OKOH-
YuIa NefyuaTpudecKuii pakynsreT Broporo
MepunuHckoro nacruryra H.U. ITupo-
rosa B 1944 ropy u cpasy 6bUIa OTIIPaB-
JleHa Ha QPOHT, I'/le MO3HAKOMUIACh
C MOMM OTIIOM. B 1946-M OHU BEPHYJIVCh,
U ponwicA g. Jlymaro, MaMa OKasajla Ha MeHs
ocoboe BIMAHME CBOMM ITpuMepoM. OHa
JII06YIIA PacCKa3bIBaTh O paboTe, a B loMe
BCerja ObUIY KHUTH... TAaKHe, KOTOpbIe
POAUTENIAM IPUXOAMIOCh 3aIIMPATh B ITKa()
HAa 3aMOK, IIOTOMY YTO TaM GbUTA KAPTUHKH
0 6epeMeHHOCTH U Pofax. MHe 3T0 GbUIO
Y2KaCHO MHTEPECHO C AEeTCTBA.

B koH1e 1960-x, KOrzia 1 3aKaHYUBAJ LITKOJLY,
caMo AAPKOU CIIeITUAIBHOCTHIO CUUTAIAChH
ApepHaa ¢usuka. [losToMy MeHA mocie
OKOHYAaHMUS IITKOJbI C 30JI0TOM MeAaIbIo
oTnpaBwit B MOCKBY, ocTymnars B dusrex,
C TPYIIION OTIMYHUKOB. Ho s oTTYyza cbe-
JKaJl, CAAB ONUH 3K3aMeH U3 YeThbIpeX, TaK
KaK OCO3HAJI, UTO 3TO He MOU MU, Y IIOCTY-
OUI B TOT BYy3, KOTOPBIM OKOHYMJIA MOS
MaMa. f ¢ yZOBOIBCTBHEM YIWICA B UHCTHU-
TyTe U XOTeJI CTaTh IIeUAaTPOM.

— IIpUHATO rOBOPUTH, YTO B MeJULITHY
PeKO IPUXOJAT CJIy4aliHo, a YK B reMa-
TOJIOTHI0O — TeM Oosee. Pacckaxkure,
KaKOM MOMEHT WU YeJOBeK CTaI JJIA
Bac TeM CaMbIM «CIIyCKOBBIM KPIOUKOM»,
ocjIe KOTOPOTro CTAJIO ACHO: «<3TO Moe
HaBcerza»?

— Ha ueTBepTOM Kypce, B CeHTAOpe
1968 roza, Hamia rpymnma npuuuia B Mopo-
30BCKyI0 OonbHUIY. [lepBoe 3aHATHE Bejla
JIugua AsnekceeBHa MaxoHOBa B YeThIp-
HAJALIATOM OTZAe/leHnu remarosoruu. Torga
51 He 3HAJI, YTO OHO OBUIO OPTAHM30BAHO
Bcero 4eThIpe roja Hasaz. OHa IOTPAC-
Jla MeHS CBOUM OTHOIIeHUeM K JeTAM
¥ POIUTENIAM, XOTSI MbI IOHUMAIH: TOTAA
3T HanueHTsh! morubanu. To, Kak oHa uX
BeJIa... fl, HaBepHOe, BIIIOOWICH C IEPBOTO
B3WIAZA. U pemm, 4To 3aiMyCh TOJIBKO
reMmartojoruei. [IoToMy 4To JIIOAU, KOTO-
pble CITOCOOHBI JIEIUTh CMEPTETBHO 0OJIh-
HBIX IAIIIeHTOB, IIPOCTO He MOTYT pabo-
TaTh MHa4Ye, KaK IIOCTOSHHO UCKaTh HOBbIE
peliteHus1, IPOGOBATH TO, YETO ele HUKTO
He fesal. OHU He MOTYT JIGUUTB JIIOJeH,

«BpoxaeHHble hakToOpbl UMMYHUTETA — 3TO CTPOUTENN
Tena yenoBeka. KneTtku, kotopble o6ecneymsarot
HemMe[fJieHHble peakummn 6e3 paszbopa»

Hy, KaK TOBOPUTCA, 110 UHCTPYKIIUU. DTO
JIIOAY, KOTOPBbIe CaMU CO3Aal0T MHCTPYK-
IIUY, TEXHOJIOTUIECKYIO IIeTIOYKY, KaK KOH-
CTPYKTOPBI, KOTOPbIE CITIOCOGHBI N300peTaTh
YTO-TO HOBOE.

— Toraa 5TO OBIIN OYEeHBb TKeJbIe
IaIMeHThl, IIPAKTUYeCKU BCe YMUPAJIN.
Y Bac He OIlyCKaIUCh PYKHU?

— B 1967 roay pekTop uHcTUTyTa I0puit
MuxaiioBud JlonmyxuH npuriacui Pama
BuxTroposu4a IleTpoBa, KOTOPBII aKTUBHO
3aHUMAJICSI UMMYHOJIOTHEH, YTOOBI OH
OPraHU30BAJI CHa4YajIa Kypc, a IIOTOM Iep-
By1o B CCCP kadespy UMMYyHOJIOTUU. MBI,
CTYZ€HTBI, YK€ [IOHUMAaJIU, YTO KIETKU
IIpU JIeliKo3ax U IMM(}POMax — 3TO KIeTKHU
UMMYHHOH cucTeMbl. [ToABMIaCh BO3MOX-
HOCTb OLICHUBATh UX, CTAJIO ACHO, YTO JIeH-
KO3bI AeJIATCA Ha B-KieTouHble 1 T-Kj1eTo4-
HBbI€, C pa3HbIM IIDOTHO30M U JI€Y€HUEM.
KpomMme Toro, noasuaack nHGoOpManus,
YTO PETyIATOP UMMYHHOIO OTBETA MOKET

OBITH UCIIOJIb30BAH IS IPOBEJeHUA UMMY-
HoTepanuu. Torga GbUIH OITyOIUMKOBAHbI
mepBble pa6coTsl YKop:ka Mare Bo ®paH-
UM, KOTOPBIN UCIIOJIb30BAJ BaKIIUHY
BIK B KauecTBe aIblOBaHTA IJIA JIeUeHUA
allMeHTOB.

{1 aKTUBHO 3aHAICA UCCIENOBAHNEM ITOTO
HampaBJIeHUA U 3allUTUI B 1977 rony
JIICCepPTAIIO, KOTOpas GbUIA IOCBAIEHA
VMMYHOTEPAaNuu ocTporo auMdosaact-
HoTro Jeliko3a («<Knuauueckas apdex-
TUBHOCTH HEKOTOPBIX METOZOB UMMY-
HOTepaIlluu OCTPOTro JIeNK03a y AeTel»).
Dra paboTa moToM ObLIa MPOJOKEHA,
u B 1983 roay, yepes 12 j1eT Iocjie OKOHYa-
HUA BY3a, A 3alIUTWI JOKTOPCKYIO II0 TeMe
«OcTphIit TUM(pOOIACTHBIN JIEHKO3 y feTelt
(KIMHUKO-MMMYHOIITOJIOTITYeCKIe ITapaj-
JIeJIV, COCTOSIHYIe UMMYHUTETA, TAKTUKA
JIedeHUA U pPeabuwInTanus»), rae GakTu-
YyeCKU ObLI yCTAaHOBJIEH MEXaHU3M afbIo-
BaHTHOTO OTBeTA.
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— HMMMyHOJIOrUA M reMaToJIorusa ce-
rogHa 1 40 J1eT HaszajJd — BeJIUKU JIU
oTIn4ug?

— IIpuHnunuanbHel. Teneps CTaIo MoO-
HATHO, YTO BCe KJIETKU KPOBU — 5TO KJIETKU
HUMMYHHOU CUCTeMBbI, KOTOPbIe HCIIOJb-
3YIOT KPOBOTOK JJI1 TPAHCIOPTUPOBKHU.
DTa cucreMa OpraHusyeT JIOTUCTUKY I
BCeX KJIeTOK. fl Jake He MOT paHblIIle IIpeJ-
CTaBUTH, YTO CYIIeCTBYIOT JBe€ CUCTeMBbI
uMMyHUTeTa. He BpOXKAeHHBIN U TPpHo6-
PeTeHHBIN Kak 3aBUCAIINe JPYT OT ApyTa,
a abCOIOTHO pa3Hble KJIETKU C PA3HBIMU
MeXaHU3MaMHU, COCyllecTByoIe. MbI
pokzaeMcA C BPOKAEeHHBIM UMMYHHbBIM
OTBeTOM, KOTOPBII IIOX0 U3ydeH. [Torom
IojlyuaeM IpUOGpeTeHHbIN, OH yracaer,
a BPOXKAEHHBIN 0CTaeTCA IO KOHIIA XKU3HU.
BpoxzgenHbIe (paKTOpbI UMMyHUTETa — 3TO
CTPOUTEJIN TeJla JYesoBeKa. KieTku, Koro-
pbIe 00eCIIeYnBaIOT HeMe/IeHHbIe PeaKIIuu
0e3 pasbopa. OHM 00JIAAIOT IIAMATEIO, KOTO-
PYI0 ZaeT MaTh IUIOAY 3a CYeT TPAHCAYKLIMYU
MUKPOOHOTBI, OTCYyTCTBUA TOJIEPAHTHOCTHU
K MHKDPOOUOTe, 0OMeHa KJIeTKaMU B BUJie
MaTepUHCKO-IeTCKOr0 MUKPOXMMepHU3Ma.

— Ecru nmogaHTasupoBaTh: 4YTO OyzeT
Cc MeaUIIUHOM yepe3 25 jeT? [eHeTHKa,
KaKue-TO KJIeTOYHbIe TeXHOJIOTUU, UCKYC-
CTBEHHBII MHTEeJUIeKT?

— Ceifyac B KaX/JI0M cyObeKTe Poccuii-
ckout Gefrepaniuy eCTh CEIUATIN3NPOBAH-
Has COTy»K0a, KaJpbl, CUCTEMA IIOATOTOBKH.
Y Hac 40 KIMHIYECKUX PeKOMEeH/IAITHH, TTPO-
TOKOJIBI JIEUEHUA, U JIeueHre OecIUIaTHoe.
Taxyro xe paboTy IIPEeJCTOUT IIPOBECTH I
TUTAaHTCKOU I'PYIIIBI 60JIe3HEeH TMMYHHOMN
CHCTEeMBI, CPeJIil KOTOPBIX Befylee 3HAUeHe
VIMEIOT BPOXKIEHHBIe OIMMOKY UMMYHUTETA.
A xymaio, 4To BO3MOXKHOCTU MOJIEKYJLIPHOM
TeHeTHUKU U CO3JAaHUA JUATHOCTUYECKUX
CHCTeM JIJIA BepU(DUKAITUY TeHeTUIeCKIX
JledeKTOB UMMYHHOIO OTBETa CTaHyT OTIIPAB-
HOW TOYKOM Pa3BUTHA MeAUIMHEI OyyIIETO.

KaxzpIii yestoBeK, Gyzib TO TAIMIEHT C 3aTsDK-
HOW XPOHIYeCKOU MH(peKILIYel WM C ayTOUM-
MYHHBIM, aTOITMTYEeCKVIM JINOO OHKOJIOTHYe-
CKVIM 3a60/TeBaHyeM, HapAy C AUArHOCTUKOU
OCHOBHOTO ITPOIIecca 00A3aTeIbHO JODKEeH
TIPOIMTH OIIeHKYy MIMMYHHOTO cTaTyca. HyxHo
YCTAaHOBUTSH, He CBA3aHa JIU NaTOJOTUA
C BPOXKIEHHBIMY OLTMOKAMHU UMMYHHOTO
OTBeTa, KOTOPbIe CETOIH:A MOTYT OBITh HICIIPAB-
JIeHbI TeHeTUIeCKMU MeTOAAMU.

— EcTh JIN y Bac 3aHATHE, KOTOPOE BaM
IIO3BOJISIET BOCCTAHOBUTHCA, KaKKe-TO
MecTa, BO3MOJKHO, I'/le BBl JIO0UTE
OBIBaTh?

— K cyacTsio, X060H COBITIaeT C PabOTOI.
[TosTOMYy, rjIe ObI A HM HAXOAYUICS, YTO ObI
HU JIejaj, s BCe BpeMs BO3BPallaioch
K BOIIPOCaM, KOTOPbIe MeHsI BOJHYIOT. OHU
HPI/IXOHHT 1 BO CHE, 1 B CaMbIe HeOXUJdH-
HbIe MOMEHTHI. [JTaBHOe — 3a(PUKCHUPOBATh.
A IyOGOKO yBEPEH, YTO OTILIXATh HE HY:KHO.
HyxHO MeHATH GOPMY [eATEIbHOCTH.
OTABIX JOKEH ObITh AaKTUBHLIM.  OYeHb
XOPOIIIO OTABIXAI0, KOIJ[A CTOO Y ILTUTHI
Ha KyxHe. JII00JI10 TOTOBUTH PA3HYIO ey
U TIOJIy9aTh OT 3TOTO YAOBOIbCTBUE. Ecau
A CBOOOZEH, TOTOBJIIO 0043aTeNIBHO AOMa.
JI106.110, 9TOOBI OBUIO KPACUBO, MHE Hpa-
BUTCS SKCIIEPUMEHTUPOBATH C HOBBIMU BKY-
camu. E1re JTI0GITIO «THIXYIO0 OXOTY» — TPUOBI
U PBIOAJIKY.

— BBI cYaCTIMBBIN YeaIoBeK? UYTo /st
BacC cyacrbe?

— BwMecTe co cTappIMU Ipy3bAIMU MBI KaK-TO
ObLTH B Bostorzie, B MOHACTBIPE, TI€ SKCKYP-
CHIIO BeJT YeJIOBEK C BLICOKMM UHTEJUIEKTOM,
yIIeamui B MoOHamnecTBo. OH pacCcKasbIBalI
0 KJI€TOYHBIX TEXHOJOTUAX, 00 OTHOLIEHUN
K HUM LepPKBU. f XOAWI C OTKPBITHIM PTOM.

«%1 rny6oKo yBepeH,

YTO OTAbIXaTb HE HY>KHO.
Hy>HO MeHATb hopmy
nesatensHocTU. OTabIX
LOJKEH ObITb aKTUBHbIM»

[Iporrasch, OH MOKeJIaa HaM OBbITh CYaCT-
JIUBBIMU U CIIPOCWI, YUTAIHU JTU MBI «YTO
JlesiaTh?» YepHbIeBCKOro. MbI Bce YHTaNH,
HO He MOIVIM BCIIOMHUTD, YTO TaM O CYACThe.
OH HaM oTBeTwWI: «ITounTamTe».

CyacTbe € TOYKU 3peHN: YepHBIIeBCKOro —

3TO IIpOCBeleHre. BO3MOXXHOCTD ITO3HA-
BaTh, MAKCUMAJIBHO IIMPOKO OXBATUB MUD.
3HaHUA, o6pa3oBanue. I BTopoe — 3TO
BO3MO’XHOCTb BOILIOTUTH CBOIO MEUTY
B JIeHICTBUTEIbHOCTb.

A caacTMBbIN YesioBeK. Bo-iepBhIx, A moiy-
4y GiectAniee 06pa3oBaHUe, B KOTOPOM
Y4acTBOBAJIA CeMbdA. Y HAC ObLIa GobIIasg
6ubmoTeka. I Bce BpeMs CTPeMWICA K Ufe-
airy. He K mparMaTUYHBIM BelaM, eHbIaM,
TIAHTY caMUM 1o cebe. JKU3HL — 3TO
TaJaHT ILIIOC XapakTep. CriocobHOCTH
JIOJDKHBI OBITh peayIn30BaHbL. 1 MHe 3TO
VIAJI0Ch, CO3J]AB UHCTUTYT.

A ObLT OlleHeH CTPAHOM, IOy MHOTO
PasHBIX IpeMuii. B mpomwiom rogy GbL1
YAOCTOEH CaMOM yJUBUTEIbHOU IPEMUN
B Poccuu — JlemutoBcko. f mecToit Bpau
€ 1832 roga, MOIy4YUBIINI 3Ty HAaI[UOHAIb-
Hy10 Ipemuio. Io MmeHsa — Hukoutaiit iBaHo-
B [Tuporos (Tpmxzpel), Buktop CepreeBuy
CaBesnbeB, Bnagumup MBanosuu Kymnakos,
Pocrucnas Cepreesud Kaprios, Aekcanap
HukosnaeBuu KoHoBanos. 1 1 — neguatp.

DTO HapoJgHOe ITpu3HaHue. J[eMyu10B I04YTH
JIBa BeKa Ha3a/l, OPraHU3ys IIPEMUIO0, ITHCATT
napio: «Xo4dy y4pequThb IIPEeMUI0 I PyKa-
CTBIX U MO3TOBUTBIX).

OKazaoCh, 4TO 5 IOIYYWI STy IIPEMUIO OJ1a-
Tofiaps TOMY, O YeM MEeYTAIOCh U YTO BOILIO-
IAJIOCH B JKU3Hb. Ho 3Ta Harpasa — He Mos
JIMYHAsL. DTO IPpU3HAHUE TPYAA BCeX Meu-
aTpoB U MOel KOMaH/bL. YTOOBI OBITH y/10-
CTOEHHBIM TaKOU YeCTH, Hy>KHO HEVICTOBO
JIIOOUTB CBOIO PabOTY, PACTUTDh YUEHUKOB,
TIOMOTaTh UM, IOAiePKUBaTh. TObKO O1a-
rozaps OOJIBIION KOMAH/E VAATOCh BOILIO-
TUTD 33yMaHHOE B }KU3Hb. U, A yMaro, MbI
He OCTaHOBUMCH.

Hennc BOPO3AEHKO,
accucteHT kadeapbl apmakonoruv UOMX PHAMY
um. H.W. Muporosa Muxsgpasa PO

3a6oeBaHUMN.
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TaXXenbln KOMOMHUPOBAHHbLIW
MMMYHOOEePULLUT:
Kak He NMponycTuUTh,
Korga CHeT UOET Ha Hedenu

Tsixenasi KOMbUHMpPoBaHHas UMMYHHasi HegoctatodyHocTh (TKVIH) — reHeTtnyecku o6y crioB/I€HHbI UMMYHOLEULINT.
HeoHaranbHbii ckpyHnHr Ha TKVIH B Poccun paboTtaeTt, HO naHayeeu rnoka He ctaJl: 4acTb C/ly4aeB rno-rpexHemy
OCTaloTCsl B «CEepOU 30HE», BHE MOJIS 3peHUs Bpadeu. LjeHa Takou auarHoCcTUHeCKoU nay3bl KaracTpounyHa — 3aepxxKa
MOCTaHOBKU anarHo3a Bcero Ha 2,5 Mmecsija CHWXXAaeT LLaHCbl pebeHKa Ha Xn3Hb ¢ 94 % [0 66 %. Pa3bupaemcsi, kak
pacrio3HaThb TSXEJTY0 KOMOUHUPOBAHHYO MMMYHHYH HELOCTATOYHOCTb TaM, r4e CKPUHUHI MOJTYUT.

OCHOBOINOJIATAIOLLAA CTPATEInNs
TKIWH BbI3BaHA MyTallIsIMU B TeHaX, OTBET-
CTBEHHBIX 3a CO3peBaHue U PyHKUMIO T-1mm-
(oumToB, a B HEKOTOPBIX CJIy4asAX U APYTUX
cyoromyssinuii tumbonuTos [1] (cm. Cnu-
COK ucmounukog). Ha cerogHAMHUN AeHb
U3BeCTHA reHeTU4YeCKas Ipupoja 6osee
20 ¢popm TKVH, ofHaKO YacTh IalieHTOB
JI0 CHIX TIOP MMeIOT HeBepu(UIMPOBaHHbIe-
reHeruyeckue fedeKThl. YacToTa pOXKIeHNA
neteit ¢ TKVIH coctapiseT 1 Ha 58 ThICAY
HOBOPOX/JeHHBIX, Cpefiy TalleHTOB IIpe-
06JIafaI0T IeTU MYKCKOTO oA [2].

B pasBUTBIX CTpaHaxX CpeJHUI BO3PACT
noctaHoBKU auarHoda TKMH — 4-5 me-
csAneB. Jlake HeOOIbIIAA 33/IeP;KKa B 2,5 Me-
cAIa MOXKeT MIPUBECTHU K JIeTaAbHOMY
ucxony [3]. TpancmIaHTanud reMoIno-

3TUYeCKUX CTBONOBBIX KileToK (TT'CK) —
€IVMHCTBEHHBIN CITOCO0 COXPAaHUTD IaIy-
eHTY »KU3Hb [2]. JJoka3aHO, YTO BBIKU-
BaemocTh nocie TICK y meteit myiagiie
3,5 MecsAIla COCTaBJIsAeT 94 %, Torga Kak
y IanumeHToB Oojiee CTapIiero Bo3pacra —
JIAIIB 66-69 % [3]. IIpu OTCYyTCTBUU IaToTe-
HeTHWYeCKOM Tepaluu cCMepTh HAacTyIlaeT
B IIepBbIe 2 To/ia XKU3HU [1].

