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YBakaeMmble Kojuieru!

TeHeTHYeCKUe 3a601eBaHsA, OOJIBIITUH-
CTBO U3 KOTOPBIX HapymIaeT IPOLiecChl
KJIETOYHOM PeryJIALMU IUIOAA, HOBOPO-
>KIeHHOT'O U B3POCJIOTO, CTAIN IIpeaMe-
TOM M3y4eHUA UMMYHOIOroB. Hemapom
BO BCTyIAIOIleM B CHJIYy B 9TOM TOAY
MeXX/IyHapOJHOM KiiaccudukaTope 60-
se3nert MKB-11 nosiBMIacs HOBas TPyII-
11a 3a60s1eBaHUl — «BOJIe3HN IMMYHHOM
crcTeMbID». PeBOIIONIMIO B MEUITIIHE IIPO-
M3BeJI HeOHATA/ILHBIN CKPUHUHT Ha Hau-
GoJtee cepbe3HbIe BPOKIeHHbIe ONMMTMOKN
nMMyHUTeTa (BOM) — TsDKeNyIo KoMOu-
HUPOBAHHYIO UMMYHHYIO HeIOCTaTOY-
HOCTB ¥ araMMarIo0y/imHeMuto. B Poccrn
TIOMYIANUOHHBIN CKPUHUHT HAa BOU
BIIepBbIe MpoBeneH B 2023 roxy. [lorpe-
60BAIOCH JONIOJIHUTEIBLHO 00CIIe0BATh
GoJtee 27 ThIC. HOBOPOXKIEHHBIX, y KOTO-
PBIX Ha IIEPBOM MecsIle »K13HU BepUudu-
nypoBa 6ortee 170 BOU ¢ HazHaveHVIEM
npodumiakTudeckoro jedeHusa. Ero
PPE3YIIETAThI OyyT 00CYKAAThC Ha VII Hayy-
HO-TIPAKTUYeCKON KOH(epeHIINY C MeK-
IyHapOIHBIM yyacTueM «IlepBuyHbIe
VMMYHOZeDUIUTHL: OT HayKU K IIpaK-
THKe», KoTopad IpouAeT B MocKkBe
11-13 ampesa 2024 roga. ViHTEpec mipes-
CTaBJIAIOT JIETU U3 TPYIIIBI PUCKA, TPeOy-
IOIYe IOCTHATAILHOTO HaOIIOeHUS
¥ CIIeIVATBHBIX METOOB TUAaTHOCTUKMY.
CKpUHUHT JOLKeH IIPOBOAUTHCS OTede-
crBeHHbIMM TecTaMu Ha TREC u KREK,
0 YeM HeOOXOAMMO 3HATh IeIUaTPaM.
Bckope nocie pacmu@poBku 70 et
Ha3aJ AAepHOr0 TeHOMA YeIoBeKa ObUT
OoOHapy»KeH BHesIepPHbIN MUTOXOHIPU-
QTBHBIN (MT) TeHOM, CoAepXKamuii 16,5
Tapbl HyKJIEOTUAOB U 37 reHoB. IHDOP-
manua B MT/IHK 3akomupoBaHa He Tak,
KaK B AJjpe, TO eCTb He YHUBEPCAILHbIM
KozoM. B criepmarosonzgax Het MTIHK,
a 3HA4UT, OHA IlepeJaeTcA OT MaTepu
K ZIOYepH U He MOKeT COCTaBJ/IATh Bapra-
IIVU U3 JBYX POAUTEIBCKIX XPOMOCOM,
TO eCTb HacIenyoTcsa KIoHbl MTJIHK. TIpu
atom MT/IHK mMyTHpyeT B 17 pas GbICTpee,
4eM sAfiepHasd, I03TOMY MUTOXOH/IPHATb-
HBI [TaTOreHe3 MHOTVIX JIETCKUX 3a00J1e-
BaHUU TOJBKO HaUMHAeT U3y4aThCs.
CaMblii 9yBCTBUTEIBHBIN U creIvdiae-
CKUU TeCT Ha MUTOXOHZPUAIBHYIO JYIC-
(PYHKITVIO — aHIN3 OpraHUYeCKUX KUC-
JIOT B MOYe — JIOCTYIIeH B TeHeTYeCKUX

LIEHTPaXx.

LLIKOJTA TIEAVATPA

BakuvHauusa naLlmMeHToB

C NePBUYHBIMU MMMYHOOenLmMTamu,
NN BPOXOEHHbIMN OedeKkTaMn MUMMYHUTETA

B ocHoBe nepBun4Hbix ummyHogegpuumtos (ML), niv BpoxgeHHbIx 4eheKToB UMMYHU-
Teta (BAW),— o6LUMpPHOV rpyrinbl reHETUYECKU AETEPMUHNPOBAHHbIX 3a60/1eBaHN,
JIEXXNT [EeDEKT 04HOIro Nin HECKOJIbKUX 3BEHLEB UMMYHHOV CUCTEMbI, 4TO 0ObIYHO PO-
AABJISIETCS1 BbICOKOM MPeAPacriosioOXXeHHOCTbIO K OCJTIOXHEHUSM UHEKUUU, B TOM Yuncrie
BaKkuynHoynpassisieMbix. OTcroga — He0OXOANMOCTb BaKUMHaLmMn Takux nayneHTos.

EkatepuHa

AHaTONbeBHA
JEOPOVEBA

K.M.H., annepronor-uMMyHosor, Bpay BbICLLEW
KaTeropvu, CMonHuTenbHbI avpektop HASMNA,
[OOLEeHT Kadbeapbl anneprosioruv n UMMyHosorum
drey «HMUL Aron um. OAmutpus Poravesa»
MuH3zpgpasa Poccun, Mockea

NMPO®UJIb BESOMNACHOCTU

CeromHsA IMPOKO USBECTHO O Pa3BUTUM TsKe-
JIBIX OCJIOKHEHUH Y IAllUeHTOB C HEeKOTO-
pbiMu popMamu BV ripy MCIIONIb30BaHUYU
’KUBBIX BaKIMH. HallMoHAIbHBIN KaleHJaphb
TTpoGIIAKTUYeCKIX IPUBUBOK Poccru mpeg-
ycMaTpuBaeT BBeJleHMe *KUBOM BaKIMHBI
BIDK Ha 3-7-11 eHb KU3HU HOBOPOXKIEHHOTO,
YTO MOKET IPUBOAUTD K pa3BuTuIO BIK-1H-
(beKMY IpY HATMYKMH Y HETO, HallpuMeD,
TAKeJI0ON KOMOMHUPOBAHHON HEJIOCTATOY-
HOCTU UMMYHUTeTa WIN XPOHUYeCKOU Ipa-
HYJIEMaTO3HOU 60JIe3HU, KOTOPbIe K STOMY
MOMEHTY MOIYT He UMeThb KIMHIYECKUX IIPO-
ABJIeHUU. IHaKTUBUPOBaHHBIE BaKIIVIHBI
006IaA10T JTy4IIIM IIpodrreM 6e30I1aCHOCTH,
OJHaKO He MeHee BaKHA d(P(PEeKTUBHOCTD
BaKIMHOMIPO(PWIAKTUKY, KOTOpasA HAIIPAMYIO
3aBHMCUT OT MOAIeKalero gedeKra UIMMYH-
HOH CUCTeMBI, a TAKXKe IOJIydaeMoH IareH-
TOM Tepalvun.

CoBpeMeHHas KIacCU(pUKAIUA HaCIUTBIBACT
10 ocHOBHBIX rpymni B/IV, B 3aBUCUMOCTH
OT KIMHNYEeCKOW KapTUHbI, MOJIEKYJIIPHO-
reHeTHYecKoro fedeKra U ImaToreHesa 3a6o-
sieBaHuA. [lofo6HasA crucTeMaTH3anyA o3Bo-
JIseT pa3pabaTbIBaTh MeTOAbI Goslee paHHeN
BepuUKaUY, CKPDUHUHTA OXKUJJa€MbIX
TIposABJIeHUN Toro wiu uHoro BJIY, a Takke
OIIpeJleJIATh HOBBIE TepalleBTUYeCKHe II0A-
XOZbI BHYTPU KXKJOW TPYTIIbI B 3aBUCUMO-
CTHU OT MAaTOTe€HEeTUYECKUX MEXaHU3MOB.
AHaJIOTMYHBIM 06Pa30M, B CBA3U C BBICOKOH

reTepOreHHOCTHIO 3a00/IeBAaHUI U3 TPYIIIThI
BV, maHHBII ITOAXO0/] MOKET ObITh IIPUMe-
HeH /I pellleHus BOIIPOCa O IIPOBeAeHNN
BaKIIMHAIIWM.

O6menpuHATbIE PEKOMEHJAIVH O BaKIIV-
Haruy nanueHToB ¢ BIW, kak B Poccun, Tak
U MUpe, II0Ka ellle He pa3paboTaHsl. B cra-
The 06001aI0TCA JAaHHBIE JIUTEPaTyPhI
0 6e3omacHOCTH U () (HEeKTUBHOCTH BaKIIU-
HONIPOGWIAKTUKY Y MTAIIMEHTOB C Pa3Inyd-
HbIMU (popmamu BN

KOMBUHNPOBAHHbIE BAU

JI7A 3THUX COCTOAHUI XapaKTePHBI OTCYT-
CTBHe UM CHIDKeHHUe Yuciaa U (UIn)
dysknuu T-1MMGOLUTOB U HaPYyLIEeHUA
aflaTUBHOIO UMMYyHHUTeTa. Jlaxe Ipu
HOPMaJIBHOM KOJIH4ecTBe B-mumdonuTos
B epudepudecKoil KpoBU UX QyHKIIUA,
KaK IpaBWJIO, HapylleHa U3-3a AedeKTa
T-KJIeTOYHOTO 3BeHa. JlaHHas TpyIa 3a60-
JICBAHUI OY€Hb TeTePOTreHHa II0 CTelIeHNU
Topa’keHUA UMMYHHOU CHUCTeMBbI 1 BKJIIO-
yaeT B ce6s TKeTyI0 KOMOMHUPOBAaHHYIO
MMMYHHYIO HegocTtaTouHOCTh (TKWH),
Je@UIIUTBI MOJIEKy/I IIABHOTO KOMILIEKCA
rucrocopmectumoctdl (MHC) I wu II Tumos,
Jedextel CARD11, CD40L, MALT1 u npyrue.
Cy1ecTBYIOT TaK)Ke KOMOMHUPOBAHHBIE
BV ¢ cuHAPOMAaIbHBIMU IPOABIEHUAMU
(cuampom Buckorra — Omnapuya, eeKThl
penapanuu JHK, IMMyHOKOCTHBIE AUCILIA-
3ud, cuagpom Jiu Jxxopmxu, rumep-IgE-cun-
JIPOMBI U JIp.)

BBemeHMe KUBBIX BaKIIUH IIPOTUBOIIOKA-
3aHO MPU TKETBIX KOMOMHUPOBAHHBIX
BIIU. TIo maHHBIM KPYIIHOT'O MYJIBTULIEHTPO-
BOTO MCCIENOBAHUA, 4aCTOTA PA3BUTHUA
BIDK-mHpexknuu y nmanuentoB ¢ TKUH
cocTasideT 51 %, IBe TPETU U3 KOTOPBIX
NpeACcTaBIeHbl JUCCEMUHUPOBAHHBIMU
dopmamu. lanHOe HaAOIIOAEHYE IPENMY-
IIeCTBEHHO CBA3aHO C paHHel (Zo mmocTa-
HOBKM JIar"o3a) BakuuHaryei BIDK. Equs-
CTBEHHAas1 KypaTUBHAA OILVA JUIA JAHHBIX

MalNeHTOB 3aKII0YaeTCA B MAKCUMAJIbHO
OBICTPOY TPAHCIUIAHTAIINY T€MOIIO3THYe-
cKux cTBONIOBBIX Ki1eToK (TTCK).

Ilo mureparypabM AaHHbM, BIDK-uH(pekIa
CBA3aHA ¢ 60jTee BBICOKVMU PUCKAMU JIETAIb-
HOCTH KaK OT peaKTUBAIuy UH(EKINH, TaK
U OT OCJIO’KHEeHUH B IIOCTTPAHCIUIAHTAIOH-
HoM nepuozie (BLIXK-accoruupoBaHHbIe CHH-
JPOMBI BOCCTAaHOBJIEHUA UMMYHHOU CHUC-
TeMbI U /p.). CoOOIIaeTCs 0 pa3BUTHH IaCTPO-
DHTEPUTOB C CUHAPOMOM JeruapaTanu
y Aeteit ¢ TKWH, IOTyIMBIINX >KMBYIO BaK-
LYHY IPOTUB POTaBUPYCHOU MHDEKIUH,
KOTOpas paspellieHa K IPUMEHEHHUIO C IBYX
MecsAneB. [ IpefoTBpaleHNsA IOJ00HbBIX
OCJIO’KHEeHUI Heo6xomrMa Gosiee paHHAA
JUATHOCTMKA KOMOMHUPOBAaHHBIX B/,
B TOM 4YH(CJIe C IIOMOINBLIO 3aIyIeHHOIO
B 2023 rogy B Poccuy HeOHaTaIbLHOIO CKPH-
HUHTa Ha Haubosee Tsoxenble popmbl TN,

Imnomuiasusa WiK ariasua TUMyca Xapak-
TepHa Jjid IalleHTOB C CUHApoMoM Jlu
J>KOp/KU. BBIZIENAIOT IBe er0 OCHOBHbIE
(opmb1 — nosTHYTO (KosrdecTBo Tyinmdony-
TOB MeHee 50 KJI/MKJI) U YaCTUYHYIO, IIPU
KoTopou yucio T- u B-mumdornuTo MoxeT
BapbUpOBaTh B MINPOKUX IIpesenax. B 3a-
BHUCHUMOCTH OT 3TOTO OyZeT OTINYaThCs
U CIIeKTP BAaKIMH, BO3MOXXHBIX K IIpU-
MeHeHUIO.