Hawy4mivie pe3yabTaThl JIedeHUs JOCTU-
raiotrcs npu Hammuuu HLA-coBMecTUMOro
JOHOpPa (CMOJIMHTA MJIM COBMECTHMOTIO
HepPOACTBEHHOTO JoHOpa). [Ipu ramro-
WIeHTUYHOU TPAHCIUIAHTALNH (OT OZHOTO
U3 popuTesel) BBDKUBAeMOCTb HeCKOIbKO
HIKe, OJHAKO JJOHOD JAOCTyIIeH HeMeJ-
JIEHHO, YTO 0COOEHHO Ba)KHO IIPU HeCTa-
OGIUIBHOM COCTOSTHUM pebeHKa. B mepuof

[Mpuv BbIABNEHMM pebeHKa ¢ nopo3peHremM Ha TKIH
Ha No6oM aTane HeobxoaANMO HEMEJSIEHHO OLIEHNTb (DaKT
BBEOEHWS XMBbIX BaKUMH N ero 0aBHOCTb

noaroroBku K TI'CK npoBoauTcsa KOHCep-
BaTUBHAA Tepalud: BHyTPHBEHHOe BBefie-
HYe UMMYHOIJIOOY/JIMHOB, aHTUMUKPOOHAS
1 aHTUMHUKOTHYeCKasA NpodUIaKTUKa,
WU30JIAINA NTAIIEeHTa B CTEPIUIBHOM OOKCe.
ITpu ADA-popme TKIMH BosmoxHa GepMeH-
TO3aMeCTUTEeNbHAA TePalusa KaK «MOCT»
K TPAaHCIJIAHTaIlUHU, B pAje cIydyaeB —
reHHad Tepanusd, KOTopasd aKTUBHO U3y4a-
eTCA U IeMOHCTPHUPYeT 00HaIe)KUBaloLIie
Pe3YJIbTaThI TP OTAETbHBIX TeHeTUIeCKUX
(opmax 3aboneBaHuA. IMEHHO IO3TOMY
PaHHAA JUATHOCTUKA, A0 KIMHUYECKOIro

HYEIO HEJ1b34 AEJIATb NP NOAO3PEHNN HA TKUH

KVBbIE BAKLIVIHbI — MO 3AMNMPETOM

XKM3HEYTPOXKAOLLIMMU.

rPYOHOE BCKAPMJTMBAHUE TPEBYET OLUEHKN

o yToyHeHua guarHosa He BBoauTb BLIK, KTK, BakunHy NpoTuB BETPSAHOW OCIbI
N Opyrue XuBble aTTeHyMPOBaHHble BaKLWHbI. OCMOXHEHMS NOCNe HUX MOryT CcTaTb

HOPMAJIbHbIE PE3VYJIBTATbI CKPUHWHIA — HE NMOBOA UCKJTIOYATb ANATHO3

HopmanbHbin pesynstat TREC/KREC He uckntoyvaet TKVIH, psg coopm 3a6onesaHus
CKPUHVHT He BbIABNSET. Jly4Lle coxpaHsaTb MMMYHOSIOTMYECKYO HACTOPOXEHHOCTb
npu No6om pesynerare.

OCJTOXXHEHWSA BAKLWHALIMN — HE CITYHANHOCTb

Tsaxkenoe nnm HETUNMYHOE TeYEHWE Nocre MO0 XXNBOW BaKLMHbI — 3TO MOBOA,
HeMeOIEHHO UCKITIOUYUTb NEPBUYHBIN UMMYHOOEMULUT, a He XAaTb CAMOCTOATENbHOIrO
paspeLLeHus.

MpyAHOE MOMIOKO — MUCTOYHMK LIMTOMEranioBUPYCHOM MHApeKLMK. PekomeHayeTcst
€ro 3aMeHWTb Ha MMAPONM3aTHbIE CMeCcH, 6E3MONOYHbIE KaLLK U TEPMUYECKI
06paboTaHHble NPOAYyKTbI MO BO3PAaCTYy.

MPOMEANEHWE C KOHCYNLTALUWMEW HEQOMYCTUMO

\ CHwmxeHHble TREC/KREC, numdoneHns nnm KimHM4eckmue CUMNTOMbI — OCHOBaHue

Ona HeMedJs1eHHOro HarnpasreHus K uMMmyHonory. TKMH — 3T1o HeoTnoxHoe
COCTOsHME.

Je6I0Ta, ABJIAETCA OCHOBOIIOJATAIOIEH
CcTpaTervel: Kaxaas Hefellsd IpoMezJie-
HUA C IOCTAHOBKOU JAMarHo3a M HaIlpas-
nernueM Ha TI'CK kputudecku yxyjamiaet
nporxHos [1, 2|.

KAK 3ANOA03PUTb TKNH?

TKVH MO>XHO AMarHOCTUPOBATH B IIepBbIe
JHU KU3HU IIPU IIOMOITY HeOHATAJIbHOTO
CKPUHUHTA, KOTOPBIN IIPOBOAAT B IIepBbIe
4eTBePO CyTOK XM3HU. B 0CHOBe CKpHU-
HUHTA JeXUT KOJIU4YeCTBeHHOe oIpeje-
JIeHHe B BBICYIIIEHHOM IIITHe KPOBU ABYX
MapKepos [1]:

e TREC (T-cell receptor excision circles) —
KOJIbIIeBble DKCIM3MOHHBIE MOJIEKYJIbI
JHK, o6pasylomueca NIpU CO3PeBaAHUU
T-1mMQOLUTOB B TUMYCE;

e KREC (kappa-deleting recombination
excision circles) — aHaJIOrUYHbIe MapKephI
co3peBaHMA B-mumbouuToB.

CHmXeHue (WA OTCyTCTBHE) 3TUX MOJIe-
KYJI B KDOBU HOBOPO>KJJ€HHOTO CBUJIeTeNIb-
CTByeT O HapylIeHNU IMM(OII093a U CIIYXKUT
OCHOBaHUeM I JaIbHelIero UMMyHOJIO-
rU4ecKoro oociaemoBanus. B Poccuu ompe-
JIermernre TREC u KREC BKIIIOYeHO B pacIiu-
PEeHHBIA HEOHATATbHBIA CKPUHUHT [1].

O,I[HE[}(O CKPUHHWHI MOXX€T BbIABUTD HE KAXK-
JIbIH caydait. OMHOM U3 KIII0YeBbIX METO0-
JIOTUYECKUX IPOGJIeM ABIAETCA BBIOOD
noporoseIx 3HadeHu TREC u KREC. B ote-
YyeCTBeHHOU IIpaKTHKe IIepBOHAYaJIbHO
IPUMEeHAINCHh 3HadeHuA 100 x 10° Kite-
TOK — eJUHbIe JIJI1 BCeX HOBOPOXKAEHHBIX.
[Togxon nMeeT CyliecTBeHHbIe OrpaHuye-
HUA: IPU TaKOM IIOPOTe BO3MOXKeH KakK
U30BITOK JIOXKHOIIOJIOXKUTENIEHBIX Pe3yyIbTa-
TOB, TaK M IPOIYCK IIOTPAHUYHBIX CIIy-
yaes [1].

C 2025 roga B Poccuu peKOMeH0BaHbI
OOHOBJIeHHBbIE TOPOTOBbIE€ 3HAYEHUA:
TREC 2450 x 10> u KREC =250 x 10°.
IIpy aTOM IIOJUEPKUBAECTCA: €CJIA UCXOL-
Hble 3HaueHUs TREC u KREC Hmxe 100 x
10°, pe6GeHOK JMO)KeH HeMeIJIeHHO Ha-
IpaBIATHCA K UMMYyHoO0ry. [IpoMexy-
TouHble 3HadYeHUd (TREC 100-449 x 10°,
KREC 100-249 x 10° ) Tpe6yIOT IIOBTOPHOTO
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HAYYHbIV B340

3HAKU OMACHOCTHU

B nepBble Hegenu n Mecsubl
XKU3HW pebeHKa 0 BEPOATHOCTHU
TKWH moryT roBoputb
cnepyoLme hakTopsl:

v ynopHas gunapes, CTyn ¢ npo-
XKUIIKaMm Cnn3un 1 KpoBH,
cpbIrMBaHus, pBoTa, CUHAPOM
Manbabcopbumm, OTCYyTCTBME
npmnbéaBKn Macchbl Tena;

v MHIEKLMN KOXM U CIIM3UCTBIX
(B NepByto o4epenb KaHAMAO03):
y naumentoB ¢ TKUH kaHanpos
UMeeT peunanBupyoLLn
XapakTep;

v nepeHeceHHasn NHekums
C TSOKENbIM TEYEHUEM (YaLLe
BCEr0 3TO pecnupartopHble
WHheKLMn — Hanpumep,
NMHEBMOHUSA C Nporpeccupy-
IOLLEN ObIXaTenbHOn
HEeLOCTaTO4YHOCTLHO);

v OMMNOPTYHUCTUHECKME MHAPEKLNM
(MHeBMOLMCTHAS MHEBMOHMUS,
XOPVOPETVHUT, FreprecBUPYCHbIN
KepaTtuT 1 apyrve);

v 06w aHanms kposk (OAK):
rny6okas numdoneHmns —
meHee 1000 kn/mkn;

v NPOMEXYTO4HblE 3HAYEHUS
TREC 100449 x 10° u KREC
100-249 x 10°, koTopble 6bInK
BbISIBMIEHbI HA HEOHATaIbHOM
CKPUHWHrE;

v B Clnyvae BakLuMHauum pebeHka
BLDK B pogoome nnm noaxe
XapakTepHO pasBuUTHE Permo-
HapHOW (YyNnoTHEHNE B MecTe
NHBEKLMWN) NN TeHepann3oBaH-
Hon BLK-mHdbekumnn (MHdbmnb-
TpUPOBaHHbIE NONMMOPMHbIE
3MIEMEHTbI MO BCEW KOXE).

TpeBOXHbIM CUrHaNoOM Takxe
ABNAETCA HanM4yne B CEMeNHOM
aHamHese cnyvyaes TKUH nnm
CMepPTW JeTel paHHero Bo3pacrta
OT UH(PEKLMOHHBIX 3a60neBaHUN.

TeCTUPOBAHUA U TOTIOJIHUTEILHOTO 00CIe-
JoBaHUA. MHGOpMAIUA O TAKUX JeTAX
JIOJDKHA HAIIPABJIATHCA B IOJIUKINHUKY
110 MeCTY >KUTeIbCTBa [1].

TREC/KREC-CKpUHUHT He SBJIsTCA 30JI0-
TBIM CTaHZapTOoM guarHoctuku TKVH
¥ UMeeT PAJ IPUHIUIINAIBHBIX OIPaHU-
yeHUl. CKpUHUHT OCHOBaH Ha CHIDKeHUU
KOJIM4YeCcTBa HauBHBIX T-kieToK. OgHaKo
IIpU pAAe MOJEKYJIAPHO-TeHETUYEeCKUX
JledeKTOB B KPOBM MOTYT IIPUCYTCTBOBATh
T-nuM@onuTsl (HepeaKo MaTepUHCKOIO
TIPOUCXOXK/IeHNs), YTO He IIPUBOAUT K CHU-
»keHMI0 TREC HIKe IIOPOroBOTO 3HAYEHUA.
Kpowme toro, metor, TREC/KREC oTpakaeT
KOJITYeCTBO, HO He (PyHKIIMIO IUMQOITUTOB.
ITosToMy QyHKITMOHAIBbHBIE TedeKThI T-Kite-
TOYHOI'O 3B€HA, IIPY KOTOPBIX COXPAHAETCA
HOPM&JIbHBIN IUM(DOII033, MOTYT He BbI3bI-
BaThb cHkeHusA TREC [1].

Kak u y 11060r0 CKPUHUHTOBOTO 06CIe/0-
BaHuA, y Metozia TREC/KREC moryT 65ITH
OPTaHM3aIMOHHO-TEXHUYECKUE TPOBIEMBL:
HapyIlleHue IpaBwI 3a00pa GroMaTepraa,
oTrcyrcTBUe oxBara 100 % HOBOPOXKAEHHBIX
(4acThb meTell pOXKAEHbI BHe MeIUIIMHCKIX
YIPEeXAEeHUI WU BBIMVCAHBI JOCPOYHO),
JUTATEIbHAS MAPIIPYTU3ALMA TIOCIIe TOJI0-
JKUTeIbHOTO CKDUHUHTA, COCTOAINAA U3
HeCKOJIbKUX 3TAIlOB, KOTOPbIe MOTYT 3aTs-
HYTbCA (HOBTOPHBIIH 3200D, TuMponUTapHas
(dhopmysia, *MMYHO(DEHOTUIIMPOBAHUE, TIOI-
TBepxaeHne TREC/KREC). BceaTo OTKIafbI-
BaeT IIOCTAHOBKY AMATHO3a.

Takum 06pa3oM, HECMOTPsI HA HECOMHEH-
HYIO IIeHHOCTb HEOHATAJIbHOTO CKPUHUHTIA,
€ro pe3ysbTaT B IIpeJie/lax HOPMEI He CHU-
MaeT C ITe[aTpa OTBETCTBEHHOCTH 32 UMMY-
HOJIOTUYeCKYI0 HaCTOPOXKeHHOCTS [1].

4YTO AOJDKHO NPUBJNEYb

BHMMAHUE NEANATPA

I[Tpu poXKIeHUN U 3aTeM B TedeHMe HeCKOb-
KHX HeJleJIb GOIBITUHCTBO HOBOPOXK/IEHHBIX
¢ TKMH MoryT KasaTtbCa 300pOBbIMU. Tak
IIPOZIOJDKAeTCA, IT0Ka AedeKT UMMYHHOHN
CHCTeMBI KOMIIeHCUPYeTCA MaTepUHCKUMU
aHTUTeJaMH, IlepelaHHbIMU Yepes IIa-
LIeHTy. 3aTeM, HeCMOTP:I Ha TeHOTUITIYe-
CKoe pasHooOpasue, Bce GOPMBI IIPOABIIA-
IOTCA CXOXKUM 06pasoM [2].

BLUXX — PUCK

NEPBbIX AHEN XXU3HU

B Poccuu BaknuHanua BIDK nposoauTca
Ha 3-5-1 JleHb KU3HU. PesysbTaTel Heo-
HaTaibHOTO ckpuHuHTra Ha TKUH cTaHo-
BATCA U3BECTHBI 3HAYMTEJIBHO II03Xe. DTO
O3HaJaeT, YTO 3HaYUTeIbHAasA YacThb AeTel
¢ TKUH B Poccuu Hen36eKHO IOIyJaioT
JKUBYIO BAKIIMHY 10 YCTAHOBJIEHUS 1A~
THO3a. Y HUX PAa3BUBAIOTCA OCJIOKHEHUA
(Y58.0.1, Y58.0.2, Y58.0.3, Y58.0.5) pasiny-
HOM TxecTu. JIokaapHbIN BIDKUT nmposs-
JIAETCA B BUJIe YIUIOTHEHUA U Ka3e03HOIo
IOPaKeHUA B MeCTe UHBEKIINU, YBeInve-
HHA PerMOHaPHbBIX JTUM(OY3IIOB.

J14 reHepa30BaHHON (POPMBI XapaKTepHO
crnenuduIecKoe MOpakeHNe KOXXU B BUJE
3JIEMEHTOB CBIINY, NOpayKeHue IMM(OY3/IOB,
Ie4yeHU, ceJle3eHKU, KOCTel. DTO coCTos-
HYe MOXXeT CTaTh KU3HeyrpOoXXKaIIuM
U CyIIeCTBEHHO OCJIOXKHUTH ITOCIeAIyIoIee
JledeHre, B TOM YUCIe TPAaHCIUIAHTAIUIO
TeMOIIO3TUYEeCKUX CTBOJIOBBIX KIETOK [1, 2.

3meck BO3HUKAET 3TUYeCKas AWIeMMa: BBO-
Juth i BIDK HoBopOoXKzeHHbIM? CyIecTBy-
IOIUY HallMOHAJIBHBIN KaJlleHAAaphb IIPUBU-
BOK He JlaeT OTBeTa, HO IeJUaTp JOJLKeH
YYUATBIBATD 3TOT (QAKT IIPU JUATHOCTHUKE.

DTOT aHAMHeCTUYeCKUY IIYHKT UMeeT He
TOJILKO IMATHOCTHYECKOe, HO U TAKTIYeCKoe
3HaYeHye: Hammdre BBemeHHon BIDK BimusteT
Ha CPOKU, BO3MOKHOCTb U PEKUM KOHAMITY-
oHupoBaHusd nepen TICK (1, 2]. Q

Pepakuusi rasetbl
«NEANATPUA CEFOOHSA»

Cnucok ucmouHukKo8

e TICK TPaHCIUIAHTAIYA TeMOIIO3TUYEeCKUX CTBOJIOBBIX KIIETOK

e TREC T-cell receptor excision circles

e KREC kappa-deleting recombination excision circles

ANNTOPUTM OEACTBUN
NPU NOAO3PEHUUN HA TKUH

LLIAT 1
3anoposputb TKUH
Ha OCHOBaHUU «KpacHbIX ¢hniaros»

LWWATI 2
MepBu4Has na6oparopHas gUuarHocTuka

1. Pa3BepHyTbIi KNMHWUYECKWIA aHanus: numdponenuns >2,5 x 10%/n,
HenTponeHus >1,0 x 10%n, NK-kneTkun B cocTaBe IeNKoLUTapHOM
hopmyIbl.

2. immyHorpamma — ypoBHu IgG, IgM, IgA, IgE (c y4eTom Bo3pacTHbIX
Hopm). Mpn TKNH xapakTepHO ry6oKoe CHKEHME BCEX KNAacCoB
UMMYHOTI06YNNHOB.

3. immyHodeHoTUNMpoBaHwe numdouutoB: CD3* (06Lwume T-numdounTbl),
CD3* CD4* (xennepbl), CD3*CD8* (unutoTokcmyeckue), CD19* (B-numdboum-
Tbl), CD3:CD16*CD56* (NK-kneTku).

4. YposHu TREC/KREC.

LUAT 3
MHTepnpeTtauus pe3ynsratos ckpuHuHra TREC/KREC

Mpu pe3ynsratax TREC/KREC B «cepoii 3oHe» (100449 / 100—249 x 10°) —
NOBTOPHOE UccnefoBaHue Yepes 4 Hepenu ¢ OQHOBPEMEHHONM pa3BEPHYTON
UMMyHorpammoit. Mpu 3HadveHmsx <100 x 10°— 3KCTpeHHOe HanpaBneHne

K UMMyHosory.

LLAT 4
HemepneHHoe HanpaBneHWe pe6eHKa K e TCKOMY UMMYHOJIory
npu nogo3peHun Ha TKUH

OTO ABMNAETCA HEOTNIOKHLIM NMMYHONOrn4eCKUM COCTOAHNEM.

LAl 5
3awmTHble Mepbl A0 Bepuchmkaumm guarHosa

o nony4yeHus pe3ynstatoB 06CnefoBaHUs U KOHCYNbTaumMmM MMMyHosora
neguaTp OTMEHSIET BCE XUBble BakLuHbI. [1py He06XxoaMMOCTN — rocnura-
nm3aums ¢ pa3MeLLEHNEM B YCIOBUAX CTPOroM N30Maumnm (60KCMPOBaHHbIN
pexum).

LLAT 6
MapwpyTusauus
B cneuuanu3vupoBaHHbIN LIeHTp

Mpu Bepudpmkaumm TKUH mnm BeIcCOKOM BEPOATHOCTU AMarHo3a pebeHoK
Hanpasnsetcsa B dhefepanbHbiv LeHTp (PrBY «HMUL ArOU um. Omutpus
Poravesa», HMWLl 300poBbs geTen nnn apyron ynofiHOMOYEHHbIV LEHTP)
AN MONEKYNSAPHO-reHeTnyeckon Bepudpmkaumm popmbl TKUH, pewienns
Bonpoca o TI'CK, nog6opa goHopa v NpeaTpaHcniaHTaUMoHHOM NOAroTOB-
kun, paccmoTpeHust hepmeHTodamectutensHon (PEG-ADA) unu reHHown
Tepanuu.
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GAPMBECTHNK

CuHppom Buckorra — Onpgpuva:
HOBbI€ BO3MOXXHOCTU KOHTPOJA
00 TpaHcnnaHTauun

CuHpgpom Buckotra — Ongpuda MackupyeTcs rnog uanonaTtuyeckyro TpoMOoLUTOrNeHn4Ye-
CKYIO 1ypriypy wiv atonuio, HO HECET PUCK KPOBOTEYEHWI, B TOM YUCIIE BHY TPUYEPETHbIX.
lNegnatp — nepBbivi, KTO BUAUT MPOSIBIIEHNS IATOSI0MN B BUAE NETEXUM, SK3EMbI M HaCTbIX
oTnTOB. HYTO BXOANT B YEK-TINCT HACTOPOXEHHOCTN? KakoBbl rMpaKkTUn4eckne asaroputMbl
BbibOpa 1 NepekKsIio4eHUss Tepanim Mexagy PoOMUIIOCTUMOM U SJTTPOMO0oNarom?

AHHa OTHEBA

Bpay-nmmyHonor HaumMoHanbHOro MeguLMHCKOro
nccnefoBaTenbCKOro LieHTpa AeTCKon
remMaTosniorum, OHKONOrMM U UMMYHOMNOT UK

um. Omutpuns Porasesa Munagpaea Poccuu, K.M.H.

Onus POOMHA

Annepronor-uMMyHoOsOr, CTapLUNA Hay4HbIN
COTPYAHVK OTAEena onTMMU3aLmn fieveHus
MMMyHogeduumToB HaunoHansHoro
MeAVLIMHCKOrO UCCNEA0BaTENbCKOro LieHTpa
[ETCKOW remaTtonorum, OHKONOrnm 1 UMMyHONOrMK
um. Omutpuns Porasesa Munagpaea Poccuu, K.M.H.

Kupunn BOPOHUH

BepyLumii nHxxeHep nHopmaLmMoHHO-
aHanUTM4ecKoro oTaena (rpynna cTaTucTuku

1 aHanm3a AaHHbIx) HaunoHansHoro
MeAVLIMHCKOrO NCCEA0BATENLCKOrO LIeHTpa
[IETCKOW remartoniorn, OHKONOrM1M N UMMYHONOTUN
um. Omutpus Porasesa Munsgpasa Poccumn

AHacTacua MPOLUBETKMNHA

BuocTatuctuk otaena 6moctatmcTvku
HaunoHansHoro MeanLUmuHCKoro
nccnefoBaTenbCKoro LeHTpa AeTCKoM
reMaTosiormm, OHKOIOrMM U UMMYHOJIOr UK
um. Omutpus Porasesa Munsgpasa Poccumn

Omutpun MEPLWWH

3aBegyoLumin nabopaTtopuen TpaHcnnaHTauMoHHON
MMMYHOJIOFMU U UMMyHOTepanuu reMo651acto3oB
HaumnoHansHoro MeguuMHCKOro
nccnenoBaTenbCKoro LeHTpa AeTCKom
remMaTosfiorum, OHKONOrMM U UMMYHOMOT UK

um. Omutpuns Porasesa Munagpasa Poccun

Mwuxann MACYAH

3amecTuTens reHepansHoro aMpekTopa

no Hayke — ampekTop NHCTUTyTa MonekynspHom
N 3KCNepUMEHTanbHOM MeauLumnHbl HaumoHansHoro
MEAMLIMHCKOro UCCIefoBaTenbCKoro LeHTpa
[eTCKOW reMaTtonorum, OHKOOrMn 1 UMMYHOSOrMn
M. Omutpua Poradesa MuHsgpasa Poccun,
npodeccop, A.M.H.

lannHa HOBMYKOBA

MaBHbIA BHELUTATHbIV AETCKUI cneumanncT
oHKonor-remartonor MuH3gpasa, reHepasbHbIi
AvpekTop HaumoHanbHOro MeanLIMHCKOro
nccnefoBaTenbCKoro LeHTpa AeTCKoM
remMaTosiormm, OHKOIOrM U UMMYHOJIOr N

M. Omutpusa Poradesa MuHsgpasa Poccuu,
npodeccop, A.M.H.

AHHa LWEPBUNHA

3amecTutens gvpektopa MIHcTUTyTa rematonoruu,
MMMYHOJIOTUU N KNETOYHbIX TEXHOMOT U,
3aBefytoLlas oTaAeNeHnemM MMMYHONOrMn
HaumnoHanbHoro MegmuUmMHCKOro
nccnefoBaTenbCKOro LieHTpa AeTCKon
remMaTosniorum, OHKONOrMM U UMMYHOMNOT UK

um. Omutpuns Porasesa Munagpaea Poccuu,
npodeccop, A.M.H.

WAS — 30HA CKPbITOIO PUCKA
Cungpom Buckorra — Ongpuya (WAS) —
X-cIleIIeHHOe pellecCUBHOe 3a60JIeBaHue,
00yCJIOBJIEHHOE MyTaIllusIMU B reHe WASp.
OH pacnoso:xeH B JIoOKyce Xp11.22-p11.23
U KomupyeT 6e10Kk WASD, KOTOPBIH pery-
JIpyeT LUTOCKeJeT aKTUHA B KJIeTKax
He3pUTPOUJHOU reMOII03TUYeCKOU JIMHUU
(muMdonmTax, TpoMboIUTAX, HEUTpOPU-
J1ax). CHHIPOM IIPUBOJUT K KJIACCTIECKOU
TpHafie: MUKPOTPOMOOIITOIIEHNA, SK3eMa
U peruauBUpyomue nadexnuu. Yacrora
WAS — 1-10 arydaes Ha 1000 000 HOBOPOX-
JIeHHBIX [1] (cm. Cnucok UcmouHuKo8).

WAS oTHOCUTCA K IepBUYHBIM UMMYHO-
IeduimraM, oJHAKO ero cCaMblil paHHUU
¥ OCHOBHOH CHMIITOM — TPOMOOIUTOITE-
HUA. OHAa MOXKeT IIPUBECTU K TAXKeJIbIM
KPOBOTEYEHUAM, B TOM YHCJIE U KU3He-
YI'DOKAIOIIUM UHTPAKPAaHUAIBHBIM KPO-
BOUMBIUAHUAM, y 6otee yeM 30 % mamyeH-
TOB. B oT/II4Me OT OCTaIbHBIX IPOSABICHUN
KPOBOTEUYEHUA ABJIAIOTCA IIOCTOSHHBIMU
CUMIITOMaMH 3TOro 3a6osieBaHuA [2].

[MegmaTp MOXeT CTOIKHYTbCA C TAKUMU
TanreHTaMu JIU60 Korja fuarno3 WAS yxe
YCTaHOBJIEH U TPeOyeTC s MOAAeP:KUBAOIIAs
Tepanua i1 KOHTPOJIA TPOMOOIIUTOIIeHUH,
JI60 IIPY IEPBOM OOpaIleHUH, 3aTI003PHB
3a00JIeBaHYe 110 COYETAHUIO PEIUIUBUDY-
OIIVX KPOBOTEYEHUH, MUKPOTPOMGOITATO-
TIIeHUU B Ma3Ke KPOBU U JIOIIOJIHUTETbHBIX
«CUTHAJIOB TPEBOTU» BPOZe dK3eMbl WIN
YaCcTbIX OTUTOB [1].

BbIDKUBAEMOCTb:

FTOHKA CO BPEMEHEM

Jlo BHeipeHUA TPaHCIUIAaHTallU IeMOII03-
TUYeCKUX CTBOJIOBBIX KiIeToK (TTCK) metu
¢ WAS xwmu B cpereM 11-15 JieT, moru6as
oT nH(peKnuii 1 KpoBoTeueHUM. CeromH,
6srarogaps passutuio TICK u conpoBogu-
TeJIbHOU Tepamnuu, 82 % MaljueHTOoB Iocie
TPaHCIUIAaHTALlU JOKUBAIOT A0 15 jer,
okoyto 70 % — o 30 JIeT, HO JjIA 3TOro pebe-
HOK JJOJIKeH BOBpeMA IIoNacTh K UMMYHO-
JIOTY U TPAaHCIUIAHTOJIOLY [1, 2]. OCHOBHBIE
IPUYMHBI CMepTU: UHQEKIUU (44 %), Kpo-
BOTeueHU (23 %), 3JI0Ka4eCTBeHHbIE OIIy-
xonu (26 %) [1].

Jlo cux Top He peleHHbIM OCTaeTCs BOIIPOC
mo/6b0opa Tepamuu i1 KOPPEeKITUU TPOM-
OOIUTONEHUY U HPEeAYIPEeXIAEHU KU3-
HeyI'pOXKAIIIUX KPOBOTeUeHU ! 10 HIN
6e3 mposenenus TICK. [emopparuyeckue
ocnoxHeHUA WAS IpuUBOAAT He TOJIBKO
K MHBAJIMIU3AIUY HAIIMEeHTOB, HO U K 3Ha-
YUTEeIbHOMY IOBBIIIEHUIO PUCKA OCTIOKHe-
HUM, accorurpoBaHHbIx ¢ TTCK.

PucyHok 1. HacneposaHue cuHapoma Buckotrra — Onpgpuya

X-cuenneHHoe peueccuBHoe
HacnepoBaHue
Oreu: 300poB
MaTb: HocuTenb

X-cuenneHHoe peLeccnBHoe
HacnenoBsaHue

OrTeu: 6o0neH
Martb: 3popoBa

B u} (1]
XY Y XX
XY X Y XX XY X XY X
o on uf (1] B om | on
3popoBbii  [Jodb-  BonbHom 3popoBas 3popoBbit  [o4vb-  300poBbIN [oyb-
CblH HocuTEnNb CbIH [o4b CblH HocuTenb  CblH HocUTENb

KOrgA NnEAUATPY HACTOPOXXUTbCS
WAS fe0r0THpyeT Ha IIepBOM TOLY KU3HU
(dame B mepBble MecAnbl). [lequaTp Jo7-
’KeH IIOJyMaTh O CUHApoMe Buckorra —
Omgpuua [1], ectn y peGeHKa:

® TPOMOOLUTONEHUA C POXIEeHUA W(<50
% 10 /i) + MUKPOTPOMOOLIMTHI Ha MasKe;

® peluANBUPYIONINe KPOBOTEUEeHUA (IIO-
cte o6pesaHusa, KpoBaBasd fuapesi, reMarte-
Me3HC, ITIeTeXWH, IypIlypa, HeoOBIYHbIE
CUHAKY, KPOBOTeYeHUA U3 HOCA);

® >K3eMa;

® YacThle OTUTHI, THEBMOHUU U JpyrHe
uH}peKIuy;

* HeOJIAronpUATHBINA CeMeHBIN aHaMHe3
(6paThs WM IA0S C TPOMOOLUTOIIEHUEN
WIN paHHeW CMepPThIO);

* ayTOMMMYHHbIE 3200/IeBaHN (TeMOJIUTH-
4yecKad aHeMUs, HeliTporieHuA u IgA-Hedpo-
naTus);

® 3JI0KaYecTBEHHOe HOBOOOpa3oBaHUe
(B-xsrerouHas smmmdoma).

ArOHUCTbI PELIEMTOPA
TPOMBOMOJ3TUHA NPU WAS
TpoMOOIMTHI 06PA3yIOTCA B KOCTHOM MO3Te
U3 MerakapuouuToB. KirtoueBbIM perysaro-
POM 3TOr0 IPOoIecca ABIAETC TPOMOOIIO-
STUH, B3aUMOZEHCTBYIOIINI C peLleITOpOM
¢c-MPL Ha TOBepXHOCTH MerakapuoOLUTOB.
ATOHHCTEHI peljenTopa TPOMOOIIO3TUHA
(aTTIO-p) IMUTHPYIOT AeUCTBYUE IPUPOSHOTO
TPOMOOIIO3THUHA U CTUMYJIUPYIOT TPOMOO-
1uTo11033. OHU 3 (PEeKTUBHO TPUMEHAIOTCA

IIPYU UJVOTIATHYeCKON TPOMOOIUTOIIeHU-
yeckol nypmype (UTII) u apyrux ¢popmax
TpoMbonuToneHuu [3]. [loTeHIMAIBHO
HOBBIM IIOJXOAOM K JIEUeHHIO ITalllIeHTOB
¢ WAS asnaerca ucnonbsobanue alTIO-p ma
YMEeHBbIIIeHU TAKEeCTU KPOBOTeUeHUH [2].

POMUIIIOCTUM U 3JITPOMOGOIIAr OTHOCATCS
K aTTIO-p, HO OTVIMYAIOTCA II0 CTPYKTYpe,
IyTAM BBeJIeHUA U MeXaHU3MaM JIeiCTBUA
Ha MerakapuonuT. POMUIUIOCTM — ITeIITH-
HBIN arOHUCT, BBOAUMBIM IIOAKOXKHO, IIpe-
VMYyIIeCTBeHHO CTUMY/IMpyeT IIponudepa-
IIYI0 MeTaKapUOIMTOB Yepe3 aKTUBALINIO
mytu AKT. DaTpombGomnar — nepopaaTbHbIN
HeTIeITUJHbII arOHVCT, KOTOPBIH aKTUBUpPYeT
kak AKT, Tak u ERK1/2, ycumuBas u cospe-
BaHUe MeTaKapuOIUTOB, M 06pa3oBaHUe
IIPOTPOMOOLIUTOB. DTU PA3IIYUA YaCTHIHO
OOBACHAIOT, IIOYE€MY OJJHU HaIleHThI OTBe-
YaloT Ha OJWH IIpellapaT U He OTBeYaloT
Ha JIPyToii, a TakKe nouyeMmy cMmeHa alTIO-p
MOYKeT ObITh KITMHIUYECKY OIPABAAHHOM [2, 3.

[MonHbIM TPOMGOUUTAPHBIN
OTBET K 4-1 Hepene
Haongancs

y 50 % nauneHToB

B rpynne pomMunioctuma
ny 36 % B rpynne
anTpombonara
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PucyHok 2. AuHamMmuKa remopparm4eckoro CUHApoma B rpynrne rnauyeHTos,
He AOCTUILUMX OTBETa Ha Tepanuio pOMUNIocTUMOM (n = 3) m anTpombéonarom (n = 7)

(o6Lee ymcno naumeHTtos 10)

100
90 Llikana kpoBoTeyeHnii BO3
1 2 3

s 80—
x
z
5 70 ——
T
o
e 60—
o
&
S 50—
o
e 40 I
(0]
S
3 30 —— — —
cC
S

20 ——

10 —

o tepanun Ha tepanum o tepanun Ha tepanuun
POMMMNIOCTUMOM anTpomoéonaroMm

Bannbl Tepanun

1 2 (29 %)
2 0 (0 %)
3 1(14 %)
N (%)

PeBonenp, N = 7'

Aunnewnt, N = 3!
1 (33 %)
1 (33 %)

0 (0 %)

CTOUT OTMEeTHUTD, 4TO Ipu WAS Tpom6o-
OUTONEHUA 00yCIOBIeHA He TOJIBKO CHU-
’KeHHBIM IIPOU3BOJICTBOM, HO U YCKOPEH-
HBIM pa3pylleHueM TPOMOOIUTOB (TaK
KaK IPOUCXOAUT YCUJIeHHbIN (aromuTos
(ocdaTuanICEpUH-TIOIOKUTEIBHBIX TPOM-
6oLTOB MaKpodaramu cejie3eHKH), MO3-
ToMy alTIO-p BO3AEMCTBYIOT JIUIIb Ha OfHY
CTOPOHY IIATOJIOTUYECKOTO Iponecca. Tem
He MeHee JaHHbIe IIOKA3bIBAIOT, YTO JaXKe
TIPYU OTCYTCTBUY BBIPAKEHHOIO POCTa Y CIA
TPOMOOIIMTOB BO3MOXKHO KIIMHUYECKU 3Ha-
4MMO€ YMEHBbIIIEHNEe BBIPAXXEHHOCTU KPO-
BOTOYUBOCTH [2].

MNCCNEAQOBAHUE ROMI-EPAG:

KTO BOLUEN N KAK NEYUNN

Ha 6a3ze HMUILI ATOU um. imutpust Pora-
YeBa OBUIO IIPOBEJIEHO CpaBHeHUe 6e30-
IacHOCTU U 3¢ (PeKTUBHOCTY IPUMeHeHUA
POMUILIOCTAMA U SITPOMOOIIAra B JIEUeHUHU
TPOMOOIIUTONIEHUH Y MTAIIeHTOB ¢ WAS.
B mpocneKTUBHOE MOHOIIEHTPOBOE HCCIe-
JIOBaHUe OBbUTY BKJIIOUEHBI 28 MallueHTOB
C TeHeTU4YeCKU MOoATBePXJeHHbIM WAS
B BO3paCTe OT 2 MecALeB [0 17 JIeT, TOCIIuTa-
JIM3MPOBaHHBIE C HOAGP:A 2019-T0 IO anpesb
2023 roga. Bce ety UMeU TAXKEIYI0 TPOM-
GOIUTOITEHUIO (KOJMYIECTBO TPOMOOIIH-
TOB <50 X 10°[JT) 1 KJIMHUYeCKY BbIpa’KeH-
HBIU reMOpparndyecKuil CUHAPOM [2].

[NanyieHTBI paHAOMUSUPOBAIUCE 1:1 Ha iBe
TPYIIIEI [2]:

e PomuriuioctuM: 14 manyeHTOB, CTapTO-
Basd 7mo3a 9-10 MKI/KI/Hezienio (MexuaHa
9,4 MKI/KI[HeZ), MaKCHUMaJIbHO [0
500 MKr/Hezx,

e DaTpoMbomar: 14 mamueHTOB, [103a
2-3 MI/KT/cyT (MeauaHa 2,9 MI/KI/CyT), MaK-
CHMAJIBHO /10 175 MI/CyT.

I'pyImIIbl He pa3IMYIMCh 10 BO3PACTY, TAXKe-
CTH, YPOBHIO 3Kcnpeccur WASP 1 ucxog-
HOMY YUCITy TPOMGOIIUTOB (18 x 10°/1 s
POMMUILIOCTHIMA U 22 X 10°[)1 1A 95ITPOM-
6orara) [2].

OCHOBHOU KOHEYHOI TOYKOI ObLIa BEPO-
SITHOCTB JOCTYKEHUSI 00IIero TpoMOoou-
TapHOTO OTBeTA (IIOJHBIU + YaCTUYHBIN)
4Jepes 4 Heflenu Tepanuu (+7 guew). ITos-
HBIM OTBeT OIIpefie/LAUIN Kak =100 x 10°/1,
YACTUYHBIN — KaK IpUpocT =30 x 10°/1x

[Mpy Ha3Ha4eHun
anTpomobonara geTam
¢ WAS Heobxoaum
PErynsipHbIN KOHTPOSb
ANTT n ACT

6ormara. Pasjnuua B BepOATHOCTHU AOCTU-
»KeHUs IIOJIHOTO OTBeTa TaKXKe He ObUIN
CTaTUCTUYeCKY 3HAYUMBIMU [2].

TakuM 06pasoM, BepOATHOCTb JOCTIDKEHUA
TPOMOOIIMTAPHOIO OTBETA Yy IAIeHTOB
B TPyIIIle POMUIUIOCTVIMA ObLIA BBIIIE, YeM
y OOJBHBIX, TOJIY4aBIINX SJITPOMOOIIAr,
OJJHAKO PAa3HUIIA He JJOCTUIVIA CTaTUCTIYe-
CKOH JOCTOBepHOCTH. Hesrb3s NCKIIIOUUTS,
YTO TeHJleHIIUA K MeHblIel 3(pheKTUBHOCTH
arrpoMborara y marnpeHToB ¢ WAS B uccieno-
BaHWU ObUIa OGYCIOBJIEHA €T0 ITIePOPTEHBIM
mpreMoM U (papMaKOAMHAMUKOM ITperapara.

FMABHOE — HE LIN®PbI,

A KITMHNYECKUN 9D DEKT

Jlo Havas1a jredeHUA BCe MaIfeHThI NMeJIH
KJIMHUYECKU 3HAYMMBIN reMopparuye-
CKUU CUHJIPOM: KOXKHbIe IIPOSIBJIeHUd,
HOCOBBIe KPOBOTEUeHUsI, KPOBOTEUeHU s
u3 JKKT, a Takke efHUYHbIE CJIydau BHY-
TpUYEPEeITHbIX U JIETOYHBIX KPOBOTEUEHUIA.
Ha ¢oHe Teparmuy Kak pOMUILIOCTHIMOM, TaK
U AIITPOMOOIIATOM TSDKECTh KPOBOTOYUBOCTH
CyIeCTBeHHO CHU3WIACH (CM. PHC.), IpUYeM
3TO KacaJIoCh He TOJIBKO MAIleHTOB C BhIPa-
JKeHHBIM IOZHEMOM YHC/Ia TPOMOOITUTOB,
HO U YaCTU OOJIBHBIX 6e3 1abopaTOPHOTO
oTBeTa [2].

Ha mpoTspKeHUU BCel Tepanuu He ObUIO
3aperucTpUPOBaHO KPOBOTeUeHUH 4-1 CTe-
TIeHU U >KU3HeYT'POXKAIOIIMX KPOBOU3INA-
HUU B xKeIyIo9HO-KUIedHbIH TpakT (JKKT)
WIY IIeHTpaIbHyI0 HepBHYIo cucteMy (LTHC).
B rpyIine poMUILUIOCTIMA eAIMHCTBeHHBIM
SIMU30[0M 3-1 CTeleHU CTAJI TeMOKOJIUT
Ha ¢oHe BUPYCHOT'O TaCTPOIHTEPOKOIUTA.
B rpynmne manueHTOB 6e3 TpoMOonuTap-
HOTO OTBeTa GOJIBIINHCTBO SIIU30L0B KPO-

MpuMeHeHMe NpenapaToB POMUMNIOCTUM U 3nTpomGonar

MapameTtp

MyTb BBEAEHWA

O6Lwmii OTBET K 4-11 Hepene

OhheKT Npu Nnepekno4eHnn

BnusHne Ha KpoBOTEeYeHUs

Puckun

MOHUTOPUHI-KOHTPOSb

OT UCXOZHOTO, HO <100 x 10°/71. lorosrHu-
TeJIbHO OLIeHUWBAIU JUHAMUKY reMOpparu-
YeCKOT0 CUHZAPOMaA II0 IKajle BceMupHoOn
opraHusanuu sgpaBooxpaHeHuda (BO3)
¥ 4aCTOTY HeKeJlaTe/IbHbIX sABeHuit (HA) [2].

OPPEKTUBHOCTD:

POMUNNIOCTUM VS ANITPOMBONATI
Yepes 4 HeflesIy OT HAYAIA TEPAIINH OOIIU
TPOMOOIMTAPHBIA OTBET JOCTUTHYT
y 11 u3 14 mauueHTOoB (79 %) B IPyIIIle POMU-
IUIocTUMa Uy 7 u3 14 (50 %) — B rpynmne
anrpombomnara. CpeflHee YHCIIO TPOMOO-
LIUTOB K 4-11 Heflelle y OTBeTUBIIUX COCTa-
BUJIO 106 x 10°[1 (+95) HA POMUILIOCTUME
u 89 x 10°/x (+58) — Ha anTpombomare.

BepoATHOCTH HOCTIDKEHNA OOIIEero OTBeTa
K 4-11 HeJlesle GbUIA BBIIIE I POMUIUIOCTHIMA
(73 % mpoTUB 43 %), pa3IuJdud He ABJIAITCA
CTaTUCTUYeCKU 3HAaYUMBIMU [2].

[ToHBIN TPOMOOIIMTAPHBIN OTBET K 4-11 He-
Jiesie HaOofaIcA y 50 % manueHToB B IPyI-
I POMMIUIOCTHMA 1y 36 % B I'PyIIIIe JITPOM-

Pomunnoctum

MopkoxHo 1 pa3 B Hepento
79 % (11/14 naumeHTOB)

MonHeIn oTBeT y 43 %
npu nepexofe ¢ anTpombéonara

CyLLEeCTBEHHOE CHKEHWE THXKECTMH,
OTCYTCTBME KPOBOTEHYEHUN 4-11 CTENEHMN

CepbesHble He 3aperMcTpMpoBaHsbl

He TpebyeTca

BOTOYMBOCTH OTHOCIUIHCh K 1-2-1 CTelleHn
1o mkaige BO3, 4To KOCBeHHO CBUEeTeNIb-
CTBYyeT O BO3MOXHOM YJIy4IIeHUU QYHKITNU
TpoMOOIUTOB 1107 AeticTeueM aTIIO-p [2].