VMMyHOMOTUYecKuii lepeKT y marieHToB
C TIIOJTHBIM CUHAPOMOM /[111 J[XOPIKY TIOXO0XK
Ha TaKoBoM y 60bHBIX ¢ TKUH, mosToMy
UM He peKOMeHZyeTCsI BBOAUTD >KUBbIe BaK-
nuHbL. A 110 fasHbIM E.H. Moylett ¢ coasT,,
BaKIMHANMA 25 NalleHTOB C YaCTUYHBIM
cuHIpoMoM Jlu JIKOPIKY KUBBIMU BUPYC-
HBIMU BaKIITHAMU IIPOTUB KOPU, KPACHYXU,
AMUJIeMUYeCKOT0 IIapOTUTA, TOIMOMUETUTA
U BeTPAHOM OCIIbI He IIPUBOJMJIA K pa3-
BUTHIO 3HAYNMBIX IIOOOYHBIX 3 (DHeKTOB.
KpuTepuu Jy1a pelieHus BOIIpOca O BBeZe-
HUU XUBBIX BaKI[UH JAHHBIM HallIeHTaM:
IIpodanncerue Ha cmp. 2
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LLUKONA TEOVATPA

BakuuHauusa nauuneHToB
C NepPBUYHBbIMU UMMYHOOedULUTaMU,
NN BPOXAEHHbIMU AedhekTaMyn UMMYHUTETA

IIpodonxncerue, Hauano na cmp. 1

KOJIMYEeCTBO IUTOTOKCUIeCKUX T-mumdo-
nuToB — 6ostee 200 ki1/MKJI, T-XerepoB —
6osee 500 KJI/MKJI, HATUYHe IIperMyIIe-
CTBEHHO HAMBHBIX T-KJIETOK, 110 JAaHHBIM
UMMyHO(GEHOTHIIPOBAHY, a TAKKe 3aINT-
Horo tutpa IgG nocie Tpex BBefeHui AKJIC.

BBeneHe MHAKTUBUPOBAHHBIX BAKIIH (e3-
OMACHO /I JAaHHBIX AlIUeHTOB, OJJTHAKO
He BCerjla MoXeT ObITh 3(P(PeKTUBHO.
B uccinegosarum 2015 roja JoCTKeHUE
3alJUTHOIO TUTPA aHTUTEN B OTBET Ha BaK-
LVHAIUIO IPOTUB reMO(PIILHON NaOYKU
umenu 9 u3 12 nanrueHTOB C YaCTUYHBIM
cuHapomoM [u JIKoppKy, IPOTUB ITHEBMO-
KOKKOBOH MH(}peKIUU (KOHBIOTMPOBAHHAA
BaKIMHa) — 3 u3 12 nanuueHToB. ViMeroTca
PeKoOMeHAAINY O IIPOBeJleHUU I0CIeloBa-
TeJIbHOM BaKI[MHAIIMY KOHBIOTHUPOBAaHHOMU
¥ OJTUCAXAPUJHOU BAaKIIMHAMU IIPOTUB
TTHeBMOKOKKOBOM MH(}EeKINY C UTHTEPBAJIOM
8 HeJleJTb U IOTIOTHUTEILHBIM BBeileHueM
MO CAaXapUJHON BaKIIHBI Yepes 5 JIeT.

Oxoio 20 % Bcex BV ¢ cuHAPOMaIbHBIMUA
NPOABJIEHUAMHU COCTABIAET CUHADPOM
Buckorra — Osnpprya. [Ipy uMmMyHOIormye-
CKOM 00C/IeOBAaHUY Y JAHHBIX IAIIIEHTOB
MOKeT BBIABJIATHCA CHUXKEeHUE IIUTOTOK-
cudecKux T-KIeToK, comeprkaHue B-mum-
(o1uTOoB MOXKeT OBITH B HOPMe WU CHU-
»KeHo. lIMeloTcA efMHUYHbBIEe COOOIIeHNs
o passutuu BIK-uH}peKknuy y manueHToB
¢ cuHAPOMOM Buckorra — Onipyya, B CBA3U
CYeM JaHHAaA BaKIMHa He PeKOMEeH/J0BaHa
K IIPUMeHeHUI0. TaKk:Ke He peKOMEHJOBaHO
BBeJleHMe JPyTUX >KUBBIX BakUuH. [Ipu
5TOM CTelleHb BBIDKEHHOCTU HapyIIeHUA
crenuUIecKoro aHTUTEI0006pa30BaAHUA
Y JAHHBIX [1AI[I€HTOB MOKET BAPbUPOBATh.
Llesrecoo6pa3HO UCCIe0BaHYE IIOCTBAK-
LIMHAIBHBIX aHTUTEJ y IPUBUTBIX PaHHee
TAIJAEeHTOB I OLIEHKU BO3MOKHOCTHU IIPO-
JOJLKEHV WIN HeOOXOAVMMOCTH B MHUITU-
aluy 3aMeCTUTeJIbHOU Tepalluy IIpenapa-
TaM{ UMMYHOIJIOOYJIMHA.

I'pynmia runiep-IgE cuaApoMOB npesicTaBieHa
HO30JIOTHAAMU C Pa3JIA4YHbIMU reHeTuYe-
CKUMHU AedeKTaMu. MIMeroTcsa eAMHUYHbIe
coob1meHus o pazsutuu BIDK-undexumu
y IanueHToB ¢ fedextoM B reHe STAT3. Crpa-
JaoyM runep-IgE-cuaapomMamMu paspelieHo
BBeJIeHNe XKUBBIX BAKIVH (33 UCKII0YeHUEeM
BITK). ITpu myTanmax B reHe PGM3 »xuBbIe
BaKIMHbBI MOXHO IIPUMEHATD TP HATUIUNA
500 KJI/MKJT T-XeJIIepoB U IUTOTOKCIECKIIX
T-xreTok 60see 200 KJI/MKIL

AHaJIOTHYHBIe KPUTEPUH MCIIOIB3YIOT IIPU
pellleHnHy BOIIPOCa O IPOBEIeHNU BaKITU-
HaIlMY MAIUeHTaM C JPyTUMU KOMOUHUPO-
BaHHBIMU UMMYyHOJe(pUIIUTaMU.

Oco60ro yIOMUHAHUA 3aCIy>KUBAET PAL,
HCCIIeJOBAaHUH, 3aQUKCUPOBABIINX Pa3BU-
THe TKeJIOT0 OCI0KHeHUA — IpaHyjeMa-
TO3HOT'O fiepMaTo3a — y HaIleHTOB C KOM-
OMHMPOBAHHBIMU UMMYHOZEeDUITUTAMU
¢ fedeKkTaMu penapanyy (cuHApoMs! Heii-
MmereHa u JIyu — Bap), BBI3BaHHBIMU BaKIIV-
HAIPHBIMU IITAMMaMHU BUpPyca KPacHYXH.
TakuM 06pa3oM, IanyeHTaM C JAaHHBIMU
CHHJPOMAaMU BaKIHAIIVA )KUBBIMU BUPYC-
HBIMU BaKIIMHAMHU IIPOTHBOITOKA3aHa.

OE®EKTbI 'YMOPAJIbHOIMO 3BEHA

BorbImoi nHTepec B KOHTEKCTe 6e30I1acHOCTH
1 3¢ deKTUBHOCTU BaKIIUHONPODIIAKTUKA
npezcrapiAeT rpynma BIU ¢ npeumyinect-

BEeHHO I'YMODPILHBIMU Aedekramu. OHa Hau-
6oJjiee MHOTOYMCIEHHAS U, 110 JaHHBIM
Ha 2022 rop, cocTaBiseT 26 % Bcex BAU
B Hamleli crpaHe. Y TaKUX IAIleHTOB MOTYT
HAOJTIOATHCA TIOTHOE OTCYTCTBUE B-KIeToK
(X-crierieHHAs araMMarIOOYIMHEMIS 1 JIp.),
X CHIKeHUe (aKTUBUpYyIoIlyie MyTalluu
B reHe PIK3CD u ap.) wiu fedeKTbl aHTUTeNIO-
o6pa3oBaHUs Ha (JOHe HOPMATBHOTO KOJTU-
yecTBa B-mM(poLUTOB (CeTeKTUBHBIN Aedu-
IIUT UIMMYHOIIOOy/IMHA A, rumep-IgM-cuH-
Ipom, aedumr cyoxaccos IgG u ap.).

Yarme Bcero (34,6 % ciay4aeB) 60JIbHBIM
W3 JAHHOH IPYIIIBI CTABAT AYArHO3 «00IIAA
BapuaberbHasA IMMYHHAA HeIOCTATOYHOCTD
(OBUH)», 1aGopaTopHbIe KPUTEPUU KOTO-
POTro — CHIDKeHVe KOJIMIeCcTBa UMMYHOLJIO-
Oy/TITHOB KJ1acCcOB G M A B COUYeTaHUU C HApy-
meHVeM cruenuHuIecKOro aHTUTEJIO-
006pa30BaHyA WIV CHIDKEHVEM KOJIITYecTBa
TIepeKTI0OYeHHBIX B-KJIeTOK IIpU OTCYyTCTBUU
BepUUIUPOBAHHOTO TeHETUYECKOTO
JedexTa. KnnHMYecKkada KapTUHA Xapak-
TepU3yeTCA BBICOKOU IreTepOreHHOCThIO
U, IOMUMO ITOBBIIIIEHHOM BOCIIPUYIMYMBOCTHU
K MH(EKIAM, MOXKeT BKIIIOUaThb B ceOsI ayTo-
MMMyHHbIe, TPaHyJIeMaTO3HbIe OCTTOKHEHMA
wi auM@ornponudepaTUBHbIN CUHIPOM.
AKTUBHOe pa3BUTHe B IIOCJIefAHUE TOJbl
MOJIeKY/LIPDHO-TeHeTHIeCKOM ANMarHOCTUKHU
TIPUBOZUT KO BCe GoJtee JaCTOMY BBIZIETIEHIIO
W3 YHCIA TAKVIX [TAIMEeHTOB GOJIBHBIX C MOHO-
reHHbIMU B/IW.

IIpyMeHeHVIe THAKTUBUPOBAHHBIX BAKLIUH,
B CBOIO O4Yepe/ib, He IIPOTUBOIIOKA3aHO Ialy-
eHTaM c fedeKTaMU T'YMOPaJIbHOTO 3BeHa
UMMYHHOMH crcTeMbl. Ho mpu HapyiieHHOM
AHTUTEI000PA30BAHUM U 3a4aCTyIO IIPUMe-
HeHUU 3aMeCTUTeIbHOM Tepalluy Iipelapa-
TaM{ UMMYHOIJIOOYJIMHA OCTPO BCTaeT
BOIIPOC O LIeJIECOOOPA3HOCTH UX UCITOB30-
BaHuA. B ucciemosanuu L.G. Hanitsch
C COaBT. BBeJleHVe OJHOM J03bl NTHAKTUBU-
POBAHHOI BaKIIWHBI IPOTUB BHpyca IPUIIIIa
IIPUBOAWIO K HAPACTAaHUIO TUTPA aHTUTE
JIUIIB Y OJHOTO U3 8 manuenTos ¢ OBMH
1y 4 13 8 6OIBHBIX C HeKIACCUDUITUPOBaH-
HBIMU ZieeKTaMU aHTUTEI006Pa30BaHUA.
IIpu 5TOM pAA MaMEHTOB, IIOIy4YaBIINX
3aMeCTUTEIHHYIO TEPAMUI0 UMMYHOIIO0Y-
JINHAMU, ¥MeJI 3alIUTHBIA TUTP K Pa3iuy-
HBIM IIITAMMaM I'PHUIIIA O BBEeJeHUA BaK-
IUHBI. ABTOPBI IIPOBEJIU AOIIOTHUTENb-
HOe UuccienoBaHue T-KJIeTOYHOro oTBeTa
JIO ¥ TIOCJIe BaKIIWHAIIAY, IIPOAEMOHCTPUPO-
BaBIllee CPaBHUMBIU C KOTOPTOU 3[I0POBBIX
JOHOPOB pe3yJIbTaT y 7 U3 8 MallueHTOB
c OBIH ny 6 u3 8 — ¢ HeKIacCUu(puIpoBaH-
HbIMU ledeKTaMU aHTUTEeI000PA30BaAHUA.

Pa3Butue T-KJI€TOYHOTO OTBeTA IIPeJICTaB-
JIsIeT UHTepeC, B YaCTHOCTH, Y HallIeHTOB
¢ X-CIleIUIeHHOM araMMariooyInHeMuein
n3-3a OTCYTCTBUA Y HUX B-mumdonuTos.
dopMupoBaHUe IaToreHCnenuGUIHBIX
To1M(OIMTOB IIPU UCCTEN0BAHNY METOIOM
ELISPOT B oTBeT Ha BaKIMHAIIUIO IPOTUB
rermatuta B 6bUIO0 TPOAEMOHCTPUPOBAHO
M. Paroli ¢ coaBT. y 9 manueHToB ¢ X-CIlen-
JIEHHOU araMManIo0yJIMHeMUe, Pe3yJIbTaT
ObUT CPABHUM C TAKOBBIM Y 3I0POBBIX JJOHO-
poB. Takke UMEIOTCSA eIMHUIHBIE COOOITIe-
HUA 0 GOpMUPOBAaHNY T-KJIETOYHOTO OTBeTa
V JAHHBIX [TAI[eHTOB IOC/Ie BAKITUHALIU

BonbLuon nHTepec B niiaHe 6€30MacHOCTN N 3O EKTUBHOCTH
BaKLMHONPOUNAKTUKN NpeacTaBnseT rpynna BPOXAEHHbIX
nedeKToB UMMYHUTETA C NPENMYLLIECTBEHHO NyMOpasibHbIMU
nedektamu. OHa Hambonee MHOroYMCIEHHas W1, MO LaHHbIM
Ha 2022 ron, coctaBnsaeT 26 % Bcex BN B PO

TaxuMm 06pasoMm, P pelIeHNH BOIIpoca
0 BaKIIWHAIIMY IIAIIIEHTOB C IIPeuMyIIe-
CTBEHHO I'yMOPaJIbHBIMU AedeKTaMU HyKHO
VYUTBIBATh XapaKTep MTopaskeHus B-kieTou-
HOTO 3BeHa.

*KuBas nomvoMuenuTHasA BaKIIMHA IPOTU-
BOIIOKa3aHa 60JbHBIM 6e3 BmimbonuTon
wiu ¢ ux gedunuromM. ITo ZaHHBIM KpyII-
HOT'O MYJIBTUIIeHTPOBOIO MCCIeJOBaHUA
2019 rozga, B KOTOpOE OBbLIN BKJIIOYEHBI
783 manyeHTa ¢ X-ClieIUIeHHOM araMMariio-
OyiuHeMuelt, y 1,5 % 13 HUX BO3HUK BaK-
IIHOACCOLMMPOBAHHbIN MapaIuTUYeCKIN
TIOJIMOMUENIUT. DTO OCJIOXKHEHMEe OKa3aI0Ch
XapaKTepHBIM JJIs1 CTPAH, B KOTOPBIX IPU-
BUBAIOT )XMBOM MePOPAIFHOU ITOIHOMUe-
JIUTHOM BaKITMHOM, U, BEPOSITHO, OBLIO
CBSI3aHO C GoJIee MO3HeN JUarHOCTUKOMN
3aboJIeBaHUs.