BTOPOW LWAHC: NEPEKJ/TIOYEHUE

HA ANIbTEPHATUBHbIN ATIMO-P

Y 18 13 28 mauueHTOB (9 Mocjie pOMUI-
JIocTHMa U 9 Tocje 3ITpoMoboIara) mpo-
BOAWIACh KOHBEPCHUA Tepalluy Ha Apyrou
aTTIO-p B CBA3U C OTCYTCTBUEM OTBeTa,
YaCTUYHBIM OTBETOM WIM Pa3BUTHUEM Hexe-
JIATeJIbHBIX ABJIeHUI. [lepeKroueHre II03Bo-
JIWIO JOOWTHCA TTOITHOTO TPOMOOIIUTAPHOTO

OTBeTa U KyIIMPOBAHUA PeIIUBUPYIOIINX
KpOBOTe4YeHHUH y 33 % NallieHTOB IoCe
riepexozia Ha aiTpoMoborar u y 43 % — mnocie
Ha3Ha4YeHUA POMUILIOCTUMaA. B cymMme,
C y4€TOM BTOPOU JIMHUU, OOLITUM TPOMOO-
OUTAapHBIN OTBET ObLI JOCTUTHYT Y 87 %
JleTeii [2].

VHTepeCcHON HAXOAKOU CTAJIO OTCYyTCTBUE
ycIexa KOHBePCHUU Y MallieHTOB, KOTO-
pble IepBOHAYAILHO OTBedaty Ha alTlIO-p,
a 3aTeM IIOTepsUIU OTBeT. Y Bcex 4 TAKUX Jie-
Tell CMeHa IIpelapara He IpuUBeJia K BOC-
CTaHOBJIeHUIO 3 deKTa. DTO IMoTIePKUBAET
Pa3HUIY MeXAY IIePBUYHON PE3UCTEeHT-
HOCTBIO U BTOPUYHOU IOTepel oTBeTa
¥ YKa3bIBaeT Ha HeOOXOMVMOCTD JUTHHEMIIINX
VCCIeJOBAaHUY MEeXaHU3MOB ToUIenHeH [2].

NMPO®UJIb BESOMNACHOCTU

N CNABbIE MECTA 3N1ITPOMBOIMATA
3a BpeMsA UCCIe0BAHUA 3aperucTpupo-
BaHO JIBA HeXKeJIaTeJIbHBIX SBJIEHUs, 00a —
y MaI[eHTOB, MTOMYYaBIINX SJITPOMOOIIAT.
Y noppocTKa 15 jieT pasBWIOCh IOBLIIIICHYE
TpaHCcaMUHa3 2-1 CTelleHU TsDKeCTH: aJlaHuH-
amuHOTpaHcdepasa (AJIT) u acriapraramu-
HoTpaHcdepasa (ACT) Gosee yeM B 2 pasa
BBIIIE HOPMBIL. [lepexos Ha pOMUILIOCTUM
TI03BOJIWJI COXPAHUTD IOTHBIN TPOMOOLIU-
TapHBIM OTBeT ¥ HOPMAIM30BaTh II0Ka3a-
TeJIU ITUTOJIN3A.

Y nByxsieTHero peGeHKa Iocsie 7 MeCsAIeB
Tepamyu arrpomborarom (37,5 Mr/cyT) Bo3-
HUKJIU TsDKeTTble HeJKelaTe/TbHbIE SIBIeHS
4-11 cTelleHN: OCTpas IeyeHOYHasA HeJoCTa-
TOYHOCTB (CHH/[POM IIUTOJIH3A C TIOBBIIIEHIEM
AJIT u ACT, runoriuKkeMuert), MeTabosrde-
CKUY aIyyios, SH1ieaIonaTys, Koary/IomaTsa
¢ majieHVieM IpoTpoM6GHa 110 KBUKY 110 16 %.

Antpom6onar

MepopanbHO exenHEBHO
50 % (7/14 nauneHTOB)

MonHbIn oTBET Y 33 %
npu nepexofe ¢ poOMUNIoCTUMa

CxopHoe CHUXeHWe, OTCyTCTBUE
KPOBOTEYEHWN 4-11 CTEMEHMU

MoBbieHue AJT, ACT,
OfIMH Cry4arn OCTPOW NeYeHOYHOWN
HEeLOCTaTO4HOCTU

KoHTponb hyHKLUMM NeyeHu:
6unupy6viH, AJT, ACT [4]

Io pe3ynbTaTaM ZONOTHUTENBHBIX 00CTe0Ba-
HUY COCTOSTHYIE PacIieHeHO KaK TOKCUYecKoe
JelicTBre arrpombonara. Tepamnisa npemapa-
TOM Jiajiee He IIPOBO/IVUIACK.

[Ipy Ha3zHAYeHUHU /ITpoMOoOIIara 1eTam
¢ WAS HeOoOXOAVM peryJIAPHbINA KOHTPOJIb
AJIT u ACT. )

Cnucok uCmouHuKo8

e N
o WAS Wiskott-Aldrich Syndrome (cuszapom Buckorra — Onmaprrya)
e TICK TPAHCIUIAHTALM T€MOIIO3TUYECKUX CTBOJIOBBIX KIETOK
e aTIIO-p aroOHUCTHI pelenTopa TPOMOOIIOITHHA
o UTII MIUOIIATIIeCKast TPOMOOIUTOIIEHUIeCKast Iy pIIypa
¢ BO3 BceMupHas opraHu3anyA 34paBoOOXPaHeHUA
e XXKT JKeJTYI0IHO-KUIIeYHBIN TPaKT
e [IHC LIeHTPAIbHAA HepBHAA CACTeMa
o AT aJlaHMHaMUHOTpaHcdepasa
e ACT acrmapTaTaMUHOTpaHcdepasa
L e HA He)KeJIaTeIbHble ABJICHUA )
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BnvsHue reHeTUKN Ha TaKTUKY
BeAeHus NauueHToOB C HEUTPOMNEHUEN

HevtponieHnss — 4actasi remarosiorndyeckasl Haxogka y aetev. Knovyesas 3agada neguatpa — He rporyCcTuTb BPOXAEH-
Hble ¢hopMbl. B oTrinyume ot Jo6poKa4eCcTBEHHbIX, OHU acCOLMMPOBAaHbI C PUCKOM ¢baTasibHbIX MHQEKUMI, ay TOUMMYHHbIX
OCJIOXKHEHUN 1 J1eKO30B. PaHHee BbisiBJ/IeHWe reHeTU4eCcKou rnpupoabl 3abosieBaHns KpUTUHECKU BaXXHO 4J1 Bbibopa
Tepanuu, gasibHevLLIero rnporHo3a n Heo6xoANMOCTUN CEMENHOIO KOHCY/IbTUPOBAHMS.

ExkatepuHa JEOPOMNEBA

Hay4HbI COTPYAHWK, Bpay annepronor-uMMyHonor
orey «HMUL OArovt um. Omutpust Poravesar»
MuHsgpasa Poccum, K.M.H.

Hatanba KY3bMEHKO

3aBepgytoLas 0TAENIoM 3NMaeM1osnorum
1 MOHUTOPWHra UMMYHOLEULINTOB,

Bpay annepronor-mmmyHosnor KOO ®rey
«HMWLU OrOU um. Omutpus Porayesa»
MwuH3gpaBa Poccuu, K.M.H.

EneHa PAUKUHA

3aBepytoLas naéopaTopueri MoneKynsipHo
6uonorum ®rey «HMUL, ArON um. Omutpus
PoraveBa» MuHagpasa Poccuu, K.M.H.

Mapwua UMATOBA

PykoBoguTenb renato6unmMapHoro LeHTpa
OrKB Ne 13 um. H.®. ®unatosa, OOUEHT
Kadpeapbl rocnuTanbHo NeguaTpum

uM. akag. B.A. TabonvHa negnatTpuyeckoro
dakynsreta PHUMY um. H.W. Muporoea, K.M.H.

Hatanna CMETAH/HA

3amecTutens gvpektopa VIHcTUTyTa remartonoruu,
MMMYHOJIOTVM 1 KINETOYHbIX TEXHOMNOTUIA,
3aMecTuTeNb FMaBHOro Bpaya rno neve6Ho-
KOHCynbTaTMBHOM pabote ®IrbY «HMULL Aron
um. Omutpus Poravesa» Munsgpasa Poceuu,
npodeccop, A.M.H.

Hukonan 'PAYEB

leHepanbHbIn aupekTop «HMUL ArOU
M. Omutpus Porasesa» Munsppasa Poceum,
npodpeccop, 4.M.H.

AHHa LLIEPBNHA

3amecTutens gupektopa VIHCTUTyTa remaTtonoruu,
VMMMYHOJIOFMW N KNETOYHbIX TEXHONOMMI

Orey «HMUL Arouvt um. Omntpus Poravesa»
MuH3agpasa Poccuu, npencenartens npaBneHns
HA3SNWA, p.M.H., npodeccop PAH

B ommnane OT IprOGpeTeHHBIX HEHUTpOIIe-
HUH, TPOTEKAIOIUX OJIaTONPUSITHO, BPOXK-
JleHHbIe HeHTPOIeHUY — COCTOSAHUA JJ0CTa-
TOYHO penKue, HO B OTCYTCTBUE ITaTOreHe-
TUYeCKOUN Tepalluu OHU YpeBaThl CMep-
TeJbHBIMU OCI0KHeHUAMH [1] (cm. Cnucok
UCTMOUHUKOB).

Crnenuanuctel HMULL ATOU M. iIMmutpusa
PoraueBa nmpoaHajlu3upoOBaIU JaHHbIE
179 ciiy4aeB reHeTUYECKU IIOATBEPXKACH-
HOU BPOXKAEHHOU HEUTPOIIeHUH Y IalfueH-
TOB, HaOIIOJABIINXCS B IEHTPE B IEPUOL
¢ 2012 o 2025 rog. UccienoBanue, IIpo-
BeZleHHOe HalllTUMU KoJUIleraMu,— He IIpo-
CTO MaTepuaJ, a TOTOBBIM HABUTATOP /I
nefuaTpa, KOTOPBIYM IIOMOKET Ha IIepBOM
3Tale He MPOIYyCTUTh IIOTeHIUAIbHYIO
OITaCHOCTb.

NPABWUJIO «90 HA 10»

B 90 % ciryuaeB HeUTPOIeHUHU ABJIAIOTCA
JoOpoKadecTBeHHbIMU. K HUM OTHOCATCA:
¢ Jlo6poKavuecTBeHHAs HEHTPOIIeHU JeT-
cTBa (infantile benign neutropenia) — TpaH3U-
TOpHOe COCTOSHMe, YacTo CBA3aHHOe C 3a-
JIePKKOU CO3peBaHMA I'PAaHyJIOLUTAPHOIO
POCTKa U IPOXOJAlllee CaMOCTOATEIBHO
K 2—4 rozmam [2].

e lluxinyeckad HeUTpoIleHUs (B ee Kiac-
CUYeCKOM T0OpOKaueCTBEHHOM dopme).

e TlocTBUpYyCHAasA U JieKapCTBeHHO-UH/YIIY-
PpOBaHHasA HEUTPOIeHUS.

¢ [lepepacnpenenuTenbHasd HeHTPOIleHNA
(TIpu cemicuce, runepcIvieHU3Me).

INopsagka 10 % cry4aeB IPUXOAWTCA Ha BPOXK-
JleHHble (KOHCTUTYIIMOHAJIbHEIE) (DOPMBI.
DTO reTeporeHHas rpyIIa 3a00JeBaHUM,
BBI3BAHHBIX MyTallMsIMU B TeHaX, OTBeT-
CTBEHHBIX 3a Iposiudeparuio, ruddepes-
LIVIPOBKY U BBIXKMBAEMOCTb KJIETOK MUEJIO-
HUJIHOTO pAAa [2].

KoBapcTBO 3a60s1eBaHUA 3aKII0YAETCA
B TOM, 4YTO Ha CTapTe, 0 JAHHBIM PyTUH-
HOro o61mero aHanusa Kposu (OAK), omiu-
YUTH TPAH3UTOPHYIO ZOOPOKAYeCTBEHHYIO
(opMy OT IOTeHIMAIBHO CMePTEeIbHOU
BPOXAEHHOM! IIPAaKTUIeCKU HeBO3MOXKHO.
B 060X cIydasx MoXKeT HaOJIIOAATHCA U30-
JINPOBaHHOE CHILKEeHVe YU C/Ia HeUTpopIIoB
TIPY COXPAHHBIX SPUTPOIUTAX U TPOMOOITH-
Tax. OfHAKO, ecIi IPUPOJia HeNTPOIIeHUN
reHeTH4ecKasl, THOPUPOBaHMe 5THX (aKTOB
MOXeT CTOUTD ITAITUEHTY »KU3HU.

YEM ONACHA

BPOXXAEHHAA ®OPMA?

BpoxkeHHass HEUTPOIeHUs — He IIPOCTO
«HU3KUe UGPhI» B aHAIN3e KPOBU. DTO

A‘;h -

CpOKM: ecnv HerTporneHus coxpaHsietcs 6onee 3 mecsLeB (ocTpast
MpOXoamnT BbICTpee, XPOoHUYecKas — rnoeof /i MOMUCKa MPUYMHbI).

PedepeHcHbie 3HadveHust: cHkeHne AKH meHee 1,0 x 10%n/n
n 0,5 x 10%n — HenTponeHus cpegHsan u Tsxxenas [3]. TepMuH
«arpaHynouuTo3» NCNonb3ayeTcs Ansa 0603Ha4YeHUs TSXKENon
HentponeHun ¢ AHK <0,2 x 10%n.

ConyTcTBytOLLI@A NATONOMNA: HU3KUA POCT pebeHKa,
3afiep>Kka pas3BuUTUs, AMapes C NepBbIX OHEN XU3HU
(nogo3peBaeM HeQOCTATOYHOCTb NOMKENYOOYHOM XENesbl),
Heobbl4YHasa NMrMeHTaLmsa KOXW, CkeneTHble aHomanuu [1].

YacTble peunamsmpytoLLme MHPeKUMm (Takenas NHEBMOHMS,
cerncuc, OTUT U T.4.) U penHdekumm [2].

Hannuve MUHUMYM OBYX 3TUX MPU3HAKOB Yy nalneHTa — noBog
3aymMaTtbCa O OOMONHUTENBHOW ANarHocTuKe.

cucTeMHOe 3a60/IeBaHre KOCTHOMO3TOBOI'O
KPOBETBOPEHHUA, CONPIKeHHOE C TpeMs
rpynmamMu GaTaTbHBIX PUCKOB. PaccMoTpum
KQKIYI0 U3 HUX.

e Tmxenble HH(pEKIIMIOHHEIE
OCIOKHeHUA

HeltTpoduibl ABIAIOTCA epPBOU JIMHUEHN
3aIIUTHI IPOTUB GaKTepuil u rpubos. [Ipu
masenyy AKH Hinke 0,5 x 1051 pasBuBaerca
«HeUTpOoIeHU4IeCKUH IOPOr» — COCTOSHUE,
IIPYU KOTOPOM JII00ast GaKTepysA, B TOM YKCIIe
coOCTBeHHas YCJIOBHO-ITaTOreHHast (Iopa,
CIIoco6Ha BBI3BAaTh reHEPAIN30BAHHYIO
MH(EKITIIO: BO3MO)KHBI INIyOOKHe abcIiecchl
KOXU, A3BeHHO-HeKpOTHYecKas SHTepolia-
TUA (HeUTPOIIeHUYEeCKUU KOJIUT), CeIICHC
¢ QyIbBMUHAHTHBIM TeyeHueM (CM. puc.) [3].

LWL
’c’t Lol d

P rers

NHheKUMOHHbIE NPOSIBNIEHUA TSXENOW HEUTPONEHUN: a — NonMcerMeHTapHas
NMHEBMOHUS; 6 — PIErMOHa; B — NMMAAOEHUT; I — cenTuyeckas aMO0nmsa 1 raHrpeHa

be3 yileyeHNA cpeiHAA IPOAODKUATEIBHOCTD
JKU3HU IIPU TAKEION BPOXKIEHHOU HEUTPO-
neHuu (cuHgpoM KocTMaHHa) Ha IepBOM
TOAY KU3HM COCTaBJIAeT BCeTO HeCKOIbKO
MecsIeB U3-3a CeITUYEeCKUX OCIOKHEeHUHN.

¢ OHKOremMaToJOru4yecKas
TpaHchopManua

BpoxgeHHas HeUTPOIleHUA OTHOCUTCA
K TpyIIIe «IpeJjeKO3HbIX» COCTOAHUM.
TeHeTUYeCKUe MOJIOMKHY, HapyLIaloye
I depeHIINPOBKY, CO3aI0T B KOCTHOM
MO3Te Cpefly, OJIArONPUATHYIO JJIsT HAKOII-
JIEHUA JONIOJTHUTEIBHBIX COMAaTUYEeCKUX

MyTaIuii.

PyYCK pasBUTHUA MUEIOJUCIUIACTAYECKOTO
curapoma (MJIC) 1 ocTporo Muero6IacT-
HOTO JIeiiko3a (OMJI) y maniieHTOB C oIpefie-
JICHHBIMU IreHOTUIIaMHU (HanpuMep, ELANE)
6e3 PaIUKAILHOU TePaNuy IPUOIIKAETCS
K 20-25 % [4]. OCOGE€HHO OIaCHbI MyTaIIVH
B reHax CSF3R (penerrrop I-KC®) u mpro6-
peTeHue MyTanuii B reHe RUNX1, KoTopble
ABJIAIOTCA IIEPBBIM IIATOM K JICHKO3Y.

e Acconuanysa ¢ MyJIbTUCHCTEMHBIMU
CUHJPOMaMHU

3avacTyro HeNUTPOIIeHNA MOXKeT OBbITh YacThI0
reHeTUYeCKU 06yCIOBIEHHOTO 3a60/IeBaHI,
TIpY KOTOPOM XapaKTepHO NopaskeHue opra-
HOB U cucTeM. HanmpuMep, Ipu cuHApoMe
[ITBaxmana — Javimonza (SBDS) nmoparkaeTca
TIOKeITyI0YHasA XKeJle3a, YTO MPOABIIACTCA
9K30KPMHHOM HeJJOCTaTOYHOCTEIO. B TO ke
BpeMsdA IpU MyTauuu resa G6PC3 xapak-
TepHBI IOPOKU Pa3BUTUA CepAlla U Mo-
YeI0JIOBOM CHCTeMBbI. TaKUM 06pasom,
BpOXKJeHHas HeUTPOIeHHd OolacHa He
OJIbKO caMa I1o ce6e, HO M KaK MapKep CKPBI-
TOM CHCTeMHO ITaToJIoruM [5].

NPOBNIEMbI NO3QHEN OUATHOCTUKHU
HecMoTpsa Ha pa3BuUTUe MeIUIMHCKUX
TeXHOJIOTUH, JUATHOCTUKA BPOXKIeHHO!
HeUTPONeHUU OCTaeTCA CJIOKHOU 13-3a
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reHeTH4YeCcKU 00yCJIOBIIEHHOIO XapaKTepa 3a-
6osreBaHMA U pazHOO6pasuA popm. KopeHn
TIPO06JIeMbI — B OTPAHUMYEHHOCTH PYTHHHBIX
MeTO/IOB HCCIIeNOBAHUA.

JuddepeHnmanipHaA JUATHOCTUKA BPOXK-
JIeHHOU U JOOPOKaYeCTBeHHOH HeHTPOIeH i
OCJIOXKHAETCA TeéM, YTO X IeMaToI0TIecKast
KapTUHA HepeJKo UJeHTUIHA. TUITMYHbIe
Haxonku B OAK: HelTporieHA, BO3MOKHBIV
MOHOLIUTO3 (KaK MapKep KOMITeHCAIV), MTHO-
I3 aHeMUA WIN TPOMOOIIUTO3.

AHanmu3 MaTepuaa, IIOJyIeHHOTO METOAOM
IyHKIIWY, TAaK)XXe MOXKeT ObITh He BCerga
VHGOPMATUBHBIM: KJIACCHYECKUM IIPU3HA-
KOM CUUTAETCS «OJIOK CO3PEBAHVISTy Ha CTATUN

3bIBAET JIMIIIb BEPXYIIKY aiicbepra, reHe-
THUKAa — €T0 IOABOJHYIO 9aCTh

NAPAOVUIrMA NPUHATUA PELLEHUA
BHenpeHne MeTO0OB BBICOKOIIPOU3BOAY-
TeJbHOTO cekBeHnpoBaHUsA (NGS) kopeH-
HBIM 00Pa30M U3MEHWIO OJXO0J K BeJie-
HUIO NanyeHToB. CerofHsA reHeTUYeCKUN
JIMaTHO3 — 3TO He IIpeMeT aKaJeMudec-
KOTO MHTepeca, a OCHOBA cTpaTuduKa-
VY PUCKA U BbIGOpa Tepanuu. VI3BeCTHO
MHOTO BPOXKJeHHBIX CUHJPOMAaJIbHBIX
COCTOAHUM, BaKHBIM CUMIITOMOM KOTO-
PBIX ABJIAETCA HEUTpPOIleHUs (CUHAPOM
[IBaxmaHa — JlatiMmoHza, cuHApPOM bapT,
IJIMKOTeHO3bI, BPOXKAEHHbIN AVCKePaTo3
u ap.) [2] (Tabm. 1).

KJTIOYEBbIE KATETOPUN

naugmneHTa.