He meHee BaxHa IpobJieMa BbIZleIeHUS
BHpYyca IOJIMOMUEINTA Y IaneHToB ¢ B
TIOCJIe BAKIMHALUY WIA KOHTAKTa C IeTbMU,
TIPUBUTHIMU OPAJILHOM ITPOTUBOIIOIMOMUE-
JirTHOM BakuwHOM (OI1B). Ilo maHHBIM JivTe-
PaTypel, U3 BceX CJIydaeB BblZleJIeHUs BUpyca
TIOJIMOMUENINTA Y manueHTos ¢ BAY 57 %
TIPUXOIUTCA Ha IONI0 OOJIBHBIX C ledeKTaMu
TYMOPAJIBHOTO 3B€HA: TAKWX ITAIJeHTOB U UX
OKpy’KeHHe PeKOMeH/J0BAHO IIPUBUBATH
VHAaKTUBUPOBAaHHOM BaKIMHOM. UTo Kaca-
€TCA UHBIX XUBbIX BAKIMH, pa3BUTHE
BIDK-nH(peKuy 114 JaHHBIX MaIleHTOB
He OIMcaHo. Takyke OTCYTCTBYIOT JaHHbIE
006 3¢GeKTUBHOCTH 1 6e30IIaCHOCTH BaKIIU-
HaIlMY IIPOTUB KOPU ¥ BeTPAHOM OCIIBI.

IIPOTHB BUPYCa I'PUIIIIA 1 HOBOW KOPOHABHU-
pycHol nuHpexuum (HKU).

INonmucaxapyuHble BAKIIMHBI XapaKTepU3y-
10TCA MeHbIIeli UMMyHOTeHHOCTBIO BBULLY
T-He3aBUCUMOU MHAYKIIMU UMMYHHOTI'O
OTBETA, B CBA3U C YeM UX UCIIOJIb30BaHUE
y HallieHTOB C Je(deKTOM I'YMOPUILHOTO
3BeHa BpsAA Jiu Oyzet addexTuBHO. Hccre-
JloBaHUe KPYIIHOM KOropThI (102 marueHTa
¢ OBUH, X-cIleIuIeHHON araMMamio0y/IvH-
eMueld 1 HewiaccupuuupoBaHHbIMU BJIN)
TIOKA3aJI0, YTO BAKLIIMHAIIUA II0JIMCAXaPUL-
HOU 23-BajIeHTHO! ITHEBMOKOKKOBOU BaK-
LIHOM He NMIPUBOAWIA K HAPACTaHUIO TUTPA
IgMy 78 %, IgA —y 88 %, oGmiero I1gG —
y 63 %, IgG2 —y 49 % nanyenToB. [Ipu sTOM
B rpyme 60abHbIX ¢ OBUH u X-ClleTuieHHOM
araMMaro0yJIMHeMUel OTMeJaioCh JIUIIh
npucyrcrsue IgG, 4To, BeposTHee BCero,
OBbUIO CBA3aHO C IIPOBeJleHVeM 3aMeCTUTeNb-
HOU Tepamnuu. B To :ke BpeMA B HCCIeNOBa-
Huu A. Aghamohammadi ¢ coaBT. B rpyIire
TIALIeHTOB C CeJIGKTUBHBIM AeduiuroM IgA
OTCYTCTBHE JOCTVKE€HUA 3alIUTHOTO TUTPA
AaHTUTEJ B OTBET HA BBeZleHMe ITOJIMCAXapys-
HOU BaKIIMHBI OTMEYaJIOCh JIUIIL B 35 %

CIIy4aes.

boree BBICOKYI0 MIMMYHOT€HHOCTD B KOTOPTe
3/I0POBBIX JIIOZIe} IT0Ka3bIBaIOT KOHBIOTU-
poOBaHHBIE BaKIMHbI. B uccienoBanuu
2023 rofa BakMHANUA TpeMsA LJ03aMU
13-BaJIeHTHOM KOH'BIOTUPOBAaHHOM ITHEBMO-
KOKKOBOM BaKIIVHBI IIpUBeJia K GopMupo-
BAaHWIO UMMYHHOI'O OTBeTa y 6 u3 11 ma-
[IVeHTOB C TUIIOTAMMarIo0yInHeMuel,

Y3 KOTOPBIX 3aMECTUTEIBHYIO TePAIIUIo
TIOJIy9aJT TOJIBKO OZIVIH.

MMMYHHASA OANCPEryngaumsa

K BV ¢ uMMyHHOH AyCperyisanyei OTHO-
CATCA HaoIe[CTBeHHbIe reModaronuTapHbie
CUHIPOMBI, ayTOUMMYHHbIH JIUMQOIIPOIU-
(depatuHbIN cuHgpoM (AJITIC), KedeKThI
T-perynaropHsbIx kieTok (IPEX-cuaapowm,
TaIuIOHeA0CTaTOYHOCTh CTLA-4, akTUBUPYIO-
mue mytauuu STAT3 u np.), APECED-cun-
JIpoOM U Jip. JaHHBIM HallleHTaM He peKo-
MEeH/IyeTCs BBOAUTD XKUBbIe BaKIIHBI U3-3a
OTPaHMYEHHOTO KOJIMYeCTBa JAHHBIX 00 MX
6e30macHOCTU. PeKOMeH/I0BaHa UMMYHU3a-
1y GobHBIX ¢ cuaapoMamut IPEX u APECED
VHAKTUBHUPOBAHHBIMY BaKIIMHAMUY, OHAKO
HMCCIeJOBAaHUA CEPOKOHBEPCUH Y JAHHBIX
TIALIeHTOB OTCYTCTBYIOT. [13-32 4aCThIX ayTo-
VIMMYHHBIX OCJIOKHEHU! TaKue GOJIbHbIe
HepeAKo MOoIyJaloT UMMYHOCYIIPeCCUBHYIO
TepaIuio, YTO JOJDKHO YIUTBIBATHCA IIPU
pelleHuy BOIIPOCa O IeJ1IecO0O0pa3HOCTH
BaKIMHALIY.

JE®EKT ®AFOLIUTO3A

K mupokoMy crieKTpy 6aKTepUaTbHBIX
OCJIO}KHEHUM IIPeIpaCIIOoKeHbI ITalleHThbI
¢ nedexramMu (paronrTosa, K KOTOPbIM OTHO-
CATCA BPOXKJIEHHbIe HeHTPOIIeHVIV, XPOHITIe-
CKas TpaHyyieMaTo3HasA 60se3Hs (XI'B), medu-
IUT afre3uu JelkonuTos (leukocyte adhesion
deficiency, wim LAD-CMHAPOM) U IpyTHe.

[IpuMeHeHMe XUBBIX BAKIIMH, TAKUX
kak BIXK wiu opajbHad BaKIiUHA IIPO-
TUB GPIONIHOTO TU(}A, IPOTUBOIIOKA3aHO
nanueHTaM ¢ XI'b. B To BpeMsa Kak pa3Bu-
e BIK-mHpeKny y 7aHHBIX TalleHTOB
IIUPOKO OIMCAHO B JIUTEpaType, myoau-
Kanuii 06 OCJIOKHEHUSX II0C/Ie BBeAeHUs
OpOITHOTU(O3HON BAKIIUHBI IIOKA HET,
OJIHAKO M3BECTHO O BBICOKOM IIpeJipacIio-
JIOXKeHHOCTHU marneHToB ¢ XI'b k 6ostee
TAXKEJIOMY TeUYeHUIO CaIbMOHeJJIe3HOU
uHbeKIMY. BBeneHye ;KUBbIX BUPYCHBIX U UH-
AKTUBUPOBAHHBIX BAKIIWH TAKUM ITaliy-
€HTaM He IIPOTHUBOIIOKa3aHo. OJHaKoO
N. Cotugno ¢ coaBT. IPOAEMOHCTPUPOBATIA
HapylleHue crienupuyecKoro aHTUTeNO0-
o6pa3oBaHuA y 60abHBIX ¢ XI'B B oTBET
Ha BaKI[MHALMIO IIPOTUB BUpyca KOPU.

[Tpu pellieHUH BOIIPOCA O BAKIIMHAIMH TaIV-
€HTOB C HEUTPOIIeHHEN HeOOXOMUMO YUUThI-
BaTh IOJIeKAIITHI reHeTUYeCKU JepeKT.
Tak, HarpyMep, HapylIeHNA CIe(pUIecKoro
AHTUTEI000PA30BAHYISI MOTYT MHOL/A HAOJTIO-
JIaThCA y TTAIUEeHTOB C X-CIeIIeHHOW HeMTpo-
TIeHel, BbI3BAHHOW MyTaIluAMHU B reHe WAS,
B TO BpeMsI KaK OOJIbHbIE C MyTallUsMU B TeHe
ELANE Taxkux HapylleHul He uMeoT. I1o aHa-
JIOTHVII C IPYTYIMY HO30JIOTHAMY 13 TPYIIIIBI
BIIU ¢ pedekramu aronmTosa, IMarueHToB
C HeWTpoIleHUel He peKOMeH/TyeTCs ITPYBU-
Batb BakiuHaMmu BIK u OINB. OgHako 3a4a-
CTYIO OHHU TIOJIyYAIOT JAHHbIE BaKI[MHBI
IO TIOCTAHOBKHU JAMArHO3a, HO JJAHHBIE
00 OCJTIO}KHEHUAX B OTBET Ha UX BBeJleHUe
B JIUTepaType He MpeACTaBieHbL. VIMeloTcs
JIAIITh €UHIYHBIE coo0menws o BLDK-mHdex-
VX y IALIVIeHTOB C MyTaIAMU B reHe GATA2,
JULA KOTOPBIX XapaKTepHa IIpeJipacIIoIoKeH-
HOCTh K Pa3BUTUIO MUKOOAKTEPUATHHOM
uHpekuuu. [Ipu oTCyTCTBUUM HapylIeHU
AIAITTUBHOTO IMMYHUTETA ITAIVIeHTOB C HENT-
PPOIIeHVAMY MOKHO BaKIITHUPOBATh I10 HALIKO-
HAILHOMY KaJIeH/Iapio MPOGIIaKTIYeCKIX
TIPUBUBOK.

B muteparype BcTpe4aroTca peKOMeHAaun
BBOJUTH ITanueHTaMm ¢ LAD-cuagpoMom
TOJIBKO MTHAKTUBUPOBAHHbBIE BAKI[WHBI U3-3a
BO3MO>XKHOT'O HapyIIeH!s KJIeTOYHOU IUTO-
TOKCUYHOCTU. IIpu aToM K. Assing ¢ coaBT.
B 2019 roxy onmcanu pebenka ¢ LAD-cuH-
APOMOM, IPUBUTOTIO NUHAKTUBUPOBAH-
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LLUKONA TEOVATPA

HBIMU BaKIIMHAMMY IIPOTUB ITOJIMOMUEIUTA,
ITHeBMOKOKKOBOU U reMOMIbHOM MH(EK-
M, KOKJIIONIA, CTOJIOHAKA U JUGTepuu
JI0 MOMeHTa II0CTaHOBKH JinarHosa. Ilocie
ero Bepu@UKauyU NalueHT NOIyIU
YKUBYIO BaKI[MHY IPOTUB BeTPAHOU OCIIBI,
OCJIO’KHEHUH He ObUT0. Yepes 52 Hefenun
IocJIe BaKIMHAIUY y GOJIBHOTO COXPaHA-
JIVICB 3aIfUTHBIEe TUTPBI AHTUTEJ KO BCEM
uHGeKIUAM, KpoMe reMO(IIbHOM (OTBeT
Ha Hee ObUI yTpaveH Yepe3 20 HeJlelb I10CIe
IIDUBUBKH).

OE®PEKTbl BPOXAEHHOIO
MMMYHUTETA

ITaryieHTHI ¢ TAKUMU JedeKTaMy B BBICOKOM
CTelleHU IIPeJipacIlooKeHbl K Pa3BUTHIO
oIlpe/ieJIeHHbIX BUPYCHBIX, 0aKTePHATbHBIX
U TpUOKOBBIX NH(peKIUi. Peys neT o Tak
HasbIBaeMoO MeH/leJIeeBCKOM IIpeipacIio-
JIO)KEeHHOCTH K MUKOOAKTepHUATIbHBIM UH-
dexuuam (mepunut IFNGR1, IFNGR2 wiu
IFNG, ayToCOMHO-IOMUHAHTHbIE BAPHAHTBI
norepu QyHKUM B reHe STAT1), XpoHU4e-
CKUX KOXKHO-UIM3UCTBIX KaHINI03aX (AKTH-
BupyIomue Mytaruu STAT1), 3a601eBaHUAX
C IIpefipacIioNoXeHHOCThIO K MHBA3UBHBIM
rpubxoBbIM (Hedurut CARDY), MHBa3UBHBIM
6aKTepuIbHBIM (Jedunut IRAK4, MyD88)
u BuUpycHbIM uHbpekuaM (WHIM-cunzapowm,
ayTOCOMHO-PelleCCUBHbIE MyTallil B TeHe
STAT1, STAT2 u fip.).

IManueHTsI ¢ fedexktamu 3BeHa IPH-ram-
Ma [ IJI-12 MMeIOT MOBBIIIeHHYIO ITpefipac-
TIOJIOXKEHHOCTh K PasBUTUIO UH(PEKIUIH,
BBI3BAHHBIX MUKOOAKTepUAMU. [10 JaHHBIM
S.Fekrvand c coaBT., yacToTa pa3BUTUA
BIDK-HbeKIY y TaKUX OOJIbHBIX BHIIIE,
4eM y IMaleHToB ¢ MHbIMU B/IY, mosToMmy

KHBBIEC 6aKTePI/IEUII)HI)Ie BAKIIUHBI UM IIPO-
THUBOIIOKA3dHBbI.

IIpuBUBaTE >KUBBIMU BAKIIMHAMU TAKXKe
He PeKOMEeH/I0BAHO MAIleHTOB C AKTUBU-
pyomuMu Mytanuamu B reHe STAT1, Tak
KaK MUMEIOTCA JaHHbIe O Pa3BUTUU Y HUX
BIDK-uH(peKIU1 1 KOPU B OTBET Ha BBeZe-
HUe COOTBeTCTBYIOIIUX BaKIVH.

[Tpu npespacioyoXeHHOCTU K Pa3BUTHIO
VHBAa3UBHBIX 0aKTePUATHHBIX UHGEKIIVH
HeoOXOMMMa JAOIOTHUTEIbHASA BAKIIMHALAA
IIPOTUB ITHEBMOKOKKOBOMU, reMO(PIIbHOM
Y1 MEHUHTOKOKKOBOU MH(MEKIUN C KOHTPO-
JieM TUTpa MOCTBAaKIIUHAIBHBIX aHTUTEJL.
OpHaKo B JIMTepaType TaKKe UMeIOTCA JaH-
HbIe O Pa3BUTUU ITHEBMOKOKKOBOIO MeHWH-
TuTa y nanueHTKU c gedunurom IRAK4
TIOCJTe BaKIIMHALIUM C YI0BJIeTBOPUTEILHBIM
TUTPOM IIOCTBAaKI[MHAJIbHBIX aHTUTEJI.
Takum 00pasoM, BOIIPOC KPUTEPHUEB OIIEHKU
3aIUTHOTO UMMYyHUTeTA II0CJIe BaKI[1Ha-
IIUM Yy ITalieHToB ¢ B/IY, B 4acTHOCTH C fie-
(pexTamMu BpOXKJI€HHOTO UMMYHUTETA, OCTa-
€TCA OTKPBITHIM.