U30NMPOBAHHASA HENTPOMEHUA

Camasi MHOrovmcneHHas rpynna B koropte — 49 naumMeHToB ¢ MyTaum-
amMun B reHe ELANE (TpaguumoHHo — cuHgpom Koctmana, unn TBH1).

OTO0 Knaccu4eckumi BapuaHT: TaXenaa HeIZTpOI'IeHI/Iﬂ C paHHUM
Ha4anom. BaxHbin qI)aKT 0na Bpada: reHoTun onpenender nporHo3

MyTtaumm P139L nnn S126L moryT npegnonaratb OTHOCUTESIbHO
6naronpusATHbIN NPOrHO3, TOrAa Kak «ropsyme To4kn» spoge C151Y
n G214R — 310 MapKepbl BbICOKOro pucka. Y YeTblpex naumeHToB

¢ myTaumen G214R v ogHoro ¢ C151S cneumanucTbl LeHTpa

M. ImnTtpua Poradesa oTMETUNN HE MPOCTO TAXKEN0e TeYeHue,

a NoJiHOEe OTCYTCTBUE OTBETA Ha BbICOKME o3kl [-KCD

(mo 80 mKr/kr/cyT), a y aBomx naumeHToB passunca MOC.
O6Hapy>xeHne TakMx MyTaumin — CUrHas K 3KCTPEHHOMY NMOUCKY
JOHOpa ans TpaHcnnaHTaumm [7].

HEMTPOMEHUA B COCTABE CUHPOMOB

30ecb HENTPOMNeHWa — NyLLb BepLunHa ancbepra. Camblii apKui
npumep — cuHgpom LLiBaxmaHa — JavvoHga (CLULO). 3to abcontoT-
HbI NnOep B poccuickomn koropte — 67 naumentos. CLUL nemoH-
CTPUPYET KNacCUYECKYHO KapTUHY «ONarHOCTUYECKON NOBYLLIKM»:
€ro CUMNTOMbI pacnpeneneHsl Mexxay NpounaMmn pasHbix creupa-
NINCTOB. [[ACTPO3HTEPONOr BUAUT ANApPEL0 U HYTPUTUBHYIO HegoCTa-
TOYHOCTb, OpTONnen — 3afepXKy pocTa 1 KOCTHblE aHOMarsuu,
negmnaTtp — YacTble UHApeKUMN. HeRTponeHns npyn 3TOM TpakTyeTcs
KaK BTOpU4YHas, 4TO NPUBOAUT K OTCPOYKE FrEHETUYECKOro 06CneLo-
BaHWA 1 BepudmKauum ocHoBHoro guarHosa. Mexay tem B 90 %
cny4aes CLU[ o6ycnoeneH mytaumammn B reHe SBDS — 1 MMEHHO
pPaHHASA AMarHoCTMKa KpUTUHECKM BaXKHA A1 NPOrHo3a.

UNHTepecHo, 4To 76 Y% POCCUNCKUX NaLMEHTOB MMEIOT KITacCUYECKYH0
komnayHa-retepo3uroty ¢.258+2T>C / ¢.183_184delTAinsCT,

YTO coBnagaeT C MMPOBbLIMU JAHHBLIMW, HO BCTPEYAOTCA U pedkue
BapunaHTbl B reHe DNAJC21, TpebyioLLme HACTOPOXXEHHOCTU.

HENTPOMEHUA, CBA3SAHHASA
C AMMYHOAE®PULIMTOM

3T10 norpaHn4yHasa 3oHa Mexay remMaTosiornemn u MMMyHOﬂOFMeVI.

WHIM-cvngpom (MyTaumsa CXCR4) BbisiBneHa y 11 nauneHToB.

V Takux oeten HeUTponeHus coveTaeTcs ¢ 60poaaBkamm

(BMpYCHas MHMEKUMS), rMnoraMmMariobynmHeMuen n peLumoneupy-
WUMK MHAEKUMAMN. «Knaccudeckas» mytaums ¢.1000C>T BbisiB-
NeHa y 6 nauneHToB, YTO COOTBETCTBYET MUPOBLIM AaHHbLIM. BaxHo,
YTO NPU 3TOM CUHOPOME HEUTPONEHUSA MOXET OblTb HEOOLIYHOM:

C HOpMarbHbIM UMK faxe NOBbILLEHHbIM KONMYECTBOM npefLue-
CTBEHHWKOB, HO C HapyLLeHWeM BbIXoa KIeTOK B KPOBb.

TIPOMUEJIOIIITOB/MUEIOIIUTOB, OOHAKO 3TOT
(eHOMEH MOKeT HaOIIOAATHCA U IIPU TSDKe-
JIbIX UHOEKIIUAX U ObITh HEITOCTOSTHHBIM [3].

BBIBOZ;: TOJIBKO HACTOPOKEHHOCTh Bpaya-
neguaTpa U HallpaBjeHUe IallMeHTa Ha
5K30MHOe CeKBeHUPOBaHUe MOXeT pa-
30pBaTh 3TOT MOpouHbI KpyT. OAK moxka-

OJHaKoO IIOJ, Te PMUHOM «TsKeJad BPOX
JeHHad HelTponeHus» (TBH) mogpasy-
MeBaeTcd U30JUpPOBaHHAA, HeCUHAPO-
ManbHaA popma HelrporneHun. K ocHOB-
HBIM I'eHaM, HOBpeXXAeHHbIM npu TBH,
otHOcATcA ELANE (ayTOCOMHO-IOMUHAHT-
HBIM TUI HaclaexoBaHus#A), HAX (ayTo-
COMHO-pel[eCCUBHBIN TUII HAaCJIeJOBAHUA),

WASP (X-cuieIuieHHBIM TUII HaC/IeJOBaHUA)
¥ HEKOTOpBIe Apyrue [6] (Tabir. 2).

Kpome Toro, IIpu Bcex TUIIAX HaCIeq0Ba-
HUSA CyIIeCTBYIOT GOJIbHbIE C HEU3BeCT-
HBIMHU Ha HACTOAIIUI MOMEHT reHeTHJe-
CKUMU JedeKTaMu.

CrreKTp reHeTH4eCcKUX Je(eKTOB, BbLIB-
nensbix B HMUIL ITOU um. [Imutpusa Pora-
Yepa, BIeYaT/IIeT CBOMM Pa3HOOOpasueM.
Y 179 nmanueHTOB O6bLTH OGHAPY>KEHBI My-
Tanuu 6osiee yeM B 20 reHax. DTo MOK-
TBeP)KJaeT COBpeMEeHHYI0 KJIaCCU(UKALIHIO,
COIIACHO KOTOPO BpOXK/IeHHasA HeHTpoIie-
HUs — He OfiHA 00JIe3Hb, a IeJias TPyIa
CUHAPOMOB.

POCCUNCKASA CMELIMDUKA:

KOI'o HET, A KTO ECTb

BaxkHOoe HabiofeHNe aBTOPOB — OTCYT-
CTBUe B BBIOOPKe HEKOTOPhIX popm. Tak,
B IIeHTpe He 3aperuCcTpHUPOBAHO HU OZHOTO
nanuenTa ¢ TBH3 (myranusa HAX1), koTo-
pas, 10 MUPOBOU CTaTUCTUKE, COCTABJIACT
okoJ10 30 % cirydaeB TBH, 0coOGeHHO B IOIIy-
JIAIYAX C BBICOKUM YPOBHEM POJICTBEHHBIX
6pakoB. TakKe He BCTPETIINCH MyTaIl[lu
VPS45 u JAGN1.

TsOKeTeNmux nHQeKIUi, U eTUHCTBEHHbIM
IIAHCOM JiJISI HETO CTaHeT TPAaHCIUIaHTa-
nud [7].

Uccnepoanne HMULL ITOU um. imutpusa
PorayeBa HamIAHO IEMOHCTPUPYET: COBpe-
MeHHas JUaTrHOCTHUKA JO/DKHA ObITh MOJIe-
KYJIADHOM.

TapretHble nanenu Ha B/IV, TOTHO3K30MHOe
WM TTIOJTHOTeHOMHOE CeKBeHIPOBaHNe — 3TO
He POCKOIIIb, 3 HeOOXOAMMOCTS LA leTel
C IePCUCTUPYIOIIeN HeMTPOoIleHel HesACHOTO
TeHe3a, 0C0OeHHO eCJIV OHA COIIPOBOKAAETCH:
* TmKeNIbIMU MHEeKIINAMY B aHaMHe3e;
® 3aJlepXXKKoi (PU3UIeCKOro Pa3BUTHUS;

® AHOMAIMAMU CKeJIeTa WIN KOXKU;

® OTATOILEeHHBIM CeMelHbIM aHaMHEe30M.

PesynbTaThl FeHETMYECKOTO TUIIMPOBAHUA
CJIy»KaT OCHOBOM I ITIepCOHAIU3UPOBAH-
HOT'0 ITOJXOZA K Tepanuu. 3HaHNe KOHKpeT-
HOU MyTAI[MH [TO3BOJIAET CTPATA(PUIIIPOBATH
TaIeHTOB II0 TPyIIaM pUCKa pasBUTUA
OHKOIeMaTOJIOTMYeCKOM IIaTOJIOTHH, CKOP-
pexTupoBaTh 103y [-KC® miu 060CHOBaTh
Tepexof Ha aJlbTepHaTHUBHbIE CXeMBI Jiede-
HUA (HanpuMep, npumeHeHne IM-KC® nipu
OuautenbHbIX fedexrax CSF3R).

Ta6nuua 1. HelATponeHusi B cocTaBe CUHAPOMarbHOM NaTonorum

leH

PerynupytoLue MeTa6osimam roKo3bl
(SLC34A4, G6PC3)

PerynupytoLume nmsocomarbHble
yHkuun (LYST, RAB27A, ROBLD3/p14,
AP3, VPS13B)

KogupyroLime puéocmarbHble 6enku
(SBDS, RMRP)

KoaupytoLme MUToxoHapuarnbsHble 6eKu
(AK2, TAZ)

CXCR4

3a6oneBaHue

[munkoreHo3 1b, aumaemun

CvHpgpom Yeguak — Xurawm,
cuHppom Mpucuennu,
cvHppom FepmaHcku — lMyanak v ap.

CwuHgpowm LliBaxmaHa — JanmoHaa,
cvHpgpom Mak-Kbtocnka

PeTukynspHasa gucreHaus,
cuHgpom bapta

Cvngpom WHIM
(6opogaBku, UMMyHOZEDULIMT,
MMWENOKaTeKCUC)

Tabnuua 2. FeHeTU4eCKNE OCHOBbI TSXKEJION BPOXXAEHHOM HenTponeHun (TBH)

lFeH 3abonesaHue

ELANE TBH, unknunyeckas Hertponexums (LIH)
HAX1 TBH

GFI1 TBH

WASP X-cuenneHHas HEMTponeHUs

TCIRG1 TBH

DTO MOXXeT TOBOPUTH KaK 00 d3THUYe-
CKUX 0COOEHHOCTAX POCCUHCKOM HOIyJIA-
LIUY, TaK U 0 TOM, UTO ITaI[UeHTHI C TAXKe-
JIBIMM PeIleCCUBHBIMU CHUHIPOMaMHU, BO3-
MOJKHO, IIOTHOAIOT Ha IIePBOM T'OAY KU3HU
JIO TIOCTAaHOBKHY AMAarHO3a. 3aTo B KOrOpTe
eCTb YHUKaJIbHbIe HaxoJKu. Hanpumep,
JiBe CecTphl C HOBOU, HeZIJABHO ONMMCAHHOMN
MmyTanuelt B reHe COPZ1. DTo OTKpbITHE,
CIleJIJaHHOE B TOM YHUCJIe IIPU YYaCTUU POC-
CUICKUX YYeHBIX [7], pacliupsAeT Ipej-
CTaBJleHVe 0 MeXaHu3MaXxX HeHTpoleHuu,
CBA3AHHBIX C Be3UKY/LIPHBIM TPAHCIOPTOM
u ayrodarueit.

MONEKYNAPHAA OUATHOCTUKA

lleHa nmo3gHeM AMarHOCTUKU BPOXKIeHHOM
HeUTpPOITeHNY — KU3Hb pebeHKa. [TarueHT
¢ JOOPOKaYeCTBeHHO! ()OPMOI MOKET KUTh
6e3 sreueHus. [lanueHT ¢ MyTarueii ELANE
6e3 [-KC® nmorubHer ot cencuca. [TanmueHTt
¢ CHIJ wiu myTaruet GATA2 (14 manues-
TOB ¢ cuHApoMoM MonoMAC, 110 JaHHBIM
meHTpa uM. JImutpusa PoraueBa) umeer
BBICOKUU PUCK Pa3BUTUA JeMKO3a WIN

Tun HacnegoBaHusA
AyTOCOMHO-AOMUHAHTHbIN

AyTOCOMHO-OOMUHAHTHbIN
AyTOCOMHO-AOMWHAHTHbI
X-cuenneHHbIn

AyTOCOMHO-AOMUHAHTHBI

He MeHee Ba)XHBIM aCIIeKTOM SABJIAETCA
BO3MOXXHOCTb NHOOPMUPOBAHUA CEMbU
0 XapaKTepe HaCJIefOBAaHUA 3a00IeBaHUSA
U BapHaHTax IIpeHaTTbHON JUAaTHOCTUKY,
4TO OIpefiesisAeT TAKTUKY IUIaHUPOBAaHMA
JeTOPOXKAEHUA B CEMbAX C TeHEeTUIeCKHU
OTATOILIeHHBIM aHaMHe30M [7].

BposKmeHHAs HEUTPOIIEHUSA — YiKe He IIPU-
TOBOD, HO BCE €Ile BBI3OB JJISI CUCTEMBI
3ApaBooxpaHeHus. YeM paHbine OymeT
pacmupoOBaH reHeTHYECKUIA KO O0JIe3HH,
TeM GoJibIie OyAeT MIAHCOB Y MAIEHBKOTO
MAIUeHTa IIPOKUTD JTOJTYIO U 3M0POBYIO
JKU3Hb.

Cnucok ucmouHukKo8
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NHruoutopsbl UJ1-1:
TPW rMaBHbIX pUcKa
N MPOTOKO1 6€30MacHOCTH

SPHEKTUBHOCTb UHTMOUTOPOB MHTEPSIEVIKMHA-T My ayTOBOCNAINTESIbHbIX 3a060/1EBAHUSX
y Aeteu Heocriopuma, HO LjeHa Borpoca — BPEMEHHOE OTKITIOHYEHNE BaXXHEVILLIErO 3BeHa
BpoxaeHHoro uMmyHuteTta. [ naBHas rnpobriema 4 rnegmartpa: MHekynsi Ha ghoHe 3Tou
Teparn MOXeT rpoTeKkaTb 6e3 TeMreparypbl, a 3Ha4YUT, KIlaCcCu4eckme asaroputMbl aua-

FHOCTUKN He 6yayT paboTarTsb.

gt ¥

Camas KoBapHas 0CO6eHHOCTb Tepanvu MHrméuTopamm
NJ1-1 — cnocoBHOCTL «CTUpaTh» KIMHUYECKYIO KApTUHY
MHeKUMN. [NaBHbIN MapKep — nMxopanka — MOXET
OTCYTCTBOBATb [axke Nnpu Tsxenon 6aktepmansHom

NnHEBMOHUN UTTN Cerncuce

YETKMUE 3AKOHOMEPHOCTHU

B coBpeMeHHOU nefuaTpuu IoABIeHUe
TeHHO-UH)XeHePHBIX OUOJIOTUYEeCKUX
IIpenapaToB CTaJ0 HACTOAMMM IPOPHI-
BOM. [IJ11 manMeHTOB C ayTOBOCIHIAJIH-
TeJIbHBIMU 3200JIeBAaHUAMU, TAKUMU KaK
CHCTeMHBIN I0BeHWJIbHBIN UuoIaTuye-
ckuit apTput (clOVA) mam KpuonupuH
acCOUMUPOBAHHBIE ITepUOAUYECKYe CHH-
npombl (KAIIC), MHrHGUTOPBI MHTEPIIEH-
kuHa-1 (WI-1) (HampuMep, aHAKMHPA, KaHa-
KUHyMa0) 4acTo ABJIAIOTCA eUHCTBEHHBIM
[IAHCOM Ha HOPMAJIBHYIO YKU3Hb 6€e3 JIXO-
PaAKY, 6OJIU U TSKeNbIX WHBATUAU3UDY-
IOIIUX OCTOXKHeHUN. OZHAKO, GIOKUPYS
KJII0UeBOe 3BeHO BPOXKJIEeHHOI0 UMMYyHU-
TeTa, 3Ta Tepanud OTKPbIBaeT BOPOTA 1A
uHeKnUuil. 3amaya Bpaya — HayIYUThCA
VIIPaBIATh STUMU PUCKaAMMU.

VIHTepieiKUH-1 UrpaeT KJII04eBYyIO0 POJIb
B OPTaHM3allM BOCIAJIUTEILHOIO OTBETA:
OH IIPOBOLIVIPYeT JIUXOPALKY, aKTUBUDYeT
HEeUTPOWIBI M CTUMYJINPYeT CUHTe3 OeJr-
KOB ocTpo¥ (asbl. XoTsa uHruéutops: NI-1
YCIeIIHO MOJABJIAIT TAKOM KacKaf IPU
ayTOBOCIIAJIMTEIbHBIX CUHAPOMAX, 33 3TO
IIPUXOSUTCA IJIATUTh BPEMEHHBIM OTKIIIO-
YeHHeM y4YacTKa UMMYHHOM CHUCTeMHI,
KOTOPBIN 3BOJIOLMOHHO NIPeAHa3HAYeH
JUIA 3aI0UThI OT UCTUHHBIX IIaTOT€HOB.

WccemoBaHusA IIOAT BEPXKAAIOT: XOTA I/IH(I)EK-
IOUOHHBbIE OCIOXKHEHUA IIPU IIPUMEHCHUU

3TOY I'PYNIIbI IPenapaToB Pa3BUBAIOTCA
He y BCeX, UX CTPYKTypa UMeeT JYeTKue
3aKOHOMEPHOCTH.

3AMACKUPOBAHHASA UHPEKLINA
BE3 XKAPA

CaMas KoBapHasA 0OCOGEHHOCTh TePaInuu
uHrnéuropamu NJjI-1 — 3To CiocO6GHOCTD
MIPEenapaToB «CTUPATh» KIMHUIECKYIO Kap-
TUHY UHGeKIMU. [J1TaBHBII MapKep, Ha KOTO-
PBI¥ IPUBBIKIA OPUEHTUPOBATHCA U BPavH,
U pOAUTENN,— JINXOPaJKa — MOXeT OTCyT-
CTBOBaTh. IIpemapar G6JIOKUpYyeT BbIpa-
GOTKY IPOCTAITIAaHAWHOB B TUIIOTAIAMYCE,
U TeMIIepaTypa Tejla 0CTaeTCsI HOPMaTbHOHN
JaKe IIPU TOKEJION 6aKTepUAIbHON ITHEeB-
MOHUY WIH ceTicuce. [lexuarpy Heo6XoAUMO
IIepecTpOXTh HACTOPOKEHHOCTD U OOYIUTh
aTOoMy pomuTeieil. OpueHTUPOBAThCA HyX-
HO Ha HellpAMble IPU3HAKU:

¢ Taxykapaud. DTO OAMH U3 CaMbIX PaHHUX
U H/Ie)KHBIX O0beKTUBHBIX MapKepoB. Ecmn
y pebGeHKa Ha (hOHe HOPMATBHOI TeMIIepa-
TypbI 4acTOTa IMyJIbCA 3HAYUTEILHO IIPEBbI-
I1aeT BO3PACTHYIO HOPMY (WJIX €T0 OObIYHbIe
TIOKa3aTesIy) U He CHIDKAETCA B IIOKOe — 3TO
TPEeBOXKHBIN CUTHAI, TPeOYIOIIUI HeMe[-
JIGHHOT'O UCKIIOUeHUs UHEeKITUU.

e lisMeHeHVe nOBeleHUA pebeHKa (Bs-
JIOCTh, COHJIMBOCTb, KaIIPU3HOCTb, OTKAa3
OT Urp).

e JloKaJbHbIE CUMITTOMBI (KallleJIb, OFbIII-
Ka, 60JIb B ropiie, fU3ypudecKue pacCTpoi-
CTBa).

e TlosBneHue OJI€THOCTH, MPaMOPHOCTH
KO>KHBIX IIOKPOBOB.
e OTKas OT e/bI ¥ ITUTHSI.

Ecmu peGeHok Ha Teparuy WJI-1 cTaHOBUTCA
«CJIUIIKOM CIIOKOWHBIM» — 3TO ITOBOJ, I
HeMeJ[JIEHHOTO 00CIeJOBaHUs, JaKe eCIn
y Hero HeT TeMIIepaTyphl.

FPYIMNA

OCOBOIo0 BHMMAHUA

biioxkaza WJI-1 noBnIIaeT BOCIIPUUMYU-
BOCTb K OIIpefieJIeHHOM I'pyIIIle IIaTOTeHOB.
910 He nmpocTto yactele OPBUY, 310 pricku,
KOTODBIE HY>KHO 4€TKO IIPOCYUTHIBATD.

Ba’KHO IIOHMMATh, YTO pa3HbIe MHTUOHUTOPHI
WJI-1 uMeroT pa3HbIi IpodiIb NHPEKITUOH-
HBIX PUCKOB, UYTO MeeT IIPsMOoe 3HaUeHue
UL IIPOTHO3a U TAKTUKY BeJleHU MAIeHTa.
B yactHOCTH:

® aHAaKMHPAa— XapaKTepU3yeTCs BHICOKUM
puckoM MHQEKIUN B Hayaje Tepauy,
HO IOCJIe OTMEHBI IpelapaTta UMMYHUTET
BOCCTaHABJIUBAETCS OBICTPO;

® KaHaKUHyMab — pUCK MHGEKIU Ipu
HICITOJIb30BAaHUHU JTOTO IIPerapaTa COXpaHsi-
€TCs 3HAYUTETHHO JOJIbIIIE.