AYTOBOCNAJIUTEJIbHbIE
3ABOJIEBAHUA

AyToBocnauTeIbHbIe 3a601eBaHus (AB3) —
OTHOCUTEJIbHO HOBAsA IPyIIia MOHOT€HHBIX
B/IM, matoreHeTr4yecKasd OCHOBA KOTOPBIX
3aKJII04aeTCA B HapylIeHUY BPOXKIEHHOTO
VMMYHUTETA, KIMHAYeCKHU IIpe/CTaBIeH-
HOM 3ITH30IaMM CUCTEMHOI'0 BOCHaJIeHUS.

Jlia marueHTOB ¢ AB3 He onMcaHO BaKIu-
HOACCOITMUPOBAHHBIX 3a00JIeBaHUI, B CBSI3U
C 9YeM OTCyTCTBYIOT U CTPOTHE IIPOTUBOIIO-
Ka3aHUA K UX BaKIIMHAUUU. B TO e BpeMa

€CTh JJaHHbIe 00 060CTPEHNUY OCHOBHOI'O
3a060J1eBaHuA y JIIOfeH ¢ AeUIITOM MeBa-
JIOHaTKWHAa3bl B OTBeT Ha MPUBUBKY. Vc-
cnenosanue V.K. Jaeger mpu yyactuu 68 ma-
LIMEHTOB C KPMONIMPUH-ACCOLIMMPOBAaHHBIMU
NepUOAUIECKUMHU CUHJPOMaMU BBIABUIO
pasBUTHIEe MECTHBIX WINU CUCTeMHBIX BOCIIa-
JINTENIbHBIX PEaKIWil B OTBET Ha BBeJeHUe
TIOJINCaXxapUHOM ITHeBMOKOKKOBOM BaK-
IMHBL Y 12 13 15 60/1bHBIX. KOHBIOTMPOBaH-
HadA BaKI[WHA BBOAWIACH JIMIIb IBYM IIallU-
eHTaM U He IPUBOJWIA K Pa3BUTHUIO 3HA-
YUMBIX ITOOOYHBIX 3G (DHEKTOB.

IManmenTs! ¢ AB3, Kak IPaBWIO, I€MOHCTPU-
PYIOT CPaBHUMBII CO 30POBBIMU JOHOPAMU
YPOBEHb IIOCTBAKIIMHAJIbHBIX aHTHUTE.
OxHako B ucciaengosanuu B. Kraszewska-
Glomba c coaBT. BakIIHaNMA NalyIeHTOB
¢ cunzipoMoM PFAPA (AB3 6e3 Bepuduripo-
BaHHOTO 'eHeTHYeCKOro AeeKTa) IpUBOIMIA
K JOCTHDXEHUIO 3aIJUTHOIO TUTPA IIPOTUB
BUpYyca KopH y 29 u3 31 60JIbHOTO, Iapo-
THUTa—Yy 23 13 31, KpacHyxu —y 25 u3 31.

HapyienHas peryaiya MexaHiu3MOB BOCIIa-
JIeHU: BeJleT K IMUPOKOMY IIPUMeHEeHUIO
UMMYHOCYIIPeCCUBHOM ¥ aHTUIIUTOKUHOBOM
TepaIyy y JAHHBIX TAIUEHTOB, YTO TpedyeT
OCTOPOKHOCTHU B MICIIOJIb30BAHUHU >KMBBIX
BaKIWH. B IMTepaType MMer0TCA JaHHbIE
0 6€30IMaCHOCTY BaKIMHAIIAY IIPOTUB KOPH,
KPacHyXY, IapOTUTA U BETPSIHOU OCIEI
y narpieHToB ¢ AB3 Ha ¢oHe JaHHOM Teparnuy,
HO OCHOBAaHbBI OHY HA MAJIbIX BEIOOPKAX.

OE®EKT KOMMJIEMEHTA

ITpu gedeKTax CUCTEMbI KOMIIEMEHTa
HaOIII0aeTCA MOBBIMIEHHAA IPefpacIio-
JIOXXEHHOCTb K UHPEKITMOHHBIM OCJIOXK-

HEHUAM, BBI3BAHHBIM MHKAIICYJIUPOBaH-
HBIMU 6aKTepUAMU (Streptococcus pneumoniae,
Haemophilus influenzae u Neisseria meningitidis).
TToCKOMBKY MAleHTHI € JedUIIUTOM KOMIIO-
HEHTOB CHCTeMbI KOMIUIEMeHTa 00IaZjatoT
COXPaHHBIMHU 3B€HbAMM KJIETOYHOIO Y TyMO-
PaIbHOTO UMMYHUTETA, IIpeJIIoIaraeTcs,
YTO YKUBbIe 1 THAKTMBYPOBAaHHbIE BAKIIHbBI
JUiA HUX 6e3omacHsl. Bosee Toro, ecTh 1aH-
HBIE 0 HEOOXOJUMOCTH JJOTIOTHUTEIHHOMN
VIMMYHU3alIUY IIPOTUB ITHEBMOKOKKOBOM,
reMO(IILHOM U MEHMHTOKOKKOBOM MH(peK-
. Tak, HalipyuMep, JOIIOTHUTEIBHYIO 103y
MEHUHTOKOKKOBOY KOHBIOTMPOBAaHHOM BaK-
IUHBI HY’KHO BBOJUTH KaKZble TPU roga
JIeTAM OT ABYX MeCALeB 0 IIeCTH JIeT U Kax-
Jible TpU rofia — B OoJiee CTaplieM Bo3pacTe.
[Tpy *MMyHM3aLMX IIPOTUB ITHEBMOKOKKO-
Bol MH(EeKINY peKOMeHZIOBaHa IT0CIe0Ba-
TeJIbHAA BaKIIMHAIMA 13-BaIEHTHONH KOHb-
IOTUPOBAaHHOM U 23-BaJIEHTHOU IIOJIKCaxa-
PUIHON BaKIITHAMY C UHTEPBAJIOM 8 HeJlesTb.

OTAenbHO CTOUT BBIIETUTh GOTBHBIX C Ha-
CIeICTBEHHBIM dHTMOHEBPOTUYE€CKUM OTe-
KOM. JI)I1 HHX HexapaKTepHa BbICOKAas IpeJ-
PACIIONIOKEeHHOCTh K MH(EKIMOHHBIM 3a60-
JIeBaHUAM, a 3HAYUT, BAKIIMHAIIAIO MOKHO
TIPOBOAWTD B COOTBETCTBUY C HAMOHATBHBIM
KasleH7apeM IPOQIIaKTUIeCKIX IIPUBUBOK.
VHeKIINOHHbBIE 3ITU30AbI Y JaHHbIX IIally-
€HTOB MOTYT CJIy>KUThb TPUITEPOM I Pa3BU-
TUA OTeKa, B CBA3U C YeM aKTyaIbHa, B 4acT-
HOCTHU, Ce30HHAaA BaKIUHAIMA IPOTUB
rpurmia. [TomyJaromux sKCTpeHHbIe TPaHC-
(ysum cBeke3aMOpPOKeHHOU ILIa3MBbl I
KyIIIPOBAHUS OTEKOB OCOOEHHO B)KHO BaK-
IIMHUPOBAThH IIPOTUB remarura B.

OxonuaHue Ha cmp. 5 ¥
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NHOOTI PAOUKA

AnHa AnekcangposHa MYXUHA

K.M.H., annepronor-uMmyHosor, rmaeHbii Kypatop peructpa HASMWA,
Hay4HbIli COTPYAHWK OTAena SM1MAeM1ornornm 1 MOHUTOPUHIa
nMmMyHogedmumtos AIBY «HMWLL neTckon remaTtonorum, OHKOorum

1 UIMMyHoOorMm nmexn Ommtpua Poradesa» Munsgpasa Poccum, Mockea

HoBocTtn Poccninckoro perncrpa
NepBUYHbIX UMMYHOAEPULINTOB

PacnpoctpaHeHHocTb MNAC no pernoHam P®

1,0-1,5 1,5-2,0 2,0-2,5 2,5-3,0 3,0-3,5 3,54,0 4,0-4,5 4,5-5,0 5,0 n BbILLIE

MckntodeHbl cenekTnsHbI IgA-gednumT, TpaH3MTOpHasA MafeH4yeckas

1%

I 1423 (25%) [ymopasnbHble

B 1139 (20%) CwHgpomanbHble

.[I,I/IHaMI/IKa KoJinyecTtBa NnauneHTOB perncrpa
B 2023 rogy B pernctp BHeceHbl 825 naumeHToB, B TOM yncne 649 getein n 176 B3pocnbIxX Ha 100 Tbic. HaceneHus
(BO3pacT Ha TeKyLUMA MOMEHT)
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* 18+ Ha MOMEHT NOCTaHOBKW AnarHo3a
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HapyLwieHue rymopanbHOro 3BeHa

3Ha4MTENbHOE CHUXKEHME Kak MUHUMYM [BYX Krnaccos Ig 548
TymoparnbHble HapyLLEHUs C HOpMarbHbIM ypoBHEM B-knetok 506
X-cuenneHHas aramMmarfiobynmHemms 226
ArammarnobynmHeMmnst HeyTo4HeHHas 65
Heknaccudrumpyemble HapyLLeHUs rymMopanbHOro 3seHa 20
3HaunTeNbHOE CHUXEHME BCEX KNaccoB Ig 20
HecemeriHas runorammarnobynnHemus 19
HacnepcteeHHas runoraMmarnobynmHeMus HeyTO4HeHHas 13
3HauutensHoe cHuxeHue IgG un IgA 5
Arammarno6ynexmmmsa PU.1 1/

HeknaccucmumposaHHbie MU

MepBnYHbIN
MMMyHogeduumuT

HEYTOUHEHHbIN  [1ePBUYHBIN lgG4-
375 NMMYHOAEMNLNT aCCOLMMPOBAHHOE
YTOYHEHHbI 3abonesaHune

8 8

KocTHOMO3roBasi Hef,OCTaTOYHOCTb

Mogrpynna
MIRAGE — pedcbekt SAMD9
CvHIOpOM atakeum ¢ naHumMTnoneHuen, gedekt SAMD 9L
AHemunst DaHKoHM, TMN A
Coats plus syndrome — CTC1
BpoxpaeHHbI auckeparto3 (DKC)
DKCB4

DKCB5
Dedvunt TREC

X-cuenseHHbI geuumnT guckepuHa

BCEIro

—————— e,

HauvoHanbHas accoumaumsa
aKcnepToB B obnactu ML

bUKCUpyeT HenpepbIBHbIN
POCT uMcna naurMeHToB

765 (14%)  AyTtoBOCnanuTesnbHble
3abonesaHns
587 (10%) [edeKTbl KOMMnemMeHTa
421 (8%) [HedvekTbl charountosa
471 (8%) Komb6uHMpOBaHHble
354 (6%) VImMmyHHas gucperynaums
375 (7%) HeyTo4HeHHbI
77 (1%)  [OedekTbl BpOXOAEHHOrO
UMMYyHUTETa
24 (1%) KoctHomo3roeas
HEA0CTaTOHHOCTb
—  2(0,03%) deHokonuK
(ayToaHTuTENA)

J

Kom6uHuposaHHble U]

C CUHppoMalsibHOU naTtosiornen
[HedbekTbl TUMyCa C COMYTCTBYIOLLIEN CUHAPOMANbHOM NaTonormen
HapyLienuns penapauum OHK
Cunppom Buckotta — Onppuya
'vnep-IgE curapomsbl (HIES)

XPOMOCOMHbI AetheKT

W[ B co4eTaHmm ¢ KOCTHbIMM AVUCMIA3UAMU
CuHgpom Kabyku

Hpyrve 3a6onesaHus, conposoxpatowmecs N
AHrnpgpoTnyeckas aKTogepmanbHas gucnnasus ¢
BpoxaeHHbI gnckepaTtos

Jumdpanrnomaros

CuHgpom Bugemana — LLtanHepa

LedekTbl BUTamMuHa B,, n meTabonuama conartos

Bcero: 1138 naumeHntos
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1 1

1 1 0

3 3 0

3 3 0

15 24 9

HdedekTbl paroyutosa

Tspkeniasi BpOXAEHHA HEATPONeHus! 206
[echeKT oKUCNUTENBHOW akTMBHOCTY charoumtoB 186
MoHOMAC-cuHapom 18
HedeKT haroumTo3a HeyTOHHEHHbIN 6
LedeKTbl NOABMXHOCTM harountos 5

Bcero: 421 naumeHT

)

JedeKTbl KOMMNIieMeHTa

HacnencTBeHHbI aHrMOHEBPOTMHECKUIA oTek 1-ro Tuna 461

HacnencTBeHHbI aHrMOHEBPOTUHECKMIA OTeK 49
HEYTOYHEHHbIV

HacnencTBeHHbI aHMIMOHEBPOTUYECKUI OTeK 2-ro Tuna 38

HacnenctBeHHbIi aHTMOHEBPOTUYECKMI OTEK 23
€ HopMasbHbIM ypoBHeM C1-mHréutopa

HedeKT KomMnnemMeHTa Hey TOHHEHHbIN 10
HedeKT KoMnneMeHTa yTOHHEHHbI 6

)

Bcero: 587 naumeHToB

[edheKTbl BpOXAEHHOro

MMMyHUTETa
XPOHUYECKUI KOXHO-CNU3UCTbIA KaHanMa03 30
MeHpeneBckas NpeapacnonoXXeHHOCTb
K MUKOBakTepuanbHbIM 3a6onesaHusMm (MSMD) 14
WHIM-cnHapom 12

[HedeKT BpoXAEHHOrO UMMYHUTETA HEYTOUHEHHBIE 9

CwuHgpoMm MBmapka
(13onvpoBaHHas BpOXAEHHAs acrnneHns)

OcTeonopo3s

MpeapacnonoXeHHOCTb K TSXKENbIM BUPYCHBIM
MHEKLUMAM

HedpekT curnansHoro nytu Toll-like-peuenTtopa
rvppapgeHnt

Hedbekt STAT2

Bcero: 77 naumeHToB
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LLUKONA TEOVATPA

BakLuuHauua naLueHToB
C NepBUYHbIMU UMMYyHOOEULUTAMN,
NN BPOXOEHHbIMU fedeKTaMmu UMMYHUTeTa

OxoHuaHue, Haua0 Ha cmp. 1

BIIMAHUE TEPANUN HA BAKLIMHALINIO
Be3yc1oBHO, BKJIaJ, B ITPoLiecC pOPMUPOBAHMUA
IOCTBaKIMHAJILHOIO UIMMYHUTETA OKa3bl-
BaIOT 3a4aCTyIO IIpYMeHAeMbIE Y ITallIEHTOB
¢ B/ 3aMecTUTeIbHAA Tepanu Ipernapa-
TaM{ UMMYHOLJIOOYJTHA U IIUPOKYH CIIEKTP
MMMYHOCYTIPeCCUBHBIX IIPEIapaToB.