KpomMme Toro, Ha ¢poHe Tepaniuy aHaKUHPOU
CyILIeCTBYeT PUCK Pa3BUTUA HENTPOIICHUU,
4TO ABJIAETCA BaXXHBIM MapKepPOM IIOBbBI-
IIeHHOTO PUCKAa WH(PEKIIMOHHBIX OCIOXK-
HeHUU U TpeOyeT perysipHOro KOHTPOJIA
aHAIM30B KPOBMU.

CormracHO aHAJIU3Y JAHHBIX 110 6e30I1acHO-
CTU IPUMEeHEeHUA UMMYHOCYIIPeCCUBHBIX
OUOJIOTUYeCKUX IIPeIIapaToB, B IPYIIILY OCO-
60r0 BHUMAaHU BXOJAT:

1. 'HKaNCy/IMpoBaHHbIe GaKTepuu: Strepto-
coccus pneumoniae, Haemophilus influenzae
muna b (Hib), Neisseria meningitidis. Puck
TSAKeJIbIX MHBAa3UBHBIX MH()EKIU (ITHEeB-
MOHUWY, MEHUHTUTA, CelCuca), BbI3BaH-
HBIX 9TUMU BO30YIUTESIMU, 3HAYMO IIOBBI-
IIeH.

2. MukoGakTepuu TyOGepKyse3a: BBICOK
PYICK peaKTHBAIlUU JIATEHTHOM TyOepKyJies-
HOI MH(peKIUN.

Ecnu pebeHok Ha Tepanun
NJ1-1 ctaHoBUTCA
«CNMULLKOM CMNOKOWHbIM» —
3TO nosof Ansa
HemMeas1IeHHOro
obcnenoBaHus, oaxe ecnu
Yy HEro HopMarbHas
Temneparypa

Cxpunume na ungpexyuu —
amo He o0HOKpammas
axkyus neped cmapmom
mepanuu uHzubUMOpamu
HJI-1, a nocmosmnolii
npouecc MOHUMopuHza

Ha 6CeM ee NPOMSIKEHUU
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3. I'pubKoBble MHGpEKINUU, 0COGEeHHO
BbI3BaHHBIE Prieumocystis jirovecii 1 HEKOTO-
PBIMU BHUJJaMU IUIECHEBBIX I'PHUOOB.

4. Bupychl: pUCK peaKTHUBaIlUU BUpYyca
BeTpAHOU ocnibl (Varicella Zoster) 1 IIpOCTOrO
reprieca.

BaxxHOe yTOUHeHMe: pUCK OIIIOPTYHUCTIYe-
CKUX UHGEKIUH (TPUOKOBBIX, TyOepKyJie3a)
Ha (poHe MOHOTepaNy UHTUOUTOPAMU
NJI-1 onfeHUBaeTCA KaK HU3KUW WIU yMe-
peHHBIN. OfHAKO OH CTAaHOBUTCA KIUHU-
YeCKU 3HAYUMBbIM IIPU IIPOBeIeHUU KOM-
OMHMPOBAHHOM Tepauy (HaIpumep, Ipu
COYeTaHUMU C TIIIOKOKOPTUKOCTePOUAMU
WIN MeTOTPeKCaToM), KOTopas CyMMUpyeT
UMMYHOCYIIPEeCCUBHBIN 3 deKT.

3HaHMe Bpara B JIMIIO II03BOJIIET IIOCTPOUTh
a¢dexTrBHYI0 060pOHY. [TTaBHOE ITpaBMWIIO
neyaTpa: CKPUHUHT Ha MHQEeKIMH — 3TO
He OFHOKPAaTHas aKI[UA IepeJi CTapToM Tepa-
MY, A HOCTOSHHBIH IIPOIlecC MOHUTOPHHTA
Ha BceM ee IPOTDKeHUM.

SALUNTA A0 HAHANA TEPANN

Ha ¢done mpuema uaruéutopon NJI-1
VMMYHHBIY OTBeT Ha BaKIUHBI MOXKET
OBITH OCIa0JIeH WK HCKaXkeH. KpoMe Toro,
BBeZleHUe XUBBbIX BaKUH (MMR, BeTps-
Hasd ocma, poraBupycHas, BIDK) Ha dpone
Tepanuu KaTeropuyecKy IPOTUBOIIOKA-
3aHO H3-3a pPUCKa pa3BUTHUA BaKIIMHOAC-
COIIMUPOBaHHbBIX UHPeKIIUN. YTO MOKHO
TIPeIPUHATS!

1. [lo cTapTa (UAealbHBIN ClieHapuii): ecsiu
II03BOJLIIET AKTUBHOCTH 3a00/IeBaHIA, HE06-
XOIVMO IIPOBECTU «HABEPCTHIBAIOIIYIO»
BaKI[UHAITWIO MHAKTUBUPOBAHHBIMHU BaK-
IIMHAMU (THEBMOKOKK, MEHUHTOKOKK, Hib,
VHAKTUBUPOBAHHAA MTOJIUOBAKIIUHA, KO-
KJIIOIIHBIA KOMIIOHeHT, rpumi). KuBsie
BAKIVHBI BBOAATCA MIHUMYM 32 4 HeZlelnn
JI0 IUTAHMPYyeMOTr'0 IIEPBOTO BBEJEHI UHT -
6urtopa NJI-1.

2. BaknunHanua Ha (QoHe Tepamuu:
Ha HoHe CTAGMIBHON TePAITUY BO3MOXKHO
BBeJleHIe MHAKTUBUPOBAHHBIX BaKI[UH
(HampuMep, eXXeromgHas BaKIWHAIUA
oT rpunmna). x BBOgAT peOeHKY B CTa-
OUJIBHOM COCTOSHUU, He HYXIAfACh
B «OKHaX» B IIpyieMe IIpemnapara. Pemmenne
0 BBEeZIeHUU KUBBIX BaKI[MH IPUHUMA-
eTCA CTPOro MHAWBUAYAJIBLHO KOHCUIU
YMOM C y4acTHeM UMMYHOJIOTa U MH}eK-
IIMOHMCTA. DTO BO3MOXKHO TOJIBKO C Bpe-
MeHHOU OTMeHOM Tepamuu (Iepuof
«BBIMBIBAHUsA» IIpeIapaTa), YTo TpebyeT
0C000¥ OCTOPOYKHOCTH M3-3a PUCKa 000-
CTpeHUA OCHOBHOTO 3aboiyieBaHuA. IIpo-
JOJKUTENIbHOCTD ITepUoJia «BbIMbIBAHUAY
BapbUPYyeTCA U 3aBUCUT OT KOHKPETHOT'O
mmpemnapara (HampuMep, IjId aHAKUHPBI
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CTPATEIuns
YNPABJIEHUA PUCKAMUA

STAN I

CKPVHWHI A0 CTapTa Tepanum

MNepen Ha3Ha4YeHNeM Tepanuu KaxKabli NauneHT OOMMKEH NPONTM obsa3aTenbLHoe
obcnepoBaHue:

1. NcknoyeHure Ty6epKynesa: KBaHTUGEPOHOBbLIA TECT UK T-CNoT, peHTreHorpadms
OpraHoB rpygHon KeTku.

2. VcknioyeHre akTMBHOM MHMDEKLIMM: TLLATENbHbIA OCMOTP, O6LLUMIA aHaNn3 KpoBw,
aHanM3 Mo4u, NpY HaNU4MM CUMNTOMOB — Yry6rieHHoe 06CcneoBaHue.

3. OueHKa BaKupyHaIbHOro craryca: c6op NpYBMBOYHOMO aHaMHE3a, CEPOSIOMMHECKII
CKPUHUHI Ha Hanuume aHTUTEN K KopW, NapoTuTy, KpacHyxe, BETPSIHOM ocne, renatuty B.
4. Ba3oBble nabopaTopHble NoKasaTenu: pa3BepHYTbIN KIIMHUYECKUA aHanNn3 KpoBu
(nerikouuTbIl, HEUTPOMUBI, MMMAOLMTBLI), CKPUHUHE renaTtuToB B n C, BUY, a Takxe
neYeHoYHbIe U NoYeYHbIe NPOoobbl.

STAM I

MoHUTOpPUHT B npoLliecce Tepanuu

PerynspHoe HabnogeHne BKO4aeT:
1. OLeHKY KITMHMYECKOrO COCTOSIHMS: MPU KaXXAoM BU3UTE Bpada — aKTUBHbIN
paccnpoc o NobbIX 3NM30aax NHEKLUNA, KOHTAKTaX C 60/bHbIMM.

2. JlabopaTopHY0 HACTOPOXXEHHOCTb: KOHTPOSb O6LLIEr0 aHann3a Kposu
(nenkouuTapHasn cdopmyna) kaxngble 1-3 mecaua.

3. MopaepxaHve kaneHaapsi NPYBMBOK: CBOEBPEMEHHOE BBEAEHVE
WHaKTUBUPOBaHHbIX BaKLWH (OCO6GEHHO CE30HHOIO rpunna).

STAM Il

ARnropuTM Npyu NOAO3PEHUN Ha MHIEKLIUIO

MosiBneHve N60ro HaCToOpPaXXMBAOLLLEro cMMmnToma (Kaluenb, 605b, BANOCTb, ChbiMb,
XXUOKWIA CTyN) Oaxe npyv HOpMarnbHOW TeMnepaType.

[encTteus pogutenemn:

v He oTMeHsATb NpenapaTt caMoCTOSATENbHO!

v HemepneHHo cBA3atbes ¢ nevalimm BpadoM (peBmMartosiorom/neguaTpom,
BeOyLLMM navuueHTa no 0OCHOBHOMY 3260/1IEBAHMIO).

[HevicTeuA Bpaya:
v CpoyHas KoHcynbTaums (04Has Uin OHMarH ¢ OCMOTPOM, ECIIY BOSMOXHO).
v [IMarHoCTU4eCKUI NOUCK:
e 06wWwuin aHanu3 kpoeu + CPB (cpo4Ho);
e 6aKTEepMONOrM4eckuii Moces (Mo4a, KpoBb, MOKPOTA MO MOKa3aHUsM)
00 Havyana aHTMbUOTUKOB;
e [UP-gmnarHoctuka Ha pecnMpaTopHble BUPYChl 1 cneuuduryeckme
BO36yauTENY;
*  peHTreHorpacus/Y3M no nokazaHWsaM (819 UCKIOHEHUS MTHEBMOHWN,
CUHycuTa N T.4.).

PeLuenne o Tepanuu:

v [pwu nerkor nucpekummn (Hetsxkenoe OPBU) — neyeHre cMMNTOMOB, NPOOOSKE-
Hue WJ1-1 nog KoHTponem.

v  [py Nnogo3peHnn Ha NHAEKLMIO — PEKOMEHAYETCH NPOMNYCTUTbL OAHY A03Y UK
COBWHYTb rpadvk BBEOEHWS [0 MPOSICHEHWS CUTyaummn (0CO6eHHO ans npenapa-
TOB C eXe[HEeBHbIM BBEEHNEM, HanpuMep aHakuHpbl). [ns npenapartos
C [JMTESIbHBbIM NEPUOAOM AENCTBUA (KaHaKuHymMab) Ncnonb3yeTcs
BbDKMAATENbHAA TaKTUKa.

v  [lpu 6aKTepranbHON MHPEKLMM CpeaHeN TSXXECTN — Ha3HaYeHNe aHTUBNOTU-
KOB, Borpoc 06 otmeHe WUJ1-1 peluaeTcs nHOnBMAayanbHoO.

v Tpu Txenon nHdpekumm/cencuce — BPEMEHHAA otmeHa nHrnéutopa UJ1-1
Mo peLLEHNIO Bpaya, rocnutanuaaums, MaccMBHas aHTubakTepuanbHas/
NPOTMBOBUPYCHAs Tepanusi.

v BosobHoBnenue Tepanun NJ1-1 — TonbKo nocne NosiHOro KynvposaHus
WHEKLIMOHHOr O NpoLecca 1 HopManuaaLuum CoCTOSHUS.

GAPMBECTHNK

cocTaBisieT 3-5 AHEH, IIs KAaHAKUHyMa-
6a — 10 5 MecAIeB).

3. KoHTposb oTBeTa: B pszie CJIy9aeB peKo-
MeHJIyeTCs KOHTPOJIb IIOCTBAKIIUHATHEHOTO
MMMYHUTeTa (HallpuMep, oIpejeieHue
YPOBHS aHTHUTEJ), YTOOBI yOenuThCs B chop-
MUPOBAaHHOH 3aIlUTe.

NPABWUJIA TEPANUN

Iepes cTapTOM TepaInuy: CKpUHUHT Ha TY-
6epkysie3 (T-crioT/kBaHTU(EPOH), UCKITIOUe-
HIe aKTUBHOM MH(eKIVY, TPOBepKa IPUBU-
BOYHOTO CTaTyca, 0a30Bble aHATHU3bI KPOBH.
BBIABUTS CyIIIeCTBYIOIIYE PUCKY, IIPOBECTH
BaKI[WHALIVIO (KUBbIE BAKITMHBI 32 4 HEZIETH).

Bo Bpems jledeHusA: peryJIApHbII OCMOTD,
KOHTPOJIb aHAIM30B KPOBH, NOJiep KaHue
rpaduKa NHaKTUBUPOBAaHHBIX BaKIUH
(rpumI, MHEeBMOKOKK). PaHHee BbLABIEHUE
6eCCUMITTOMHBIX U3MeHeHU!, IOoAZepKa-
HUe IMMYHHUTeTa IPOTUB YIIPaBJIAeMbIX
nHGpEeKIuH.

POOUTENAM NALUUEHTA

He oTmeHsTL Npenapat camocTos-
TenbHo! Npn nossneHun cumnTo-
MOB MH(EKLMN HEO6XOAUMO
CPOYHO CBA3ATbLCH C Nlevallmm
Bpa4oM.

BPAYY

[MpoBecTu pacLuMpeHHbIV auarHo-
CTMYeCKM nonck (nocessl, MLP,
BM3yanusaums). PelwieHve o
BPEMEHHOWN OTMEHe unu casure
[03bl MPUHMMAaETCs Bpa4om
WHAnBMAyanbHo. Llens — npeport-
BpaTuUTb dpaTarnbHyt0 OTCPOUKY
OnarHosa un usbexartb cMHgpomMa
OTMEHbI.

ITomHuTe:

e Vurubutopsl WI-1 MOTyT MacKUpOBaTh
JINXOPAJIKy — OpHUeHTUPYITeCch Ha IOBefie-
HUe peGeHKa U JIOKAJIbHbIE CUMIITOMEBL.

e Jlo Ha3HAYeHWs Tepamuu o0s3aTeleH
CKPUHVHT Ha TyOepKyie3 U OLleHKa BaKIIH-
HAJIBHOTO CTaTyca.

¢ JKusble BakIMHbBI Ha OHE Teparuu Ipo-
THUBOIIOKa3aHbl; MHAKTUBUPOBaHHble —
MOXHO U HY?KHO BBOZIUTb.

e [Ipu nomospeHUM Ha MH(EKLUMIO pelle-
HUe 0 BpeMeHHOM OTMeHe WIU CABUTe J03bI
IIPUHUMaeT Bpad — C y4eToM (papMaKOKU-
HeTHUKMU IIpellapaTa U KIMHUYeCKON CuTya-
LMY (caMOCToATeIbHasA OTMeHa IIperapara
MMalleHTOM HeOIyCTHMa U3-33 PUCKa 060-
CTpeHUsI OCHOBHOTO 3a60JIeBaHuA).

e Tmxenble OaKTepUaIbHble MH(pEKIUHN
TpeGyIOT BpeMeHHO! OTMEHBI, TOCITUTAIN-
3aI[UU U aTPeCCUBHON aHTUOUOTUKOTePa-
1305078

Pepnakums rasets!
«NEONATPUA CEFTOOHA»

Cnucok ucmo4HuKo8

e W1 WHTepIeNKUH-1 e CPb C-peaKTUBHBIN GeToK

e KAIIC KpHONMPHH-aCCOLMMPOBAHHBIE IIePUOANICCKIE o [IIIP TIoJIMepasHas LelTHasA peakyua
CUH/IPOMBI e V3U YIBTPasBYKOBOe UCCIIeJOBaHUe

e clOMA cucTeMHBIN IOBEHWIbHBIM WANONATUYECKUN e Hib Haemophilus influenzae Tuna b
apTpur

EnnHaa 6a3a
NnaLlneHTOoB:
B Poccumn
3apabortan
HOBbIW
doefepanbHbIN
pPerncTp

C 1 mapra 2026 roga B Poccum 3any-
LLjeH HOBbIVI cheepasibHbIN PerncTp JimL
C OTAENbHBIMU, B TOM HYUCIIE TSXKENbIMU
v pegknmm, 3abonesaHnsmn. CooTseT-
CTBYIOLYME rpaBuia BeAeHVs perncpa,
yTBEPXAeHHble noctaHossieHveM lpa-
Butesnbctea P® Ne 822, sBcTynnnun
B cuny. Cuctema cozgaHa [yisi rpospad-
HOro y4eta naymeHToB, 3¢(h¢heKTUBHOIO
naaHnpoBaHus 3aKyrnok J1IeKapcTB
U OLEHKN peasibHOM KapTuHbI 3abose-
BaeMoCTu B CTpaHe.

HoBas nnatdopma — 310 YacTb EanHoM rocy-

[apCTBEHHOW MHPOPMALMOHHOM CUCTEMBI

B cdpepe 3gpaBooxpaHeHus (EFTNC3). Oxa

npu3eaHa 3amMeHUTb pa3po3HeHHbIe hOPMbI

CTaTUCTUYECKOro HabNoAeHNs U AaHHble

CTPaxoBbIX KOMMNaHWA eAUHON LMdpoBOM

3KOCUCTEMON.

B peructpe npegycmoTpeHo:

e 12 rpynn y4eta. CBegeHns o naumeHTax
cobumparoTcs No KNYeBbIM Hanpasne-
HVSIM, BKINOYAA: 310Ka4E€CTBEHHbIE HOBO-
obpasoBaHus, caxapHbii anabeT, Ncuxm-
YecKne paccTponcTBa, ULLEMUNYECKYIO
6ones3Hb cepAaua, kapauomuonaTtum, cep-
[EeY4HYI0 HE[OCTaTOYHOCTb, OCTPbIE Hapy-
LLIEHNS MO3roBOro KpoBoobpalleHuns,
60ne3HN NeYeHN, XPOHNHECKYIO OBCTPYK-
TUBHYIO 60NE3Hb NETKMX, a TAKXe faHHble
0 6epeMeHHOCTH, poJax 1 NocnepofoBoM
nepuoge.

* [lonHas kapTuHa Ans oHkonorvu. Ansa nauw-
€HTOB C OHKO3a60NeBaHNAMU PerncTp
npegnonaraet c60p MakCUMarbHO MOMHbIX
[aHHbIX: CTaausl, CPOKU AVArHoCTVKM, KpaT-
HOCTb U XapakTep feyeHus1, YyactoTa peum-
[AVBOB. JTO MO3BOMUT TOYHEE OLIeHNBATb
3PPEKTUBHOCTb TEPANVN U MIIAHMPOBATb
MapLLpyTU3aumio.

* Oco6bIli y4eT B ncuxunatpum. Bnepsbie
Ha hefepanbHOM YPOBHE AOMKHbI PUKCU-
poBaTbCA He TONbKO KNNMHU4YeCKMe aaHHble,
HO 1 CBeAEHMA O HaNM4nuM CUMNTOMOB,
KOTOpbI€ MOTYT 6bITb NPUYMHON O6LLEe-
CTBEHHO OMacHOro NoBeAeHus, a Takxe
0 NpYMEHsieMbIX CyAebHbIX Mepax Meau-
LIMHCKOrO XapaKkTepa v ncmxocoumasbHon
peabunutaumn.

e [leTanbHblii MOHUTOPUHI 6EPEMEHHOCTU.
Cuctema Ha4YHeT LIeHTPann3oBaHHoO oTcrie-
XvBaTb cry4an npyMeHeHus BCromMora-
TenbHbIX PENPOAYKTUBHBLIX TEXHOMOI WA,
KpUTUYECKME aKyLLUepCKne COCTOSHUS,
a Takxe [Jono geTen, poamBLUNXCSH
C BPOX/AEHHbIMN aHOManUAMM 1 XpOMO-
COMHBIMU HAPYLLEHUAMMW.

MocTaBLumKamm nHdopMaumn BeicTynAaT MuH-
3gpas, ®POMC, CoudoHa, pernmoHanbHble
MUWH3[paBbl 1 camy Megy4pexaerus. Joctyn
K NepcoHasibHbIM AaHHbIM NOJy4aT YNoTHOMO-
YeHHble opraHbl, Bkitovasa MB[, a 06e3nuyen-
Has cTaTucTuka 6yaer oTkpbiTa ans Poccrata
n PocagpaBHapsopa.

OGHOBIEHHbIV PEMUCTP NPU3BaH NOBLICUTb
30PPEKTUBHOCTb JIbFOTHOTO NIEKAPCTBEHHOMO
o6ecneyeHuns, TOYHOCTb (PMHAHCOBO-3KO-
HOMMWYECKOro MNaHNpPoBaHUs U, B KOHEYHOM
nTOre, Ka4eCTBO MOMOLLM NaUMEHTaM C Tshke-
JIbIMM 1 XPOHMYECKMMIM 3a605eBaHNAMM.
Hogble npasuna y4eta 6yayT akTyarbHbl B TEHe-
Hue wectu netT — go 1 mapta 2032 roga. Q
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[TPAKTVIKYM

Kak pacno3HaTtb BPOXAeHHble
nedeKTbl UMMYHUTETA

Y Kaxgoro nsatoro pebeHka B Poccumn BpoxaeHHbI geekT nmmyHuteta (BLAW) BbissrseTcs eLye B pogaoMe ro pe3y/ib-
TaraM HeoHaTtaslbHOro CKpuHuHra. Ho teicsa4un gereuvi octaroTcsa HeanarHOCTUPOBAaHHbLIMU. 38 BblpaXXeHNeM «4acTto
6orneroLyme naymneHTbl» MOryT CKpbIBATLCS MOJIOMKU B eBATU reHax — ripunynHa BV B 51 % cryyaes.