[NaccuBHaA UMMYyHU3aUA IIyTeM UHQY3UHU
TOJIVKJIOHAIBHBIX IgG yesioBeKa CoCTaBJIseT
OCHOBY Tepamnuu 6obImrHCTBa BJIV ¢ Hapy-
MIeHHBIM aJallTUBHBIM I'YMOPAaJIbHBIM
UMMYHHUTETOM. Y peruineHToB IgG 6bU1H
3aperuCcTpUpPOBaHbI 3allUTHbIE YDOBHU
AHTUTEJI K DyTUHHBIM BaKIJMHAM — aHTHU-
TeJla K aHATOKCHHAM CTOJIOHAKA, TUDTePUH,
KOpU, BeTPAHOM OCITbI, KOKJIIOIIA, ITHEBMO-
KOKKa 1 TpeM pacIpoCcTpaHeHHbIM CepOTH-
1aM MEHUWHTOKOKKA. [Ipy BaknmuHanum
HaZle>KHbII MOHUTOPUHT KOHBEPCUU BO3-
MO>KeH TOJIBKO JiJIA TeX BaKI[UH, KOTOphIe
He BXOJAT B HAIlMOHAIbHBIN KaJeHJaph
npodWIaKTUIeCKUX IPUBUBOK (BeTpsAHAA
OCIIa, TeIIaTUT A, KiIelneBou SHITepaInT).

TaxkuM 06pa3oM, MarueHTaM ¢ TyMOpalb-
HBIMU HapyIIeHUAMY WM KOMOUHUPOBaH-
"HbIMU B/IY, TOTy4YaiomuM Tepanuio UMMY-
HOIJIOOYJIMHOM, BBeJleHe OOJIBINIMHCTBA
BaKIMH 13 HallMOHAJBLHOIO KajJleHJapsa
MIPUBUBOK Heleeco00Pa3Ho, ITOCKOIBbKY
Heo6XoMbIe aHTHUTeJIA IIPeJICTaBIeHbI
B IOCTaTOYHOM KOJIMYeCTBe B IIpelapaTax
UMMYyHOTOOyInHA. OZHAKO MOTYT OBITH
PacCMOTpPeHBI Apyrue NHAKTUBHPOBAHHBIE
BaKILVHBI, B YaCTHOCTU IIPOTUB BUpYyCa

TPUIIA, MANWUIOMBI Y€JI0BEKa, TelaTuTa
B, kiemeBoro sH1IedannTa, BBUAY UHAYK-
1Y MU KJIETOYHOTO UMMYHUTeTa. Takike
MOKeT OBITh PACCMOTPEHO IIPUMeHEeHUe
KOH'BIOTUPOBAHHBIX U MOJUCAXAPUAHBIX
BaKIIUH (33 NCKJJIIOYeHUuEeM IIdaIIVNeHTOB
C araMMamIoOy/IMHeMUEeH).

[IpuMeHeHUe JaHHBIX IPeIapaToB TaKXxe
MOXKeT IIPUBOAUTD K OTCYTCTBUIO 3P dek-
TUBHOCTH BaKIIMHAITUY IPOTUB KOPH, Kpac-
HyXU U IAPOTUTA BBUAYy X HEeUTpaIU3aliy
TIOCPeJICTBOM HaXOAAIIMXCA B IIperapaTrax
UMMYHOTJIOOyJIMHA aHTUTEJI. BausHue
Ha BaKIWHY IPOTUB 3IIUAeMUYeCKOro apo-
TUTA HA TeKyIUNA MOMEHT He OIUCAHO.
B cBA3U ¢ 3TUM BBeJleHHe JaHHbIX BaKIIUH
He PeKOMEeHZIOBAaHO B TeyeHue oT 3 10 11
MecsAIeB I0CIe IIPOBeIeHHOU Tepanuu Ipe-
mapaTaMy UMMYHOTJIOOyInHA. B To ke
BpeMs, 10 JaHHBIM JIUTepaTyphl, JaHHAA
TepaluA He OKa3bIBaeT BJIUAHUA Ha Apyrue
JKMBBIe BaKIIUHBI, Takue Kak OIIB win Bak-
IIMHA IIPOTHUB »KEJITOU JIMXOPAIKU, COOTBET-
CTBEHHO, OHM MOT'YT BBOAUTBCA I10 I'papuKy,
3a UCKJIIOYeHHeM (JIy4yaeB, KOIrJja OCHOBHOM
JVarHo3 ABJIAETCA IPOTUBOIIOKAa3aHUEeM.

Ecnu mamueHT IIOJIy4d€eT TePAIINIO IIperia-
paTaMu I/IMMyHOI‘J'IO6yJII/IHa AJIA IIOAKOXK-
HOro BB€I€HUA, BAKIITUHBI (JIeJyeT BBOOUTH
B PA3HbI€ AHATOMHWYIECKHNE 00JIaCTH.

IToMuMO 3aMeCTUTeIHLHOM Teparnuy, Iary-
eHThI ¢ B/IV 3a9acTyio NOo/Iy4yaroT pa3InyHble
MMMYHOCYIIpeCCHBHbIe IIperaparsl, YTo

Co3[aeT IOIOTHUTETbHbIE TPYAHOCTU B pellle-
HUM BOIIPOCA O 11eJIeCO00Pa3HOCTH BaKITHA-
1. JKUBbIe BaKITUHBI OOBIMHO IIPOTHUBOIIO-
Ka3aHbI [TAIFieHTaM Ha IMMYHOCYIIPECCUBHOMN
Tepanuy. BaKIUHAMA MU MOKeT ObITh
TpOBeJieHa 32 4 HeleJIN J0 CTapTa IOJ0OHOTO
JIeYeHUs, eCJIi OCHOBHOeE 3a00jIeBaHue
He ABJIIETCA IPOTHUBOIIOKA3aHEM U Tepays
MOXKeT ObITh OTCpOUeHa. ECiu maruenT yxe
TIOJTy4aeT UMMYHOCYITPECCUBHYIO TepaITuio,
BO3MOKHO IIPUMeHeHVe MTHAKTHBUPOBAHHBIX
BaKIVH. B TakoM cIydae HEOOGXOAVM KOHT-
POJTb KOTTI4ecTBa T-KJIeTOK U TUTpa IOCTBAK-
IIMHATHHBIX aHTUTeN. [IpY 3TOM HavUTydIas
VIMMYHOTEHHOCTb JIOCTUTAeTCA Ha HeaKTUB-
HOU CTafi¥ 3a00IeBAaHUA U B OTCYTCTBUU

MIMMYHOCYTIPECCHL.

B nnowiegsee BpeMs MUPOKO IPUMEHAETCA
AaHTULUTOKUHOBAA Tepanusd, KoTopasd,
110 UMEOIINMCS JaHHBIM, B MeHbIIIeH CTe-
IIeHU BIUAeT Ha (POpMUPOBaHMeE IIOCTBAK-
IIMHAJTLHOTO UMMYHHOT'O OTBETA.

Jna pana BV enMHCTBeHHOM U3JIeY1Balo-
el omyel Tepanuy ABJIAeTCA IIpoBesie-
Hue TI'CK. [TarueHThI, KOTOPLIM ObLIa
MIpOBeJleHa JJaHHAA TePaIusa, MOTYT ObITh
BaKIUHUPOBAHBI B COOTBETCTBUU C PEKO-
MeHJIallUAMMU 10 BeJIeHUIO B IOCTTPAHC-
IUIAHTAIIMOHHOM IePUOJeE.

OKPY>XEHUE NAUMEHTOB

Ewmn nmanuenTy ¢ B/IM mpoTuBoIIOKa3aHo
BBeJIeHVe TOU WIN MHOU BaKIIUHBI, IIPUXO-
JUTCA IPUBUBATh €ro OKpyXXeHue. B Bak-
IUHONPO(PUIAKTUKE 3J0POBBIX JeTel
CyIIeCTByeT MOHATHE CTPATETHH <KOKOHA» (M-
MYHHU3AIMA KOHTAaKTHPYIOITHUX C peOeHKOM
B3POCJIbIX IIPOTUB MH(PEKIUN, OT KOTOPBIX
TOT ellfe He MOYKET OBbITb BAKIITHUPOBAH CaM
B CWIy Bo3pacTa). Yare Bcero ata crpare-
TUS 0OCY’KJIaeTCs B KOHTEKCTe KOKJTIONIA,

BaKIMHAIMA IPOTUB KOTOPOTO 10 HAIHO-
HATLHOMY KaJTeHIApI0 HAYMHAETCS C TPeX
MecCAIEeB, Belb KOKIIOIIHAA HHOEeKIU
y ZieTell IepPBbIX TPEX MeCSAIIEeB XKU3HU XapaK-
TepHU3yeTCs BBICOKOM JIETATHBHOCTBIO.

JlaHHaA cTpaTerusa MOXXeT IPUMeHAThCA
K manyieHTaM ¢ BJIU u ux 6;IU3KOMY OKpY-
JKeHUIo0. [TameHTaM Ha 3aMeCTUTEILHOM
TepaInuy IpernapaTaMyu IMMYHOIJIOOY/IMHA,
CITOCOOHOIT 06eCIIeYnTh 3aIUTy IPOTUB
OCHOBHBIX BaKIJUHOYIIPABJIAeMbIX UH(]eK-
Ui, TpebyeTcsa Ce30HHAs BaKI[MHALIUS
IPOTUB IPUINIIA.

[TapeHTepasbHBIE KUBbIe BAKITUHBI CYUTA-
I0TCsI 0€30IIaCHBIMU IIPU OBITOBBIX KOHTAK-
Tax ¢ manueHtamu ¢ BIU. Ograko nipu
TOABJIEHUU Y HaXOAAMIUXCA B KOHTaKTe
¢ nmarmeHToM ¢ B/IV cbIniu mocjie BaKIHa-
IIVY IIPOTUB BETPSIHOM OCIThI, HEOOXOAMAa
M30JLALMA MallMieHTa C IIOCJIeAyIoIM BBe-
JeHreM UMMYyHOITOOyIrHa. TakKe peKo-
MeHJI0BaHa 3aMeHa IIepOPATbHOM BaKIUHbI
IIPOTUB IOJIMOMUEINTA Ha NTHAKTUBUPO-

BaHHYIO IAPEHTEePATBHYIO.

BaknunonpodwrakTuka npu BIU ocraerca
CJIOKHBIM U MaJIOU3y4eHHBIM BOIIPOCOM.
BbIcoKas reTeporeHHOCTS Jie(PeKTOB UMMYH-
HOM CHCTeMbI, OOIIUPHBINA CIIEKTP UMMYHO-
3aMeCTUTEeIbHON I UMMYHOCYIIPeCCUBHOM
Tepaluu B COYeTAaHUU C MAJIOYUCIeHHO-
CTBIO IOCTYITHBIX UCCIEIOBAHUM He IT03BO-
JISIIOT IeJIaTh OFHO3HAYHbIE BBHIBOJBI O 0€30-
nacHocTU U 3¢ PeKTUBHOCTY BaKIIMHALIIY
nanueHToB ¢ BIIM. BoJbIIMHCTBO LOCTYII-
HBIX UCCIIeIOBAHUUN OCHOBAHO Ha MaJIbIX
BBIOOPKAX, 3a4aCTyIO IIPY OTCYTCTBUY BEPU-
(pupOBaHHOIO reHeTUYeCKOro JedeKTa,
B CBA3U C YeM KpaliHe aKTyaJIbHbIM OCTa-
eTcA IpoBefieHre AabHeUIuX UCCIeno-

Banwuii. ()

BpoxaeHHble OLLMOKU UMMYHUTETA:
cuHgpom [un xopoxu

K BpOXAeHHbIM OLLUMOKAM UMMYHUTETA (MepBuYHbIM uMMyHozeuumtam — [N/[) oTHOCAT rpyrnny HapyLLUEHW UMMYH-
HOWU CUCTEMbI, MPUBOASALUMX K PELIMANBUDYIOLLIMM MHGDEKLMSAM U axe K HEPETYIMPYEMOMY UMMYHUTETY, YTO MOXET
oTpuyaTesibHO OTPa3uTbCS Ha JOSITOCPOYHOM MPOrHO3€ 340PO0BbS Y MPOLAOIIKUTENTbHOCTU XNU3HU 607bHbIX. OnMcaHo
6onbLue 450 NN, sctpedarowymxcs y 1 u3 1200 HOBOPOXAEHHbIX. KIOY K CnaceHuo aTux AeTer COCTOUT B PaHHeEM

nanarHoctuke M.

FMABHOE — HE ONO3AATb!