Hatanba KY3bMEHKO

3aBepytoLLas OTAENOM 3NMAEMUONOrn

N MOHUTOPUHIra UMMYHOAEMMLMTOB, Bpay
annepronor-ummyHonor KOO ®rey «HMUL Aron
M. Omutpua Poradesa», K.M.H.

fanuHa HOBUYKOBA

NaBHbIA BHELLTATHLIV AETCKUI cneyanuct
OHKonor-remartonor MuHagpasa, Hay4HbI
pykoogutens ®reY «HMUL, OrON um. Omutpust
PorayeBa» Munagpasa Poccuu, a.M.H., npoceccop

AHHa WWEPBNHA

3amecTutens avpektopa NHcTUTyTa rematonoruu,
MMMYHOSIOTUM N KNETO4HbIX TexHonormn Orey
«HMWL ArOU wm. Omutpus Poravesa»
MwuH3agpasa Poccun, npeacepatens npaBneHus
HA3SNWA, p.M.H., npodeccop PAH

CKPbITbIE YIT'PO3bl

B pyTUHHOI IIDaKTHKe yIaCTKOBbIE IIe/IHa-
TPbI MOTYT CTOJIKHYTBCS C CUTyalilel, Koraa
pe6GeHOK JYacTo 60sieeT, Ha3HAYeHHAA STHO-
TpOITHAA Tepalus He IPUHOCUT OXujae-
Moro 3¢ ¢deKTa 1 B aHaMHe3e — IIOBTOPHEIe
3MU30/bI NH(PEKIINU BepXHUX JAbIXaTelb
HBIX ITyTeH, ITOTpe6OBaBIIe Ha3HAYe HU

IpenaparoB BTOPOU WIU TpeThel JINHUMN.
K coxxaneHuro, jajleko He Bceryia 3a TAKUMU
CHMITTOMaMU Bpad MOXKeT CPa3y PacrosHaThb
BpOXJeHHbIe fedeKTbl UMMyHUTeTa (BIN).
U 5TO IPUBOJUT K IO3JHEM AUArHOCTUKe
JIAHHBIX 32060JIeBaHUI.

Hctopuyecku cCYUTAIOCh, 4TO BIVI — 51O
opdaHHbIe 3a00eBaHUA, YaCTOTA KOTO-
PBIX He IIpeBblmaeT 1 crydad Ha 100 ThIcAY
HaceJIeHNsd, IIPenMyIleCTBeHHO AeTCKOTo
Bo3pacTa. OfHaKO ¢ IIMPOKUM BHeJpeHeM
MEeTOJOB CeKBEHUPOBAaHUA HOBOI'O ITOKO-
snenus (NGS) u GQyHKITMOHTLHBIX TeCTOB
CTJIO O4€BUIHO, UTO B/IY jiexkaT B OCHOBE
MHOTUX CIydyaeB UH(PEKIIMOHHOUN U coMa-
TUYEeCKOM! MaTOJIOTMU He TOJILKO Y JeTel,
HO Uy B3pOUIBIX.

Hampumep, cpenu nanreHToB ¢ TUM(poMOi
gactorta BIIU cocraBisieT He MeHee 10 %,
ay gereii ¢ cuaAapomMoM durepa — DBaHCa
(coueTaHMe UMMYHHOH TPOMOOITUTOIIEHIH
U TeMOJIUTIYeCKON aHeMUHY) TOT WIU NHON
Buy BJIV mopTBep:xmaeTcs 6ostee yeM B 70 %
cry4gaeB [1] (cm. Cnucok ucmouHukos).

B 2023 rogy B Poccuu crapToBas paciiu-
PeHHbIN HeoHaTaNbHbIN ckpuHUHT (PHC),
BKJIIOYAIONTUN TeCTUPOBAaHUE Ha TXKeJIble
dopmel T- 1 B-KiIeTOUHBIX UMMYyHOZeDU-
nuTtoB mmyTeM onpezeneHus TREC u KREC.
[To uToram ABYX JieT PaGOTHI (Ha HAYAIIO
2025 roza) o6cmemoBaHo 6osee 2,5 MITH

[Mpy kNnHMYeckom nogo3peHun Ha HAO, X-cuenneHHyto
XI'B, X-cuenneHHyto arammMarniobynmHeEMMIO
n cuHgpom Jlyu-bap Heobxoaumo nposoamts MLPA

HOBOPOJK/IEHHBIX U BBIABJIEHO Goree 200 ma-
neHTOoB ¢ BJIV. Takum 06pa3om, 4acToTa
Jumb Haubosee Taxenbix Gopm BIAU,
COCTaBJAIIUX He 6oisee 10-15 % Bcex
HU3BeCTHBIX HO30JI0TUI, B Poccuu mpeBbI-
maeT 1 oIydait Ha 2 TBICAYU HaceIeHUA. DTo
KOJIOCCATIbHOE Pas/Indue MeXIy OXKUAaeMOr
U peaibHOU BbIABIIAEMOCTBIO IOATBEPAKIACT
(daKT 3HAYUTEeTbHON TMIIOAUATHOCTUKH
9TUX COCTOSAHUIA [2].

VIMeHHO OT HACTOPOKEHHOCTH IIeAuaTpa
TIePBUYHOTO 3B€HA, er0 3HAHUI 3aBUCHUT,
TOMa/ieT I peGeHOK B CUCTEMY CIela-
JIM3UPOBAHHOM ITOMOIIY WIN OCTAaHETCSA
Ha JIOJITHe TOAbI C XPOHUYeCKOM nHdeKIen
Y MHBUTUAW3AIIVEH.

B HMULI ATOU um. Imutpust PoraueBa GbLT
IIpOBeJieH MaCIITAOHbIN aHAIN3 FreHeTIde-
CKUX BapHUaHTOB y 627 feTel c Hambosee
YacTbIMM MOHOTeHHbIMU (popmamu B/IVI [3].
DT JaHHBIe, a TaKKe NHopMarua Poccuit-
ckoro perucrpa BV HanponanbHOM acco-
AN SKCIIEPTOB B 00JIACTH IEPBUIHBIX
uMmMmyHogedurutoB (HADITN]), comepxa-
IIero cBefieHus o Gostee yeM 6300 manyieHTax
U3 BCeX CyOBeKTOB PO, I03BOIISTIOT CHOpMIPO-
BaTh aKTyaIbHbIM noptpeT BIU B Poccuu [1].

Ta6bnuua 1. KnuHunyeckne n naropmusmonormyeckue oco6eHHocTu otaenbHbIX hopm BAN

OCHOBHOM OpraH-MuLLEeHb/

«BOJIbLUAA OEBATKA»

I[Tpu Kaxymemca pasHooOpaszuu BV npu-
PoZa HepaBHOMEPHO pacIIpefiesiAeT MyTa-
yn. ComiacHo faHHbIM peructpa HADIIN/,
rpyuna B B Poccuu nipencraBieHa Kak
MHUHUMYM 164 HO30JI0TA4eCKUMU (GopMaMu
c fedekTamMu B 143 yHUKAJIbHBIX F'eHaX
U IIOJIOMKaMH1 BOCBMU XpoMocoM. ITpu atom
HamboJiee MHOTOYHCIeHHAA TPYIINA Maly-
eHTOB (51 % Bcex reHeTUYeCKHU IIOATBEPX-
JIeHHbIX CJIyJaeB) OrPaHUYMBAeTCA JIeBATHIO
XOpo1Io onvicaHHbIMU (popmamu B/IV [1, 3, 4].

Hawubosee pacripocTpaHeHHbIe TeHeTHYe-
ckue AedekTel mpu BJIM:

e WAS (curgpom Buckorra — Omppuya
(CBO));

e CYBB (X-cueIuleHHass XpOHUYeCKas rpa-
HyeMaTo3HasA 6osne3Hs — X—XI'B);

e BTK (X-clieluieHHasA araMMariao0yIuHe-
MUs);

e NBN (cungpom HuiimereH);

e SERPING1 (HaciefCTBeHHBIM aHTUOHEB-
porudeckuii orek — HAO);

e ATM (aTakcuA-TeIeaHTUIKTA3UsA, CHUH-
apom Jlyn-bap);

® SBDS (cunapowM IlIBaxmana — JlalfiMOHAA);
e ELANE (TspKesas BpOXK/IeHHAsA HeUTpoIle-
HuA — TBH);

HacTopaxusaioLyme npusHaKkv

Taxenble 6akTepuanbHble Y FPUBKOBbIE MHEKLMU,
NoXxoe 3aXuBIIEHWE paH, rpaHynemMsl

MukpoTpombouuToneHus, 3Kk3ema, peLUmManempytoLmne
WMHEKLMN, KPOBOTOYMBOCTb

Taxxenble peungmeupyoLLMe 6aKkTepunanbHble
WHeKUnn ¢ 6—12 mecsues

PaHHsis (go roga) Tshxenas UHDEeKLMOHHas naTonorus,

3afiepxka passutus, kaHannos, BLKut

Mo3xeuUKoBasi aTakcusi (LLIAaTKOCTb MOXOAKM,
MOSIBIISIETCS, KOrAa pe6EHOK HAYMHAET XOQUTb),
TeneaHrnaKTasuu (Ha ckrepax, yLax), MHhekLmn

Mukpouedanus, xapakTepHble YepTbl Nnua, MHEK-

U1, BbiCOKaa npenpacnosyioxXKeHHOCTb K OHKONOrnn

(oco6eHHO nMmdombl)

dopma BAN leH Tun HacnepoBaHus
cucrtema
X-cuenneHHaa XI'b CYBB X-cLenneHHbIn q)atouMTbl
(HerTpOdMnbI)
CBO WAS X-cLuenneHHbIn VTP Taleir)
T-KneTkn
X-cuenneHHas
o B-kneTku
arammarnobynMHemums BTK X-cuenneHHbIn
(oTcyTcTBME aHTUTEN)
(6ones3Hb bpyToHa)
X-cuenneHHas TKUNH IL2RG X-CuenneHHbIN T-kneTkn
Cwungpowm Jlyn-bap ATM AYTOGOMHO-DELIECCHBHIiA HepBHas cuctema, UMMYHUTET,
(aTakcus-TeneaHrnakTasus) 3HOOKPUHHbIE Xene3bl
CvHpgpom HuiimereH NBN AyTOCOMHO-PELECCUBHbIN UMMmyHWTET, passutue
. . KoCTHbIN MO3T,
CuHgpowm LliBaxmaHa — JanvoHga SBDS AyTOCOMHO-PELECCUBHbI
nogpxenyno4Has xenesa
TBH ELANE AyTOCOMHO-OOMWHAHTHbIN Koch HbIM MO3T
(HenTpodhurnbl)
HAO SERPING1 AyTOCOMHO-AOMWHAHTHbIN (S
KOMMnemMeHTa

HelitponeHus, cteaTtopes, 3agepxka pnan4eckoro
pas3BUTUS, CKENETHbIE aHOManum

PaHHue Tsxenble 6akTepmnanbHbie MHpeKLmn

PeuvgyBupytoLLIMEe OTEKU KOXU U CIIM3UCTbIX

(KOHEYHOCTH, NNLIO, FOPTaHb, KULLEYHWK)
BE3 kpanueHuupbl 1 3ypa
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[TPAKTVIKYM

¢ [L2RG (X-creruteHHasT TsKeIast KOMOU-
HUpOBaHHaA HemocTtaTouHOCTh — TKIH).
3HaHUe 5TUX TeHOB U COOTBETCTBYIOITUX
KINHUYeCKUX (eHOTUIIOB — IIepPBbIH IIar
K paHHeU AMarHoCTHUKe. Ba)KHO IOMHUTB,
4TO He TOJIbKO MyTaI[UU C IToTepei QyHK-
uuu (loss of function, LOF), Ho u npuBozs-
mye K M30hITOYHON QyHKINMY Oeska (gain
of function, GOF) MoryT cI1ocoGCTBOBAThH
IuchyHKIIUU TUMPOIUTOB, AePUITUTY
TyMOpaJabHOTO UMMYyHUTETAa U Hapylle-
HUIO UMMYHOJIOTYeCKOM TOJIEpaHTHOCTU.
B KadecTBe mpuMepa MOKHO IPUBECTHU
CUHJIPOM aKTUBUPOBaHHOU pochornHO3U-
TUA-3-KkuHa3b! § (APDS) ¢ MyTanueil B reHe
PIK3CD [1, 5, 6].

KAPTA NOJIOMOK

B ucciaegosanue, nposegenHoe HMUIL]
JTOU um. Imutpus Porauepa, GbUTH BKITIO-
YeHbI 627 IPOOAHAOB C JeBAThIO YKa3aH-
HbBIMU Bbllle ¢dopmamu BIAU. Moneky-
JIAPHO-TEHeTUYeCKUI AaHATN3 BB 433 YHU-
KIbHBIX TeHeTUYeCKUX BapuaHTa. [Ipume-
4aTeJbHO, UYTO 44 % BCeX HAlIeHHbIX BapU-
AHTOB y ITIAIMEHTOB C IIOATBEPKIEeHHBIM
TeHeTHIeCKUM Jie(eKTOM He ObUIU OICAHbI
PaHee U TpeOOBATY BATMZAIIY C UCTIONB30Ba-
HMEM CO3JaHHbBIX IIPOTOKOJIOB MOJIEKYJLIPHO-
OUOJIOIMTYECKOTO ITOATBEPKAEHU [2].

OO6mras XxapaKTepUCTHUKA MyTaLHi:

e 93 % (403 BapmaHTa) COCTaBUIU TOYeY-
Hble fedeKThl (MUCCeHC-MyTalllii, HOHCeHC-
MyTaIlFi¥, JeJIeI¥/BCTaBKU CO CIBUTOM
PaMKU, MyTallUM CAaWTOB CIUIAMICUHTA);

¢ 7 % (30 BapraHTOB) IPUILINCh Ha KPYII-
Hble JieJleIUH WIX AYyIUIMKAlMU LeIbIX
9K30HOB.

ITpu HEKOTOPBIX HO30JIOTUAX IO KPYITHBIX
JIeJIe IV /Iy TUIMKAITUI OKa3aJIach HACTONIBKO
BBICOKOM, YTO UTHOPUPOBATH 3TOT HAKT
HeJIb34 (Tabuia 2).

Y 8 mpoGanioB ¢ cuuapomom Jlyu-bBap ze-
JIeIIs HeCKOJIbKMX dK30HOB B reHe ATM
HaxXOoAWIaCh Ha OTHOM ajUieje, a ToueyHas
MyTaIusa — Ha IpyroM. MeToz ceKBeHUPO-
BaHUA O3BOJIWI BLIABUTH TOJLKO TOYEY-
HbIN fedekT. OgHaKo ¢ moMoInbio MLPA

Cpenu HUX:

¢ reH NBN (cuazpom HuiimereH): «caBsaH-
cKasg» MyTanusa c.657_661delACAAA —
y 99 % po6aHAOB;

e reH SBDS (cunzapom IllBaxmana — [laii-
MOHZQ): BapuaHTbhl C.258+2T>C (51,6 %)
u ¢.183_184delTAinsCT (36,9 %);

e red ATM (cunzapom Jlyw-bap): BapuaHT
€.5932G>T — yimmb B 11,4 % cIy4aes, 4TO
TpebyeT CeKBeHPOBAHW BCero reHa [7, 8, 9.

DTO 3HAUUT, YTO ITOJTyYeHre OTPULIATeIbHOTO
pe3y/ibTaTa CeKBeHPOBAaHNA He UCKITIoYaeT
auarsosa BU.

B xauecTBe CTaHAAPTA JUATHOCTUYECKOTO
06CJIefoBaHNA B COBPEMEHHOU IIPaKTUKe
ucrnonb3yeTca GyHKIMOHAIbHOE BaIuia-
LIIIOHHOE TeCTUPOBAHYe C UCIIONIb30BaHEM
MeTOZIOB PeJaKTHpoBaHuA reHoMa (CRISPR/
Cas9) Ha KJIETOYHBIX MOJEJIAX [2].

POCCUWUCKWUN PEFTUCTP

JlaHHbIe HAITMOHAIBLHOTO PerycTpa MalyeH-
TOB C IEPBUYHBIMU UMMYyHOeGULIUTAMU
(M) HASIIN/ 1o COCTOAHUIO Ha KOHeT],
2024 rofia IeMOHCTPUPYIOT YCTOMIMBYIO TIOJIO-
YKUTEIbHYIO IMHAMUKY BbIABJIAEMOCTH JaH-
HOM naTtosnoruu B Poccutickoit ®eneparum.

Ho3sonornyeckas ctpykrtypa MU (n = 6 380)

1%

ﬂecbeKTbl BPOXAEeHHOro UMMyHUTETA

0,47 %

KocTHO-M03roBast HeJOCTaTO4HOCTb

o

. -, 0,03 %
7 /o . deHokonum
HeyTtouHeHHbIn [N

6 % 25 %
MmMmyHHas 'ymopanbHble
aveperynauus HapyLleHns
9 %

Kom6uHmpoBaHHble

nedeKTbl 21 cyo

7 %

HedekTbl haroumTosa

o

11 %
DedbekTbl cMCTEMBI
KOMMnemMeHTa

ITpu KIMHUYeCKOM nofo3peHnu Ha HAO,
X-cueruieHHyo XI'b, X-clieluleHHy10 araMMa-
mIoOyuHeMuIo U cuHapoM Jlyu-bap HeoO-
XOAVIMO ITpoBOoAUTHL MLPA.

B uccieoBaHUY BBIABIEHO 25 BAPUAHTOB
HescHoro reHe3a (HK3). Haubomnbiree nx
quoio (14) — B reHe WAS ipu CBO. Bcem
MmanyeHTaM IPOBeIU PYHKIITMOHATbHBIE
TeCTHI, 110 pe3y/IbTaTaM KOTOPHIX YCTaHOB-
JIEHO CHIDKeHUe KCIIPeCcCuy GesKa, 4To
TIOATBEPAIO IATOTeHHOCTh BAPUAHTOB.

Ta6nuua 2. YactoTa geneuvi/aynnukauui 3K30HOB Npu pa3Hbix hopmax BANU

®dopma BN lFeH

HAO SERPING1
X-cuenneHHas X' CcYBB
X-cuenneHHas BTK
arammarnobynMHemMums

Cwvngpowm Jlyn-Bap ATM

yIAI0Ch OOHAPYKUTB AeJIeII0 HA BTOPOM
ajutesie ¥ MOATBepAUTD JUarHos [7]. Cyie-
CTBYIOT U IpyT¥e HO30JIOTUU, IIPU KOTOPBIX
IIOVICK He CJIefiyeT OTPaHUIMBaTh <YHUBED-
CaJbHBIM» CKDUHUHIOM, fieiasd aKIeHT
Ha BBIABJIEHUY CIeI(PUIeCcKIX «CIaBAH-

Hdonsa annenew
c peneuvsaMmu/agynnuKaumsaMmm

17,9 %

13,4 %
9,6 %

4,6 %

ClelyeT HIOMHUTD «30JI0TO€ IPaBUJIO):
reHeTHKa 0e3 KIMHUKY CjIela. BapuaHT
HK3 TpebyeT yriy6aeHHOTO 06C/IefOBaHUSA
B CIEIHATU3NPOBAHHOM LIEHTPE C IIPHBJIe-
YeHMeM MEeKAVCIUIUTMHAPHON KOMaH/BL,
B COCTaB KOTOPO¥ JO/KHBI BXOOUTH UMMY-

CvHpgpomanbHble
dopMmblI

o

13 %

AyToBOCnanuTesbHble
3aboneBaHus

BO3MOXXHbIE MEPCNEKTUBDI
Hecmotpsa Ha nmporpecc B usydenuu BJAU
U BHeJ[peHNe HeOHATAIbHOTO CKPUHUHTA,
KJIF0YeBOY ITPOOJIEMO OCTAeTCs TUIIOAMA-
THOCTUKA. PeasibHasA J1eTaIbHOCTD IIPEBBI-
maeT opUITHAIbHBIE ITOKa3aTeI!, TaK KaK
TaI[eHTHI HepeJKO MOTu0aloT OT OCIOXK-
HeHUY, He TIOJIyIUB CBOeBPeMeHHOI Tepa-
my [1]. CHUTyanuio yeyryosseT He[OCTaTOYHO
3¢ deKTUBHOE B3aMOZIeVICTBYIE MEXKTY IIe/TU-
aTpaMy, UMMYHOJIOTAMY U TeHeTUKaMHU.

C MeTOA0IOTNYeCKON TOYKU 3peHHA COXPa-
HAIOTCA HEPeIIeHHbIe 33la4M: MHTepIIpe-
TanyA MyTalui B IyOOKUX WHTPOHHBIX
00JI1aCTAX, He BBIABJIAEMBIX IIPY CTAaHAAPT-
HOM C€KBEHUPOBAaHUM, U OrpaHUYEeHHAA
JOCTYITHOCTb QyHKIIMOHATIBHBIX TECTOB. be3
MOATBEPKIE€HUA ITATOT€HHOCTHU Ha YPOBHE
0eKa reHeTUYEeCKUU BapUaHT PUCKyeT
ocrarbca BapuanToM HK3, 4yTo 3aTarusaer
IIOCTaHOBKY JUarHo3a. Kpurryecku BasKHO
JalbHellllee pasBUTHe POCCUICKOTO PerH-
ctpa B/IV: HakoIUIeHMe JaHHBIX OTKPLIBAeT
IyTh K I€PCOHAIU3NPOBAHHOM TepaIuu,
I/le IIOBTOPAIOLIAECA MyTalluX CTAHOBATCA
MUIIEHAMH LA JIeYeHUA.