M3-3a no3aHen amarHocTtvku ML getv ¢ TaxebiM1 BPOXXAEHHBIMU
OLLMBKaMM UMMYHUTETA YMUPAIOT B MEPBbIE MECALIbI U TOAbI XXN3HW.
A dhaTanbHas oTcpoyKa B pacro3HaBaHum 3Tux 3abonesaHnin 06b-
SICHAETCH pasHoobpasneM KnmHuydeckux cumnromos ML, 3a4acTyto
HenpasuIbHO TPaKTYeMbIX, & TaKXe TSHKENbIM TEYEHUEM U U3Ha-
YasibHO HE6GNaronpPUATHLIM MPOrHO30M 3TOW NaTONorn.
Meguatpy Heo6xoAMMO 3HaTb 12 OCHOBHbIX HACTOPAXMBAIOLLINX
KIIMHW4eckux npuaHakos MU: oTAroLeHHbIN CeMeliHbIi aHamHe3
(cny4an paHHewn cMepTy OT TsXKeNbIX MHPEKLMIN), YacTble OTUTHI,
TSDKENbIE CUHYCUTbI, MTHEBMOHWUM, MUHUMaNbHBI 9PPEKT OT aHTK-
6UOTUKOTEPANMK, OCIIOXHEHMWS NOCHe BakUMHAaLMK, OTCTaBaHne
B POCTE U pa3BuTUM pebeHKa, peLMavBUpYoLLMe rybokme abeLecchl
KOXW UM BHYTPEHHUX OPraHoB, TSXXenble BocnanuTesibHble npo-
Lieccbl (MEHVHIUT, CEMNCUC), YNOPHbIN KAHAWAO03 KOXW U CIIN3UCTBIX,
HapyLLEeHs NULLIEBAPEHUs B paHHEM BO3pacTe, peLanBmpyoLLme
CMCTEMHbIE NHMEKLIMK, BbI3BAHHbIE aTUMNYHON (OIOPONA.
KnnHnyeckne nposisneHus 3asuncaTt ot pasHosugHoctu ML, Mpu
KOMOBVHMPOBaHHbIX MMMyHodeduumuTax (cuHgpome Ou [Hxopmxu,
C[[) Ha nepBoe MECTO BbICTYMaOT CUMIMTOMbI, KOTOPbIE HE BXOOAT
B 12 ocHoBHbIX NpuaHakos M. COL npencraenseT coboi coqe-
TaHWe NaTonorMyecKnx NPM3HakoB, 06YCNOBEHHbIX fedeKkTamm
pasBuTUS CTPYKTYP, SIMOPUOrEHETUHECKN MPOUCXOZALLIMX U3 [10-
To4HbIX Ayr. MaTonorus Bnepsbie onucaHa B 1828 r., Ho B 1965 1.
amepukaHckuii neguatp Aumkeno Ou [xopmxu (Angelo Di George;
1921-2009) noceATUA el KNMMHUYECKOE UCCIefoBaHme, ykasas

Ha rnaeHble npusHakn COO— oTcyTcTBME TMMyCa (MMMYHOAEULMT)
1 NapaLLmMTOBMAHBIX Xenes (rmnonapaTupeos), a Takke BPOXAEHHbIN
nopok cepgua (BMC).

BAPUABEJIbHbIV ®EHOTUN

COLO npencTaBnseT coboi HacTHbIN Cryyan CUHAPOMOB Aeneumm
22911, K KOTOpPbIM TaKXXe oTHocATCA cnHApoMbl Cepnakosa, LLnpuH-
LeHa — lonpbepra, KOHOTPYHKasbHOM aHoManum nnua, Benokap-
AnodaupmarnbHbIi CMHAPOM U KapavodaumanbHbii cuHapoM Kan-
nepa. XoTsi X reHeTUYeCKas 3TMONOrna MOXET ObITb OANHAKOBOW,
CVHAPOMbI OTNMYATCA DEHOTUMNHECKM, YTO NMPUBESIO K MCMOMNb30-
BaHUWIO pasHbIX Ha3BaHWUIA, a 3TO CNOCOOCTBOBASIO MO3AHEN ANarHo-
ctuke. ®eHotvn COM kpaliHe BapnabeneH aaxe y poACTBEHHUKOB
C [aHHoM 60ne3HbIo. B koropTHOM nccnenosaHum 112 manbynkam
1 116 gesoykam ¢ C] parHo3 6bin B CPEAHEM YCTAHOBIIEH B YETbI-
pexmecsiHHOM Bo3pacTe, npuyem B 71 % cry4aeB 370 NpOM30LLIO
[0 2 neT B cBs3n ¢ Hann4veM BIMC n HeoHaTasbHOM rmnokansLy-
emun. Mpu BoiseneHnn COL y petel cTapLue 2 neT OCHOBHbIMU
KPUTEPUSIMM OMArHOCTUKM ObIn HapyLLEeHVE peyu, 3afepxka pas-
BUTUSI, aHOMalnMu 1 MOPOKU cepaua, PeLManNBUPYIOLLIME MHDEKLIMN,
AedekTbl pa3BUTMA YepT nnua (YaLle BCero yLiHble aHomanum).
Peyb nget o rmnonnacTnyeckunx HOCOBbIX MEPENOHKaX, NPUBOAALLMX
K NOsIBNEHMIO 6ynb6006pa3HOro KOHYMKa HOCa, BblOAoLLEMCS ero
KOPHE W, pexe, HOCOBOW IMOYKE M BEKaxX C KartoLLoHOM. [Ans neten
c CO[ xapaKTepHbl YOJSIMHEHHOE NMLO U MIIOCKME CKYIbl, OQHAKO
Y HEKOTOPbIX BONbHBIX YePTbl LA MOFYT ObITb 6€3 OTKITOHEHWUIA.

Cpeaum BINC npu CO Yalue Bcero BcTpeydatoTes TeTpaga danso,
nepepbIB Ayrv aopTbl, OOLLUMIA apTepranbHbIN CTBON, AedeKT MeX-
XEenyao4KOBOWN NEPErOPOAKM U HECKOIBKO PEXe — CTEHO3 NIErO4HOMN
apTepum, edeKT MeXNpeacepaHon Neperopoaku, TpaHCno3nuUms
MarmcTpanbHbIX apTepuii, KoapKTaums aopTbl, OTKPbITLIN apTepu-
anbHbIA NPOTOK, ABOMHOE OTXOXKAEHNE MarncTpasnbHbIX COCYA0B
OT MPaBoro Xenygo4ka.

MONHbIA U YACTUYHbIA CUHAPOM

Ona nonHoro CA xapakTepHO ToTanbHOE OTCYTCTBME TUMYCA,

a CD3+ T-knetku nepndepnHeckor KpoBm 06bI4HO COCTaBNSAOT

0T 1,80 2 % LUMPKYNPYIOLLMX MMOLMTOB. KOMHECTBO U (hyHKLMS

T-KNeToK y MnageHLeB 3Ha4YUTeNbHO CHXKEHBI. LinpkynupytoLme

T-NMMAOLMTBI Y HUX MMEIOT aHOMasbHble T-KIeTOYHbIE peLenTopbl

(orpaHnyeHHas BapnabenbHOCTL 6eTa-peLenTopoB) 1 PYyHKLMO-

HasbHO HEMONHOLEHHbI in Vitro, MOCKONbKY AEMOHCTPUPYIOT 3KCTpa-

TUMUYECKOE pa3pacTaHne OIUroKIoOHaNbHOM aHOMarbHOW Nomnyns-

Ly T-KJIETOK, 4TO paccMaTpUBaETCA Kak aTunuyHbIi nonHbii COL.

Takve naumeHTbl HAXOAATCS B [My60KON MMMYHOCYNPECcHu, YTo 6e3

nevenHus (TpaHcnnaHTaumsa TMMyca UM KOCTHOro Mo3ra) MoXeT

NpVBECTY K NeTansHoMmy mcxopy. Kputepun nonHoro CO:

e cHuxeHue/oTcyTcTBUE CD3+ T-KneTok (MeHee 50/Mm3);

*  MOATBEPXAEHHAsA aTUMUA B BULE CHYKEHUSA PaHHNX TUMUHECKUX
murpaHToB (CD3+CD45RA+CD62L+ kn/mm n/unn TREC
< 100/100000 T-kneTok);

* runonapaTvpeos;

* MOPOK cepaua.

BonbHble ¢ yacTnyHbiM CAL v apyrummn geneumsmm XpoMoCcoMbl

22q11.2 BeMOHCTPUPYIOT PasnNyHOE KONMHYECTBO N (OYHKLMIO T-Kne-

TOK — OT HOpMaribHbIX A0 UMMYHOAE(ULIMTHBIX. Y 300POBbIX HOBO-

POXAEHHBIX YACNO T-NMMAOLIMTOB BbICTPO CHKAETCS Ha MEPBOM

ropy >w3Hu, a 3aTeM 3TOT NPOLIECC 3aMefJIAETCS, NOKa He JOCTUrHET

HOpMasibHOro AvanasoHa Kak y B3pocsbiX. Y MnafgeHLUeB ¢ H4acTuy-

HbiM CLL uncno T-KNeToK MOXET CHayasia NpOBaNUTLCS 32 HUKHIOK

rpaHu1Lly BO3PacTHOM HOPMbI, @ 3aTeM HEMHOIO MOBbLICUTLCS Ha Nep-

BOM rofly Xu3Hu. CHuxeHve yicna T-numoumnToB C TeHeHeMm

BpemeHu y naumeHToB ¢ CJM] 3amMeanseTcs u MOXeT NpuBecTu

K HOpManuaaunn ypoBHSA 3TUX KNETOK.
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N3 MPOLUSTONO B BYAYLLUEE

icTopusa n nepcneKTuBbI
KJIMHU4€CKON MMMYHOJI0IMn

B HUKW

Omntpun
AHaTONbEBUY
MOPO30B

[.M.H., npodheccop, rmaBHbIA BHELUTATHbIV
netckui xupypr Munsgpasa Poccun, gupektop
OCN «HNKW nepmatpumn n eTckomn xmpyprum
nmeHn akagemuka tO. E. Benbtuilesa»

®rAQY BO «Poccuiickuin HaumoHanbHbI
WccnegoBatensckuii MeguumnHCKun YHuBepcuTeT
nmenun H.W. Muporosa» MuHappasa Poccuu,
Mocksa

AnekcaHgp
Hwukonaesuy
MAMIYPA

[.M.H., rNaBHbIA BHELUTATHbIN OETCKUIA
annepronor-uMmyHosor [lenaptameHta
3apaBooxpaHeHns MockBbl, 3aBefyoLLniA OTAENOM
annepronorMy 1 KNMHn4eckon ummyHonorun OCr1
«HUKW neguatpum n geTcKom Xupyprim

nmeHun akagemuka tO.E. Benbtuwesa»

®rAQY BO «Poccuiickuin HaumoHanbHbI
Wccneposatensckuii MeguumHckuii YumsepeuteT
nmenun H.W. Muporosa» MuHappasa Poccuu,
Mocksa

Y UCTOKOB HAYYHOW ANCLNIINHDI
Coszanue U pasBUTHe IeTCKON NMMYHOJIO-
ruu B Poccun HepaspbIBHO CBA3aHO C HAYY-
HOU AeATenbHOCTHIO I0Opusa EBrenreBryua
Benprumesa (1930-2010), pyKOBOIUBIIIETO
¢ 1969 roma mockoBckuM HUU nepuatpun
U feTckod xupyprum Munszapasa PCOCP.
CerofHA MHCTUTYT 110 IPAaBy HOCUT €TI0 UM:.
B ynie MHOTUX APYTUX 3aCIyT aKaJeMUKa
I0.E. BesbTHIIIEBA TIepe], OTeueCTBEHHOMU
MeIUIIMHON OfHA U3 IVIABHBIX COCTOUT
B TOM, YTO OH IIe€PBBIM CpeJy IIefuaTpOB
06paTWICA K JOCTYDKEHUAM COBPEMEHHOMN
MMMYHOJIOTUM 1 B COAaBTOPCTBe ¢ ITpodecco-
pom JuomupoM Binagumuposudem Credanu
(1934-2001) Hamcan MoHorpaduio «KIuHu-
JecKasd MMMYHOJIOTUA JeTCKOIO BO3pacTa»
(«<MemuirHa», 1977), KOTOpas Bblep:Kaia
HeCKOJIbKO U3[JaHUI U JIOJITHe TOAbI OCTaBa-
JIach BeAyIIUM PYKOBOACTBOM JJI OTede-
CTBEHHBIX IIeJUaTPOB U UMMYHOJIOTOB.

Cratbu Opusa EBrenbeBuda «OHTOTreHe3
MMMYHHOM CHCTeMbI U (PaKTOPBI, BIUA-
oIyie HA UMMYHOOMOJIOTMTIECKYI0 PeakK-
TUBHOCTb JeTCKOTO OopraHusmMa» (1989)
u «CTaHOBJIeHHe UMMYHHON CUCTEMBI»
(1991) mosoXWIM HavyaIo OHTOreHeTuve-
cKoil ummMmyHosoruu. Oco6oe BHUMaHUe
aKaZieMUK BesbTulleB yzensan COCTOAHUIO
VIMMYHUTETA 3[OPOBOrO peGeHKa, a TAKKe
OlLleHKe I0Ka3aTesleld TyMOPaJIbHOIO U KJle-
TOYHOTO €r0 3BeHbEB B Pa3IMIHbIe BO3PACT-
Hble IlepuoAbl. Ha mpoTAXeHNU MHOTUX
JleT U3y4yeHue Pa3INIHbIX ACIIEKTOB IMMY-
HOIIaTOJIOTMY HeMH(EeKIMOHHBIX U NH(eK-
[IMOHHBIX 3200/IeBAHUIA V JleTeli ObLIO OCHO-
BOU Hay4YHBIX MCCJIeLOBAHUI BeIyIIuX
OTZeJIOB UHCTUTYTAa — IIyJIbMOHOJIOTUU
(mpo@. C.IO. Karanos, npo¢. H.B. Po3uHoBga),
"Hedposnoruu (mpod. M.C. IrHaTos, 1ipod.

B.B. /TvH), aJU1€proJioruul ¥ KIUHAYEeCKON
VMMYHOJIOTHU.

3HAUYUTEJIbHBIN BKJIAJ, B BepU(PUKALUIO
JIIarHO30B [TIePBUYHBIX UMMyHOAe(PUIUTOB
(IT1[), B 4aCTHOCTU CUHAPOMAILHBIX (OPM,
BHeCeH COTPYAHUKaMU OTAesa KINHUYe-
CKOM TeHeTHKHU (PYKOBOAUTEIN — IPOd.
10.1. bapamués, npod. JI.3. KazaH1ieBa,
upo@. I1.B. HoBuxkog). [laHHOe HamlpaBjeHue
IOpuii EBrenbeBud Beeraa CUUTA IPUOPU-
TeTHbIM. B 1974 rogy 1o ero nHULIiaTuBe
ObUTIa OPTAaHM30BaHA JIAG0PATOPHUS KIMHU-
YeCKON MMMYHOJIOTHUY II0J], PYKOBOACTBOM
npodeccopa [I.B. Credanu. ABAAcs ofHUM
13 OCHOBOIIOJIOXXHUKOB KJINHUYECKOU
MMMYHOJIOTHH JIeTCKOTO BO3pacTa, JIuoMuz,
BiraguMupoBUY BHEC GOJBIION HAYYHBIN
U IpaKTUYeCKUN BKJIAZ, B pa3BUTUE 3TOTO
HalpapJeHUs.

[TepBBIM IIOJIEM JIeATEIHHOCTH JIabopaTo-
pUU CTAJI aHAIW3 II0OKa3aTeslell IyMopaib-
HOTO IMMYHUTETA KaK OJHOT'O U3 OCHOBHBIX
MMMYHHBIX MeXaHU3MOB, OTPKAIOIIUX
KOHEYHYIO CTaIUI0 PeaIn3aii MIMMyHHON
peakuuu. B paMKax JaHHOTO HallpaBjleHUsA
OBbUTU BBISBJIEHBI 0COOEHHOCTU AaHTUTEJIO-
reHesa y JieTeil C OCTPBIM JIEIKO30M O
BO3/eiCTBUEM MMMYHO- U XUMHOTepa-
nuu. [TapajuieslbHO HAaYaTo U3yyeHue CUH-
Te3a UMMYHOIJIOOYJIMTHOB TIPU Pa3IAIHbBIX
3a00IeBaHUAX V JeTell Ha (poHe ITPOoBOIY-
MO Tepaluy, YTO IIO3BOJIWJIO BbIIEIUTh
OCHOBHbIe BapUAHThI HEJOCTATOUHOCTU
TYMOPJIBHOI'O UMMYHUTETA IIPU I1aTOJIO-
I'MU JIETKUX U TToYeK. [Ipy HermocpeCTBeH-
HoM y4uactuu J.B. Credanu paspabaTbiBa-
JIMCB TaOOPaTOPHBIE U IPOU3BOJCTBEHHBIE
perjaMeHTHI BBIITyCKa MOHOCIIertupuye-
CKUX dHTUCBIBOPOTOK IIPOTUB ChIBOPOTOY-
HBIX U CEKPETOPHBIX IMMYHOIJIOOYJIMHOB,
KOTOpBIe MCIOIb3yI0TCA A0 CUX IIOP.

Ba)XHBIM acIeKTOM Hay4YHO-UCCJIe[0oBa-
TeJIbCKOTO ITOMCKA CTAJIO U3yYyeHNe aKTUB-
HOCTU GarouUTapHON CUCTEMbI, B PE3YiIb-
Tare Yero ObUIH OCYIIeCTBIEHbI MOTUGU-
KaIliU ¥ BHeJIpeHUe MeTOZOB OIpe/leJIeHI
XeMOTaKcuca HeuTpo(mioB nepudepuye-
ckoit kpoBu, HCT-Tecta (aHAINU3 GaKTepU-
IUAHOYM aKTUBHOCTU HEUTPO(PWIIOB), peak-
UM aCeITUYEeCKOTr0 BOCIIAJIEHUA in Vivo.

[TapasienbHO BBINOIHAINCH UCCIE0Ba-
HUA QUPKYJIUPYIOIIUX U JAelIOHUPOBaH-
HBIX UMMYyHHBIX KoMIuiekcoB (UK u JUK)
B OMOJIOTMYECKUX KUAKOCTSAX IIPU Pasind-
HBIX 3a00JIeBaHUAX. YCTAHOBJIEHA B3aIMO-
cBA3b Mex 1y ypoBHeM LMK B cbIBOpOTKe
KPOBU U aKTUBHOCTBHIO (paronuTapHOU
CHUCTeMBbl, BBe/leHbl KPUTepUU ITOHATUU
«€MKOCTDB» U «II€PEChIIIECHNEY (l)aI‘OI_[I/ITOB —_
OIHOI M3 IPUYUH U30BITKA VK B IIUPKYyILA-
IIVIY ¥ OCOKIeHUA UX B TKaHAX. [loydeHHBIE
JIAaHHBIe ITO3BOJIVJIM OIIPe/ie/INTh HOpMaTHUB-
Hble NoKa3arenu cofep:kanus LIVK B kpoawy,
M3Y4UTh UX JVUHAMUKY Y HOBOPOXKIEHHBIX
C CeTICHICOM, B IIOCTOII€PALIIOHHOM IIepUOAe,
IIPU PAZle XPOHUYECKUX BOCHIATIUTEIbHBIX
3a00JIeBaHUIL. BOBINON BKJIJ] B Pa3paboTKy
9TOro HalpapjieHUA BHewIa KaHAWAT MeIu-
IIUHCKUX Hayk TarbAHa BiagumupoBHa
Bunorpazosa.

HOBOE HANPABJIEHUE

B 1990-e rogs! IO.E. BenbTumen u /I.B. Cre-
daHu paspaboTasv HOBOe HAIlpaBJIeHUE
B UMMYHOJIOTUY — QYHKIMOHAIBHYIO KJIN-
HUYECKyI0 HMMYHOJOTHIO, KOTOpas
B IOCJIeyIONIeM CcTaja OCHOBHBIM IIpodu-
JieM paboThrI 1abopaTopuu. COmIacHO JaH-
HOM KOHIIEIIINH JJI OObeKTUBHOM OLIeHKHU
COCTOSTHUSI KJIETOYHOTO MIMMYHUTETA HeO0-
XOIIMO OITpeZie/ieHre He TOJIBKO KOoJImJe-
CTBEHHBIX MOKa3aTeJIel CyOIOMyIAImui
VMMYHOKOMIIETEHTHBIX KJIETOK, HO U UX
(YHKITMOHAIPHOM aKTUBHOCTU.

ITepBBIM DTANoM CO3JaHMA KOHLENIUN
KJIMHUYECKOU QYHKIIMOHAIBHOU UMMY-
HOJIOTUH ObUTO U3ydeHHe PeaKIuU KIeTOK
MMMYHHOM CHCTeMBbI Ha 3K30TeHHbIe BO3-
JericTBuA in vitro. COTpySHUKY JIabopaTo-
pu¥ pa3paboTanay HeCKOIBKO MoAudUKa-
LI «<Harpy304HBIX» TeCTOB. B yacTHOCTH,
0COOBIN MHTEpeC IMPeACTABIANIA OlleHKa
IapaMeTPOB JIMTAaHA3aBUCUMOTO Ilepepac-
IIpefiesIeHIs UMMYHOIIOOY/IMTHOBBIX peliell-
TOPOB B-TuM@OIUTOB y AeTel ¢ pasiny-
HBIMH BOCIIUTUTEIbHBIMU 3a00/IeBaHUAMH,
MepBUYHOA U BTOPUYHON MHUTOXOHAPU-
ATBHOM HeJJOCTaTOYHOCTBIO, CYJOPOKHBIM
CHUHZPOMOM, ITOCTIeCTBUAMU BO3ACUCTBUA

PaIVOHYKJINJOB.

0B CTEQHA
OE BETBILER

KIUHIYeCKAs
IMMYHOJOTUS
CTCKOTO

Bo3pacta __

PykoBOACTBO MO KIIMHUYECKON MMMYHOJO-
rMm OETCKOro Bo3pacTa, HanmcaHHoe

[.B. Ctedpanun n lO.E. Benstuwiesbim,
1977 rog

OKa3ajioCh, UTO IO, BO3AEeCTBUEM 3K30-
TeHHBIX TPUITEPOB SKCIIPECCUA PEIeIITO-
poB IUMGOIIUTOB MOKET U3MEHATbCH
TpeMs MyTSAMU: YBETUIUBATHCS, YMEHb-
LIAThCA WIU OCTABaThCA LOCTATOYHO CTa-
OMILHOM.

BBIACHMIOCH TaKXKe, YTO MOAMPUKAITIYI
«Harpy304YHBIX» TECTOB MOTYT IIPUMEHATHCS
B KJIMHUYECKOU IIpaKTUKe:

e A muddepeHITuaATbHON JUAaTHOCTUKHI
PAa XPOHUYECKUX BOCIAIUTEIbHBIX
HeaUIepruyeCcKUX U aJUIePIrUYecKUX 3a-
GoJIeBaHUIA;

nMeHn akagemuka HO.E. Benbtuwlesa

® B KayecTBe MapkKepoB 3(pdHeKTUBHOCTU
TIPOTHBOBOCIAIUTEILHON TepaIuy;

® UIA OLeHKU MHAVBUIYAIbHOMN YyBCTBU-
TEJIBHOCTY UMMYHOKOMII€TEHTHBIX KJIe-
TOK K Pa3/IMYHbIM IOBPEKIAOIINM (pak-
TOpaM in vitro (HapuMmep, B CJIydae
DKOIIATOJIOTUN);

® JIA oIpefeIeHNA ONITUMAILHBIX AUalla-
30HOB KOHIIeHTpanuii papMakoiornye-
CKUX IIpenaparos.

B pesymbrare poBe/leHHBIX UCCIeN0BAaHUN

ObUIM OKOHYATEJBbHO CHOPMYSIHPOBAHBI

OCHOBHBI€ TIOJIO}KeHS KOHIIETIITUY (DYHKIVIO-

HAIBHOU KIMHUYeCKON NMMYHOJIOTHY.

1. JIro6as peaKuyst UMMyHOKOMIIETEHTHOM
KJIeTKH HA BHEIIIHYE BO3eNCTBUA SIBJIA-
eTcs IposiBIeHreM ee (QyHKIVU.

2. [luana3oH QyHKIIMOHAILHOU peaKTUB-
HOCTY UMMYHOITUTOB UHJVBUYJIeH.

3. B 3aBUCUMOCTHU OT QYHKIMOHAIbLHBIX
Pe3epPBOB BBIABJIAIOTCA TPU TUIIA PEaK-
IV UMMYHOIIUTOB Ha BHeEIIHUE BO3-
JeHCTBUAL.

4. CymecTByeT 3aBUCUMOCTb MKy TUIIOM
PeaKI UMMYHOITUTOB U IIPeAPACIIONO-
JKeHHOCTBIO K Pa3BUTUIO PA3IMYHBIX
MIaTOJIOTMYeCKUX IIPOIeCCOB (UIepruye-
CKUX WIN XPOHUYECKUX BOCIAINTEb-
HBIX).

VICKJTIOUYNTETbHO AaKTYIbHBIM HAIpaBiie-
HHEM PaboThI COTPYAHUKOB JIAG0pATOpUU
¥ KJIMHUYECKUX OT/AeI0B WHCTUTYTA CTaJ
TIOVICK IIePCOHAIN3UPOBAHHBIX IIOAXO0B
K MHTePIIPeTalyy UMMyHOIPaMM Y JieTei
Pa3HOTO BO3pacTa B HOpPMe U YCIOBUAX
IIaTOJIOTUH, TaK KaK paHee HCIIOIb3yeMble
HOPMAaTHBbI ObUTH MaJIONH(GOPMATHBHBIMU
JULA AMAaTHOCTUKY U KOHTPOJIA IIPOBOAY-
MOTO JieyeHUsA ¥ KOHKPeTHOro pebeHKa.

B s1abopaTopruu MeMOPaHOIOTHH IO, PYKO-
BOACTBOM ITpodeccopa Onbru bopucoBHBI
CBATKUHOU NIPOBeZleHbl UCCIeA0BAHUA,
TOCBAIIeHHbIC pealn3alyy ajuleprude-
CKOT'O BOCHaJIeHHdA. YCTaHOBJIEHAa POJb
JIMIIUAHBIX MeIUAaTOPOB (JIeIKOTPHEHOB
E4, C4, D4, B4, dakTopa aKTUBAIlUX TPOM-
GOIITOB U I'MJPOKCUIIKO3aTeTPAeHOBBIX
KHUCJIOT) U pAJa HUTOKUHOB — UHTepIIel-
KuHOB (I11) -4, -5, -17, -17F ,-22, TGF-f B pas-
BUTHUY BOCHAJIEHHUA KaK B DKCIIEDUMEH-
TATbHBIX yUIOBUAX, TAK U IIPU PA3IAIHBIX
3a00JIeBaHUAX.

DTU pa3paGOTKU CTATU OCHOBAHUEM IS
IONCKa COeUHEeHUU, MOoAUPUIIUPYIO-
IMUX CTPYKTYPY U (PYHKIIMU ITMTOILIA3-
MaTUYeCKUX MeMOPAaH, YTO HPUBOJIIO
K CHUMYKEHUIO0 aKTUBHOCTH UMMYHOOTIIO-
CpelIOoBaHHBIX peaKIuii. B yacTHoCTH,
ObLIa IIPOBEIEeHa OIleHKa in Vvitro mpu-
MEeHEeHUs PALA MPernapaTos, YCIENIHO
anpoOUPOBAHHBIX B JAJTbHEMNIEM B KIU-
HUYECKUX UCCIeJOBAHUAX. YCTaHOBIEHA
BBICOKas HecrnenuduiecKkass TUIepyYyB-
CTBUTEIBHOCTH JIEMKOIUTOB IYIMOBUH-
HOM KPOBY, B YaCTHOCTH, IIPOSIBJIAIONIA-
ACHI B CIIOCOOHOCTU K BBICBOOOMXIEHUIO
JIEMKOTPUEHOB IIPU BOCIIAJIUTEIbHBIX
3aboeBaHUAX y 6epeMeHHOM. JJaHHBIN

Oxonuanue Ha cmp. 8
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NHDOOTI PAONKA

PACLLULMPEHHbI HEOHATAJIbHbIN CKPUHUHT (PHCQ):

AJTTOPUTM MAPLLUPYTU3ALMW NALUMEHTOB C MOAO3PEHMEM HA BPOXZEHHbBIN AEQEKT UMMYHHOW CUCTEMbI (BAW)

o

TREC<100kon/10°neitk. BAM, BblﬂBﬂﬂEMblE
T :} CNOMOLLbIO MAPKEPA TREC

TREC< 100kon/10°neiik. TREC >100kon/10°neitK. TKUH

T-B+NK+
PTPRC, IL7R, CD3 (D,E,) CORO1A, LAT, LCP2
T-B+NK-

T-B-NK+

RAG1, RAG2, PRKDC, LIG4, NHEJ1, DCLRE1IC

AK2, ADA gy 3AMECTUTE/IbHASA
TEPANUA

MHdeKkummn/comatnyeckas natonorus

CuHapomanbHbie BAU

CuHapom Anxopaxu BBMr/nKMr

del22q11.2, TBX1 AB TEPANUA
N®T nocne nHdpekuum [OedeTbl TUMYyCa

FOXN1, PAX1, HOXA3, FOXI3
CuHapom HuiimereH (NBN)*
CD3+<1500Kkn/MKn n/van Cunapom Nyn-Bap (ATM)

CD45RA+<60% CuHapom AkobeeH (del11g23.3)
? Cunapom CHARGE v gp. *TFCK

CHD7, SEMA3E (ana c. Huiimeren)

Pexum nsonauun, 9KCTpeHHOe HanpasneHne JOKyMmeHTaunmn
B UMMYHO/IOrM4eCKne LeHTpbI

TKWH - Takenaa Kom6MHMpoBaHHasA UMMYHHas HEAOCTaTOMHOCTb

TICK - TpaHcnaaHTaumna remono3Tn4ecKknX CTBOJIOBbIX KNeTOK HabniogeHue
BBUI — nmMyHOrno6ynvH ana BHyTpPUBEHHOro BBeA€HUA Wanonatuyeckan

MKUT - ummyHOrno6ynuH ans NoAKOKHOro BBeAeHUsA T-numdoneHunn

AbB Tepanus - npodunnakTnyeckasa NPoTMBOMUKPOGHan Tepanusa

M3C - noNHO3K30MHOe ceKBeHpBOaHue

NOT - ummyHodeHoTMNMPOBaHME NnumMm$oLNTOB

KREC<100«kon/10°nelik. KREC>100kon/105neltK.