ITanuenTsl ¢ BAU yXke cerogH:A ciy»atT
KJIMHUYEeCKIMH MOZIEJIIMU VI OTPAbOTKU
VHHOBAIlMOHHBIX IPOTOKOJIOB. Tak, mpu
TpaHy/JeMaTO3HOM IOpPaKeHUU JIeTKUX
y nanueHToB ¢ XI'b (rex CYBB) BbIABJIeHA
runepakcnpeccusa WI-1 makpodaramu, 9To
060CHOBAIO TpUMeHeHMe nHrubuTopa MJI-1
(aHaxuHpa) [1]. Ipyroii mpuMep — MCCIeoBa-
Hue CBO (rer WAS): c TOMOIIBIO IIPOTOYHBIX
KaMep ¥ CUMYJLALIMOHHBIX Mojieielt pacug-

Pervctp BOW oTKpbIBaeT NyTh K NepcoHann3npoBaHHOU
Tepanuu, rge NoBTOPSAIOLLMECH MyTaLMN CTAHOBATCSA

MULLIEHAMW ONA Ne4eHns

OOr11ee YMCIIO 3aPeTUCTPHUPOBAHHbIX ITAIIEH-
TOB JOCTUIIO 6380, IIpU 5TOM IIPUPOCT ITOKA-
3aTesi 06eCIieqrBaeTCs IIPeNMyIeCTBEHHO
3a C4eT COBepIIeHCTBOBAHMA JUATHOCTUKYU
B IIeIUaTPUYECKOU MOITYJIAIINL.

ExxerogHo Bepu@UIUPYyeTCA He MeHee
500 HOBBIX CJIy4aeB 3a00JIeBAHUA Y IeTeH,
puyYeM y KaX/JOTo IATOro pebeHKa Jya-
THO3 YCTaHABJIUBAETCA 110 Pe3yJabTaTaM
PHC. biaromapsa BHeIpeHUIO COBPEMeHHbBIX
MEeTOJ0B JUAarHOCTUKM PacIpOCTPaHeH-
HocTs I[TN]] cpenu »KUBBIX JINI yBEJIUYIU-
JIach 10 2,74 Ha 100 ThICAY HAaceJIeHus, 4YTO
(paxTHYeCKU O3HAYaeT yABOCHUE JAaHHOTO
TIOKa3aTesid 3a BpeMs QyHKIIMOHNPOBAaHUA
peructpa.

BmecTe ¢ TeM cOXpaHAETCA BIPpaKeHHbIN
Pa3époc MeXIy PerIOHAMU B OTHOIIIEHUH
3¢ ($eKTUBHOCTH JUAaTHOCTUKY TaKUX 3a60-
JleBaHU. HanbobIINX yCIIeX0B JOCTUIIN
PecmyGuka Tarapcras, Mocksa u fIpoc-
JIaBCKas 06J1aCcTh. 37eCh IOKa3aTeIr pac-
npoctpaHeHHOCTH [TV IpUGIIHKAIOTCA
K 06IIeMUPOBBIM 3HaYeHUsAM (1:10000) [10].

Hozonoruyeckas crpykrypa [T1/] 110 JaHHBIM
HaIlMOHAIBLHOTO PEeTuCTpa IIpeficTaBIeHa

POBaHbBI MeXaHU3Mbl MUTOXOHZAPUAIBHO-
3aBUCHMOTO HEKPO3a TPOMOOIIUTOB, YTO
TI03BOJIWJIO IIOHATH OOIIYe IIPUHITUIIBI X
rubeny B HOpMe U IIPY ITaTOJIOTHH [1].

Peructp BV OTKpBIBaeT IyTh K II€pCOHA-
JIN3MPOBAaHHOU Tepaluu, I7e IOBTOPAIO-
Iyecsa MyTalliy CTAHOBATCA MUIIEHIMU
JUIA JIEYEHUA.

OmnuicaHHbIe BbIIIe BeKTOPhI COBEPIICHCTBO-
BaHUA NJUATHOCTUKU U JedeHUA B guk-
TYIOT HeOOXOUMOCTh AKTUBHOTO BOBJIeYe-
HUA Bpadell IepBUYHOTO 3BeHa B KayecTBe
VHHUIVATOPOB U KOOPAWHATOPOB CTPATeTUu
BeJleHUs ITAIlIeHTOB C TAKOM IIaTOJIOTHeH.
Y4acTKOBBIN eiuaTp — IePBBIii, K KOMY
00PaIATCA 32 IOMOIIBIO, IO3TOMY €r0
Ppoib KpaiiHe BakHa. OH JIOKeH BOBpeMsA
pacmo3HaTh mpobaeMy U, COXpaHssA MeIu-
LIMHCKYIO HACTOPOXKeHHOCTD, B KpaTJaiimye
CPOKM HaIIPaBUTh pebeHKa K IIPOGIIbHBIM
CHeIUAIMCTaM.

CKUX» Y IIOBTOPAIOIUXCA MyTaIlui. HOJIOTY, TeHETUKU U OMOMH(POPMATUKU.  HAa IPUBEIEHHOM PUCYHKE., Cnucok UCmouHUK08
-
e APDS activated phosphoinositide 3-kinase § syndrome e HADIIN] HanuoHanpHadg acconpanya SKCIIepTOB
(cMHAPOM aKTUBUPOBAaHHOU (POCHONHO3UTUA-3-KIHA3BI J) B 00JIaCTH NePBUYHBIX MIMMYyHOZIe(PUITUTOB
e GOF gain of function (c mproGpereHreM QyHKITHM) * HK3 HEACHOE KINHITICCKOE SHATEHNE .
e LOF loss of function (c motepeit GyHKIHH) e HMUII AITOU HaHI/IOHaJILHBII/I MEeIULMHCKUN UCCIeN0BaTeIbCKUMN
e MLPA  multiplex ligation-dependent probe amplification [CHTP ACTCKOM IEMATOJIOTII, OHKOIOTHI M HMMYHOTOTHI
(MyTBTHIIIEKCHAA JTUTa303aBUCUMAs aMIUTU(UKAITYA) * TIEPBHHBI MMMYHOZICUIIIT
My . . 4 e PHC pacIIpeHHBIN HEOHATATLHBIM CKPUHUHT
e NGS next-generation sequencing (ceKBeHUpOBaHNe HOBOTO IIOKOJIEHVA) e CBO curzpoM Buckorta — Onapuda
* Bl BPO/ICHHBIN flepeKT UMMYHUTETa e TBH Ts>KesIas BPOXKAeHHAA HeMTPOIleHUA
e N1 UHTEPIIENKUH-1 e TKUH TKeasa KOM6I/IHI/IPOBaHHaH HNMMYHHAas HeIOCTaTOYHOCTh
e HAO HaCJIe/ICTBeHHBIM aHTMOHEeBPOTYECKUI OTeK e XIb XPOHUYECKas IPaHy/IeMaTo3Has1 00Ie3Hb
N
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NMpocpoyeHa akkpeautTauma?

MuH3apas paspelumnn paboTartb mapupyT apariee!
oo 2027 roga —_
. 22-24 anpens @ Mocksa 11-25 anpens OHMaviH
MuHncTepcTBo 34paBooxpaHeHus Poccum BbiryCcTUIIO nNpukas, KOTopbIv ornpe- ==
e e T oo T oy || ViHoworanuti ey paxeons ||| Unsoomapon v
o § - copym «legnarpus ceronHs n 3asTpa» «MepuaTpbl Ha cTpaxke 300POBbS AeTEn»
2026 roga BcTyrvn B cuily v 6yaeT fevicteoBatk 40 1 AHBaps creayroLero B
roga. OH He ToJbKO MpoyieBaeT [OMyCK K paboTe 1Sl TEX, y KOro CPOK AevicT- Tun: 04HbIN OOPYM C MEXAYHAPOAHBLIM Tun: Be6uHaps! ¢ 6annamm HMO.
BusI JOKYMeHTa uctek B 2025-M, HO M yrpoLLaeT MpuBJIe4eHne nepcoHana NG . Onucanne: .
B YCII0BUSIX YPE3BbIYalHBIX CUTYaLMi. PasbupaemMcs B feTansix. OnncaHmne: KpynHoe cobbITve NMof, arnaon 11 anpens — BebuHap «Anneprus y getemn
[enaptameHTa 3gpaBooxpaHeHns MockBbl oT A go fA».
1 BEAYLLMX MeOULMHCKUX By30B (CeveHoB- 18 anpens — BebuHap «lepguaTpus: pacLumn-
OBEPTAMM OJ1I1 CEPTUDUKATOB ckuin yHneepcutet, PHUMY nm. Muporoea). PAEM FOPU3OHTbI 3HAHWI».
MaBHOEe HOBOBBEZEHWE KacaeTCs CreLvanicToB, y KOTOPbIX MCTEK CPOK cepTudMkaTa Mporpamma BKitO4aeT 06CyXAeHIe Gyay- 25 anpens — Be6uHap «BakuvHonpodunak-
WM akkpeaMTaLmm B nepvog ¢ 1 siHeaps no 31 aekabps 2025 roaa. ECv B MpoLLIOM LLIero AeTCKOro 34paBoOXPaHEHNS Y UHHO- TUKa — HEe3aMEHUMbI MHCTPYMEHT B npak-
rody YenoBek paGoTan Mo NPoguto U UMEET AWMIIOM O COOTBETCTBYIOLLEM 06pa- BaLWi B neauatpum. HoBble cTaHAapTbI U CEEPERISRHID EpERER,
30BaHUM, OH CHATAETCA AONYLLEHHBIM K 1eATESIbHOCTU 6€3 MPOXOXAEHNA NMOBTOPHOM AnarHoCTUKK 1 TpeHAbl Tepanun. Cavit: pediatr-russia.ru
aKKpeguMTaumMmn Ha BeCb CPOK AENCTBUA NpuKasa. OTO NpaBuio pacnpocTpa- Caunr: pediatricstoday.pediatrics.school i )
HSieTCA Ha CneumnanncToB Kak C MeAMUMHCKMM, Tak 1 ¢ dhapMaLeBTUHECKUM _ — ) -
o6pasoBaHueM. MAU
23-25 anpens @ Mocksa .
Ecnu ceptudomkar uctek go 1 sHeaps 2025 roga, gericteme JOKyMeHTa 16-30 mas OHManH
Ha Takoro COTpygHWKa He pacrpocTpaHseTcs. EMy Heo6xogmMmo npovTtu X1 MocKoBCKUIA MeXXAyHapOAHbIN
npoLienypy BOCCTaHOBIIEHNSI B 06bIHHOM Mopsigke. KoHrpecc «Pefikue 60ne3Hun u pegkue AT LTRSS .
METoabl B AETCKOM OHKOMNOrMH, «MepnaTpbl Ha CTpaXke 340POBbS AeTEeN»
remMmaTtosiormm 1 MUMMYHOJIOTUU» Tun: Be6uHapbl ¢ 6annamv HMO.
TUN: O4HBINA C BOBMOXHOCTBIO AVCTAHLMOH- Onucatine:
EOCCTAHOB”EHWE HA PABOTE ) 2026 p HOro y4acTus: 16 masg — BebuHap «DopMmpyeM KIMHUYe-
MOMeHTa BCTYMeHNa npukasa B cuny (27 aHsaps rona abotopaTenem ) o
NosiBUNOCH 3aKgIHHoe OCH(E)BaHVIe ans OTYM(eHbl nmeasoB 06 oﬁclgaﬁemm. L‘Il'e, Koro COT TR (ORISR BT rnan ﬁﬁ?ﬁ;‘iﬂf zquzllmzzi;i?aizi,m 1
yCrnenu oTCTPaHWTb OT paboTbl MW YBONWUTL U3-3a UCTEHEHNA CPOKA akKpeauTaumm HaYHHO-NPaKTMH4ECKMX MEpOnpuATAM 21 Masi — Bcepoccuiickas Hay4Ho- '
B 2025 rogy, MOryT BepHyTbCs Ha CBOU MecCTa. |'Op|/|CTbI PEKOMEHOYT KITMHUKaMm MMHSﬂpaBa PR 20 roa (anKaS npakTu4eckas KOHd)epeHLlMH «ﬂyqu_]me
He ooXxunpaTtbea 3asaBneHnn oT COTPYOHUKOB, a NHULMMpOBaTb BOCCTaHOBI1IEHNE CaMO- N 1 G 0k 22025) AR poccm[/]CKme pervoHarnbHble NPaKTUKK
CTOATENbHO, YTOObI N36eXaTb CyAe6HbIX NCKOB U U3AEPXKEK. BECEHHAA MNIOLUAAKA ATIA 06CYXACHNA B 0611aCTV MUTaHWSA: NEepeHnMas onbIT»
CaMbIX CJIOXXHbIX BOMNPOCOB negmaTtpum — ) :
«MHOE OBPA30BAHME» TOXE CYUATAETCSI U0t 2 S AL DG 2EE ﬁ;”:;'m?f ﬁg::i%;:fmmﬂmaﬂ e
OThernbHblE KATErOpUM CNELMANUCTOB C HEMEAVLIMHCKUM 06pa3oBaH1eM (Harnpumep, OHHbIX METOA0B TEpanin. 28 masi — VI e)KeronHa'ﬂ KoHbepeHLMs
MEeANLIVIHCKIUE NCUXOMNOoru, MeaMLIHCKUE (OU3KKM), KOTOPbIE paboTarni Ha [OMKHOCTAX KrtoueBble TeMbl Hay4HOM NPOrpaMMbI: «LLIkona neguatpa: opcaHHble
MeapaboTHMKOB B 2025 roay, Takxe [0MyCKaTCs K AEATENLHOCTY 6e3 akkpeauTaLmm, ¢ CoBpemeHHble NoAXofbl K AUarHocTvke 3a60MeBaHNs».
maBHoe ycnosue — Hann4ve AoKyMeHTa 06 06pa3oBaHni, COOTBETCTBYIOLLIEro KBa- (reHeTn4eckme UcCnefioBaHms, TapreT- 30 mMast — Be6uHap «CoBpeMeHHas neava-
NUPVKALMOHHLIM TPE60BaHNAM Ha MOMEHT TPY[OYyCTPONCTBA. Hble NaHenu). TPWSt: BOMPOCHI M OTBETbI».
[na Tex, 4ybe o6pasoBaHne PopMasnibHO HE COOTBETCTBYET 3TUM TPEOBOBaHMSAM, HO eCTb * MynstugucumnnMHapHoe neveHve neten, . . .
o o Caur: pediatr-russia.ru
HenpepbIBHbLIN CTax 6ornee 5 neT 1 nponaeHa npogeccroHasnbHas nepenoaroToska, NOAPOCTKOB 1 MOJOAbIX B3POCIIbIX ——
TOXE CAENaHO UCKIYEHME. (oHkonorus, remaronorus, J
UMMYHOMOruns).
O (Dpr,aMeHTaJ'Ibele OCHOBbI 1 HHOBALN- ﬁ .
Mpuka3 Munsgpasa PP Ne 34H ot 20.01.2026 «O6 onpeaeneHny . g::‘;'j;;;‘::;;r::génme - 27-28 mas SLEN:.
CIy4aeB 1 YCINOBUIA, NMPU KOTOPbIX (bl/lsmqecrfme nmua MoryT 6bITb T O G ST S XLVIIl Hay4HO-npaKTM4ecKas
JONyLLIEHbI K OCYLLIECTBMEHVIO MEAVLNHCKOW AEATENBHOCTA U (M) . KoHthepeHLusi «COBPEMEHHbIE BOMPOChI
hapMaLieBTUYECKO OeATENLHOCTY 6e3 MPOXOXAESHNS aKKpeauTaLumm Ca_ur: congress.rodog.ru neauaTpun»
cneyuanucta u (1nu) No cneumanbHOCTAM, He NPEeAYCMOTPEHHbBIM g J Onmcanme: B NporpaMme — paséop Crox-
cepTudnKaToM creymanmcTa unm akkpeguraumen cneumanucra» HbIX KIMHUYECKMX Cy4aes 1 anropyuTMOB
3ameHwun cobor aencTBoBaBLUMI paHee JOKYMeHT (Ne 491H neyeHns B aM6yNaToOpHOMN NpaKTuUKe.
0T 24.09.2024) 1 (haKTM4EeCKM NPOLNNN «aMHUCTMIO» [N1A ThICAY 16-22 anpens OHMaiH PerucTpalys 06s3aTenbHa, KOMYECTBO
MeOULMHCKNX pabOTHUKOB, faBasi UM BOSMOXHOCTb CMIOKOMHO . MECT Ha OHJIanH-NNaToPMe OrpaHN-eHo.
3aBepLUUTL NpoLenypy akkpeouTaumm B TedeHne 2026 roga. O6Luepoccuitckas LLKONa-NPaKTUKYM Caiit: medq.ru
«JleTckas NONMKNNHUKA: BPEMSI HOBbIX == Q-
CMBbICJIOB» J
. . . Tun: o6pasoBaTesibHbI BEGUHap/LLKoNa.
OCOBbIN NOPAAOK ANA YPE3BbIYAUHbLIX CUTYALIUA Onucaxwue: NioHb
Mpvika3s Brnepsble AeTanbHO NPONUCLIBAET YNPOLLIEHHBIV JOMYCK K paboTe B YCNOBUSAX 16-17 anpens — LuKona-npakTuKym oss
YpesBblHaviHbIX cuTyaumin (YC) depepanbHOro, MEXXPErmoHanbHOro U PErMoHanbHOro neanartpos, aHAoKpuHonoros «FatFighting: 6—27 UIoHS! GRER
XapakTepa. Peyb ngeT o DOMmKHOCTSX onepaumoHHOn MeacecTpsbl (bpaTa) 1 MegcecTpbl pesynsTaTMBHbIE PeLLEHUs B NMPeodoNeHnm =
(6pata)-aHecTesuncra. OXUPEHUS» Linkn Be6uHapoB
K pa6oTe MoryT 6bITb JONYLLEHbI: 22 anpens — o6Lepoccuiickas LUKona-npak- «MepnaTtpbl Ha CTpaXke 340POBbS AeTEeN»
* CTypeHTbI CTapLUMX KypcoB (He MeHee 5 Kypca) Mo crieunanbHoCTaM «JlevebHoe TUKYM «[leTcKas MONMKNMHIKA: Bpemst HOBbIX Tun: Be6UHapb! ¢ 6annamn HMO.
neno» n «Meguatpus», yxxe UMetoLLmMe AOMYCK K paboTe Ha [OMKHOCTAX cpeaHero CMbICII0B», NPaKTU4eCcKne acnekTbl paboTbl Onucanue:
MegnepcoHana. ambynaTopHOro 3BeHa neanaTpu4ecKom 6 MO — BeGUHAp «Ponb neavaTpa B dop-
* Bpauu ¢ geincTeyioLLien akkpeguTaumen no «Jlede6Homy peny» unu «Ieguatpum». CITyXObl. MUPOBaHUM OCHOB 3HOPOBOO AETCTBA.
* CneunanncTbl CO CPeHMM MEAULIMHCKMM 06pa3oBaHneM (akyLLepku, MeacecTpb) CayiT: praesens.ru 20 1oHs — Be6UHap «BakLmMHonpodunak-
CO CTaxeM paboTbl He MeHee roaa. \— J TVIKa Ha NMPOTSKEHUM BCEMN KN3HU».
O6sa3aTensHOe ycnosmne AN BCEX — MPOXOXAEHNE KPaTKOCPOYHOro 06y4eHus PeKOMEHLYEM YTOUHSITL 27 vioHs — BebuHap «CoBpemeHHas
(He MeHee 72 4acoB, U3 HUX 36 — NPaKTVKa). MPOrpaMMbl 1 YCIIOBMS perucTpaLmm neguaTpus: NPo6nembl, HOCTUXKEHNS
Pepakums rasetsl Ha ohnumanbHbIX cakTax opraHM3aTopoB " nfpcne'(_me'b'»' )
«MEOVATPUS CEFOHS» 3a 2-3 Heflenu 40 AaTbl NPOBEAEHMA. Cauir: pediatr-russia.ru )

Il kBapTan

KANEHOAPL MEPOMPUATV IR 0JALS

Pepakuyus «llegnatpumn cerogHs» noaroToBuaa AanaXecT KIH04YeBbIX MpogheccnoHarbHbIX
CObbITUI, KOTOPbIE NPOUAYT ¢ anpesis o uoHb 2026 roga. [NnaHnpyvite cBovi 06pa3oBaTesibHbIN

@ I[TEJNATPUA

CIEUMANSVPOBARHAS TASETA
AN MEAVIATPOB

PACNPOCTPAHEHUE

Mo noanucke. becnnarHo.

la3erta 3aperncTpuposana GefepanbHoii cny»60i No HaA30py
B Cdpepe CBA3N, MH(OPMALMOHHBIX TEXHOMOMI U MACCOBbIX
KOMMYHUKauuin (PockomHagaop). CBiaeTensCTBO 0 perncTpa-
i M Ne ©C77-74576 ot 14 pexabps 2018 .
Kareropuyeckn 3anpeLLaeTcs noaHas unn 4acTnyHas
nepeneyatka matepnanos 6e3 0thuLManbHOro cornacus
pefakumn. MHeHve pefakuum MoXeT He CoBNaaaTh

C MHeH1eM aBTopoB. OTBETCTBEHHOCTb 3 J0CTOBEPHOCTb
peknamHbIx 06bABNEHWIA HECYT peknamoaareny.
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