BAW, BbIABJIAEMDIE
C MOMOLbIO MAPKEPA KREC

KREC< 100kon/105neiik. KREC>100«kon/105neiik.
ArammarnobynmHemmn

X-cuenneHHas (BTK)

Peakue bopmbi ATT (TOP2B, SPI1, BBUT/NKUT
TREC< 100kon/10neii. TREC>100kon/ 105eiik. TCF3, IGHM, IGLL1, CD79, BLNK,

SLC39A7, FNIP1, PIK3CD, PIK3R1)

Mpotokon TREC

o > B coyetaHuu c mapkepom TREC
JoHoweHHbIN HenoHoLWeHHbIN
TKUH
OcmoTp neguatpa, UOT W®T 8 Bo3pacTe 37 Heaenb T-B-NK+
RAG1, RAG2, PRKDC, LIG4, NHEJ1,

DCLRE1C
CD19+<100KA/MKN T-B-NK- ®EPMEHT-

AK2, ADA =l 3AMECTUTE/IbHAA
TEPANUA

IgG, LOKYMEHTALMA B UMMYHO/IOTUYECKHe
LeHTPbI Mofo3peHne Ha CUHAPOM

e e

 es-omen [ her | moc

Awnarxos NN 8 leHeTuKa B BO3pacTe
Bo3pacte 2 Hegenu 1 mec

~
2-11 3Tan noATBEPKAAIOLLEN AMArHOCTUKM:
NOT — ummyH. nab., FISH, NGS —-MrHL,

1-i1 3Tan NoATBE P AAIOLET ANArHOCTUKM Y PY
LieHTp 3A: (uccneposanme TREC/KREC B MIHLY) Y
TpaHcnopTMpoBKa B
NHbopMMpOBaHMe Bbi30B, 3a60p | TpaHcnopTuposka, Bbi308, 3a60p MTHL, 2 npo6upku ¢ T
3abop kposu [ no m/x KpoBy KapTbl FaTpu KpoBM SATA N0 2,5 mn 1CD3+CDA5RA+ FISH NGS

Paspa6otaHo: HMWL ArOU um. Amutpus Porauesa
[ 037 wegens ] MTHL| . ak. H.M1. Boukoga
Ha 7 cyTKK

KoHTakTbl:  pidrussia@gmail.com

HMULL iron MELMKO-TEHETUYECKN/ HAYYHBIN LEHTP
| MM. IMMATPMS POTAYEBA MMEHU AKAZLEMUKA H.N. 5OYKOBA
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N3 MPOLUSTONO B BYAYLLUEE

MCTOpVIﬂ N NepcneKTunBbl KJIMHNYECKOW

MMMYHOJIOITMN

B HNIKWN nmenmn akagemuka O.E. Benbtuiiesa

4| Oxonuanue, Hauano Ha cmp. 6

(peHOMEH ACCOIUUPOBAJICA C MOBBINIEH-
HOM BEPOATHOCTBIO PA3BUTUA TAMKEIbIX
aJUIeprudecKux 3aboeBaHUU y JeTel
paHHero Bo3pacTa. McaienoBanue, B Xofe
KOTOPOTO OBbLIU BBIABJIEHBI MEXaHU3MBbI
TUIIEPYYBCTBUTEILHOCTU K HECTEepOU-
HBIM IIPOTHUBOBOCIIAINTEIFHBIM IIperapa-
TaM, CyJIbdUTaM, pa3paboTaHbI BEICOKOVH-
(popMaTuBHbBIE AMATHOCTUYECKUE TECTHI,
BBIIIOJTHEHO JOKTOPOM MEIUITMHCKUX HAYK
Haranweit HukonaeBHoi [Toromuii.

PA3BUTUE TPAOULINNA

CerofHA 3aJI0KeHHbIE aKaJeMUKOM
I0.E. BeIbTUIIEBBIM TPAAUIIMU B 00JIa-
CTU HU3yYeHUsI KIUHUYECKON HMMY-
HOJIOTUU aKTUBHO HOJJepKUBAIOTCA
ero yueHUKaMHu M II0CJIe0BaTeIAMU.
Tak, HeGPOJIOrd MHCTUTYTA OOJIAAAIOT
VHUKQJIBHBIM OIIBITOM BeJleHUs JleTeu
¢ C3-mmomepysionatueii. JlaHHaa IaTo-

RaRIOU, Halel
O paconier =

BHOMY PEOEHRY. .
..

(1930'= 2010)
Aragemny PAME, rp

STYREHARBIV AEATENt B
NIWPERTOP MACTHTYTa C 1969 1o 1997

MNamaTHasa gocka
akagemuky O.E. Benbtuiesy

@

n3aaTtenbCTBa;

becnnatHo —
ANA CMapTHOHOB U NNaHLIETOB
iOS n Android.

ADbB
APECC

V3NATENbCKMI IOM

MOBWJ1IbHOE MNMPUJTOPKEHNE

«AbB-

CNELUNANTU3NPOBAHHBIE MEAULIWHCKUE U3AAHNA

[MTPECC»

« [a3eTbl «OHKONOIMNA CerofHa», <Yponorua cerogHaA», «CoBpemeHHas
Kappwnonorusy, <HeBponorus cerogHa», «Mepnatpus cerogHs,
«AKyLLEPCTBO 1 TMHEKONOTWA CErofHaA», «MoCKoBCKas SHAOKPVHONOrUA
ceropHs», «[acTPO3HTEPONIOTNS CEroAHA»;

+  KJIMHUYECKNe PEKOMEHAALIMMN OT MEAULIMHCKNX OOLLEeCTB — NapTHEPOB

* CNPaBOYHUKM onA cneynmanmncTtos.

+  YOoObHblii GyHKLMOHaN: BO3MOXHOCTb uTeHus offline.

.’ App Store

’ Google play

V3AATENLCKNIA AOM

X

Cospenentian Yponorus Onkonorna

JIOTUA XapaKTepU3yeTCA IpeBalupy-
IOIIVIM JlelIoHnpoBaHueM C3-KOMIIOHeHTa
KOMIUIEMEHTA B IIOYEYHBIX KIyOOYKax
BCIeACTBHE HeKOHTPOJUPYyeMOM aKTH-
BaIlMM aJTbTePHATUBHOTO IIyTU CHUCTEMBI
KOMIUIEMEHTA U IPOrPeCCUPYIONUM Te-
yeHHeM ¢ GOpMUPOBAaHUEM XPOHUYECKON
60JIe3HU IOYeK Yy GOJIBIIMHCTBA JeTel
4Jepe3 10 jleT ¢ MOMeHTa MaHUdecTaluu
3a00s1eBaHuUA (110 JAHHBIM JIOKTOPA Me/U-
IUHCKUX Hayk Jlapucsl CepadMOBHBI
ITpuxomUHOI).

B oTzese aj1eproJaoruv U KIMHUIECKOU
MMMYyHOJIOTUY U3Y4al0TCA MEXaHU3MbI Pas-
BUTUA NUINEBON aJLIepTUH, CBA3aHHBIE
c IgE-onocpeioBaHHOM T'MIIePYYBCTBUTEIb-
HOCTBIO K MICTOYHHUKY aJ/UIepPreHa, KOHKpeT-
HBIM MOJIeKy/IaM (KOMIIOHeHTaM) 1 UX dIIH-
tonam. Oco60e BHUMaHUe yZAedeTcs
MexaHu3MaM GOPMHUPOBAHUA UMMYHHON
TOJICPAHTHOCTH K NMHUIIEBbIM aJUIepreHaM.
Pa3paboTaHbI IPOTOKOJIBLI IIPOBOKALIMIOH-
HBIX IIPO6 C IMUIIEBBIMU IPOAYKTAMHU.
BrIABIEHBI 0COGEHHOCTU COCTABA IPYAHOTO
MOJIOKA, aCCONMMPOBAHHbIE C IIPePacIIo-
JIO}KEeHHOCTBIO K aTOIIMYeCKUM 3a00s1eBa-
HUAM y feTell paHHero Bo3pacTa.
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EPUTOHMUT

HEQWATHOCTUPOBAHHASA NEPUOAUYECKAS BOJIE3Hb JIEPXKUT OETEN B NJIEHY.

NMOMOI'MUTE UM BbIPBATLCH — 3ANOMHUTE OCHOBHbIE
XAPAKTEPUCTUKWN MEPUOANYECKOW BOJIE3HU:

Co3gan 1 GQyHKIUOHUPYeT PETUCTp TKe-
JIBIX OCTPBIX aJUIePIrUYeCKUX peaKIui
y JeTell. BbIABIeHbI GHOMapKephl TsIKe-
JIOM (cyOdaTampHOM) aHabUIAKCUY — CHU-
JKeHHe DKCIIPeCCUU TeHa alleTWITUAPO-
J1a3el PaKTOpa aKTUBAIUY TPOMOOIINTOB
(PLA2G7) 11 aHTMOTeH3UHIIPeBPaIIalolero
(epmenTa (ACE), 10 JaHHBIM KaHAUAATA
MeAULIMHCKUX Hayk Hatanbu Bragucia-
BOBHBI ECakOBOM. YCTaHOBJIEHBI PaCIIpo-
CTPaHEeHHOCTb PasINYHBIX TPUITEPOB
NHUINeBoM aHauIaKCcUM y feTel B ycio-
BUAX METAIIOJIUCA, a TAKXKe 0COOeHHOCTU UX
KIMHUYECKUX IIPOABJICHUN B 3aBUCHMOCTHU
OT BO3PACTA, ITojIa ¥ MpUYMHLL [IpropuTeT-
HBIM ABJIAETCA MYJIbTUIUCIUIUITHAPHBIN
TIOAXOJL K IMAarHOCTHKE U BeleHUIO eTel
C HaCJIeAICTBeHHBIM aHTHOOTEKOM.

IlepcrieKTUBBI Pa3BUTUA KIMHUYIECKOU
MMMYyHOJIOIMM B IHCcTUTYTe BenbTHieBa
CBAI3aHBI C pa3BUTHEM MHHOBAIIMOHHBIX
TeXHOJIOTUH B IeNIaTPUM U JeTCKON XUPYpP-
Y, KOMaHIHOU paboTOM CIIeIUaINCTOB
SKCIIepTHOT'O YPOBHA U MOJIOJIbIX BpaueH,
OTPOMHBIM pean3yeMbIM IOTeHIIUaJIOM
KJIMHUYECKOTO OIIbITAa U MeXIUCITUILINHAD-
HOTO B3aUMOJeNCTBYA.

91J0WUITOXO0dL3H
BYHh3MWHOHHOL

LNLON WIGHHIEEB UUHITRMOUNALITH

@ ®

o o o NEPNOAUYECKASA B0J1b 3THUYECKAS MOXOXKUE
JINXOPAOKA B )XUBOTE MPUHADQNEXHOCTb* MPU3HAKU
- iy ; Y POACTBEHHUKOB
| | %
" * Cpean BCex ayToBoCnanuTensHbIX 3abonesaHuil AnA NepuoaMueckoit BonesHn B Haubonbluel CTeneHW xapakTepHa 3THUueckas
Copasossin Kanewnaps Hesparoma PACMPOCTPAHEHHOCTS, CaMBIMM NOABEPKEHHbIMM ABNSIOTCS: eBPEN-Cehap/bl (ceBepoadpuKaCKue, HeallkeHasckme espev), Typkw, apabbl
MeponpuATi ceronnA v apMm Ben-Chetrit E, Touitou |. Familial Mediterranean fever in the World. Arthritis Rheum. 2009 Oct 15; 61 (10): 1447-1453. doi
Fasera Mopobee 10.10 24458. Vicnofib3oBanHbie n306 i sBnAoTCS U peanbHbix NALMEHTOB. TONbKO ANS MeANLMHCKIX
— W bap: TUYECKIX PaBOTHIKOB
0 3a60neBaHun Marepwan noarotosnen 000 «HogapTuc ®apman, 125315, r. Mockea, Jlenurpapckuii np-1, a. 70.
npu nogiaepxke 000 «Hoeapruc GapMan. Ten. (495) 967-12-70, ®akc (495) 967-12-68. www.novartis.ru.
645096/GenMed/05.23/0
Pexiama
PACMPOCTPAHEHVE
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CTIELVAAN3/POBAHHASI TASETA
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Mo noanucke. becnnatHo.

la3eta 3apernctpuposana OepepanbHoi cnyx6oi no Hapsopy
B cchepe CBS3N, MH(OPMALMOHHBIX TEXHONMOTMIA U MACcCOBbIX
KOMMyHuKaumil (PockoMHag3op). CBUAETENbCTBO O perucTpa-
umm M Ne ©C77-74576 ot 14 pekabps 2018 1.

becrylarHas mogmcka Ha rasety 7

NEYATb

OTneyaraHo B TNOrpacum
000 «tOHuoH MpuHT>» 1 [k
HwxHuin Hosropog,

Okckuid cbeap, 2, kopn. 1

3akas No 240849. E

06wwwi Tupax 10 000 3K3.

Ne 1 (35) 2024

[laa Bbinycka Homepa: 10 anpens 2024 .

PEAAKLVS
InasHblit pefakTop: Anekcasap puropbesuy PymanLes
Led-pepaxtop: C.A. AradhoHosa

ALPEC PE[IAKLIMU
WYYPEQUTENA

115478, Mockaa,
Kawwmpckoe wocce, 24, ctp. 15
Ten. +7 (499) 929-96-19

Bbinyckatowmit pegaktop: U.B. Koanesa

[ln3aiH n BepcTka: C.C. KpaweHnHHMKoBa

KaTeropmquKm 3anpeLuaeTcs nosiHas Unu 4actuyHas nepe-
Koppektop: A.C. Casenbes

neyatka MaTepuanos 6e3 ObULMANLHOTO COrnacks peaak-
unn. MHeHVWe pefakuum MOXeT He COBMajaTb C MHEHUeM
aBTOpoB. OTBETCTBEHHOCTb 33 OCTOBEPHOCTb PEKNAMHbIX
06bABNEHNI HECYT peKnamopaTeni.

YYPEQAUTEND

000 «MN3pnarensckuit gom «AbB-npecc»
TeHepanbHbIi AnpeKTop:

Jleonnp Mapkosuy Haymos

PepakumnoHHas rpynna:

[.M.H., npocpeccop A.A. Mopo3os
[.M.H., npocpeccop A.H. Mamnypa
K.m.H. E.A. leopamesa

K.m.H. A.A. MyxuHa

[vpekTop no pekname: A.l. Mpunenckas
PykosoguTens npoekTa: 0.A. CTpokoBcKas

E-mail: abv@abvpress.ru
www.abvpress.ru



