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AHHa
lOpbeBHa

.Mm.H. npocbeccop PAH, 3aseaytoLLas kade-
Opovi annepronoruv n uMmmyHonornm ®rby
«HMWL OrOU um. Omutpums Poradesa»
MwuHzppasa Poccun. Mocksa

‘YBaxxaeMmsble KoJureru!

ATIpesTbCKUM BBIITYCK ra3eThl IOATOTOBIeH
K VIII Hay4qHO-TIPaKTUIeCKOM KOH(pepeHIHI
C MeXXAyHAPOAHbIM yJacTreM «[lepBUyYHbIe
MMMYyHOZe(UIUTHL: IMMyHOJIOrUA 6e3 rpa-
HUII», KOTOPAaA POIzET B THOpHAHOM (Gop-
Marte ¢ 3 o 5 anpesra 2025 roga B Mockse
Ha 1wiomaake ®I'BY «<HMULI JTON vm. Imut-
pus PoradeBa» Munszapasa Poccun.

Mo Tpaguy KoHbepeHI A 00beTUHUT
OTeYeCTBeHHBIX U 3aPyOe)KHbIX CIIeIIHaIY-
CTOB ZIeTCKOTO U B3POCJIOTO 3IPaBOOXPaHe-
HVIS, CTaHeT IUTOIIAKOM IS OOCYKIeHUs
AKTyaJIbHBIX IPOOJIEM COBEPIIEHCTBOBA-
HUS MeUITUHCKOM ITOMOIITY MallieHTaM
C BPOXK/IEHHBIMU U MIPUOOpPETeHHBIMU
JedeKTaMy IMMYHHOM CHCTEeMBI, a TAKXKe
C QJUIeproJIoruIecKol IaToIOTUel.

Hayunas mporpaMma MepOIpUATH BKIIO-
YaeT BOIIPOCHI OPraHU3aluU U COBep-
IIeHCTBOBAaHUA MeIUITUHCKOU ITIOMOIIY
MaIyeHTaM C BPOXKAeHHbIMU JlepeKTaMu
VMMYyHUTETA, PACIIMPEHHOTO HeOHATaIb-
HOTO CKPUHUHTA, COBpeMEeHHBIX IPUHIIN-
OB AMATHOCTUKU GOJIe3Hel UMMYHHOMN
CHCTeMbI U aJUIepTUYeCcKOU ITaToJIOTUH,
BKJIIOYaA MOJIEKYJIAPHO-TeHeTUdeCcKre
MEeTOZbI, IIOAXObI K IIPOTHO3UPOBAHUIO
IIMPOKOTO CIIeKTPa 3a00JIeBAaHUI U IIPUH-
LVIIBI JIeYeHUA 3TOU CJIOXKHOW TPYIIIIbI
GOJIBHBIX C IPUMEHEHUEM COBPEMEH-
HBIX TeHHO-UH>KeHEePHBIX U KIeTOYHBIX
TEXHOJIOTHIH.

B xoze KoH(epeHIINY IUTAHUPYeTCA TaKKe
006CyauTh HOBEHIVe HAyYHbIE JOCTIDKE-
HUA B 00JIaCTH KIMHUYEeCKOH IMMYHO-
JIOTUH, 3NMUJEMUAOJIOTAIO BPOXIeHHBIX
Je(deKTOB UMMyHUTETa HA TEPPUTOPUM
Poccum u crpan CHI. B ee pamKkax mpom-
JyT IIKOJIA IT0 AUATHOCTUKE BPOXKIEHHBIX
Je(eKTOB MMMyHHTeTa U IIIKOJIa MeVIIVH-
CKUX cecTep. B pa6ote KoHbepeHIINY IpY-
MYT y4acTye CIIeHUaINCThI B 00IaCTH KIK-
HUYeCKOU MTMMYHOJIOTUY, aJUIePTOJIOTHH,
PeBMaToJIOTHH, OHKOJIOTUY, TeMaTOJIOTUH,
HeOHaTOJIOTMH, TeHeTUKY, MOJIEKYJLADHOMU
¥ KJIETOYHON GHOJIOTHH.

AKTYAITbHbBIV BOMPOC

BpoXxaeHHble aepeKTbl

MMMYHUTETA:
B3rnan Ha npobnemy B 2025 roagy

BpoxpaeHHbie fegekTbl ummyHuteta (BAW), koTopblie paHbLue Ha3biBainucCh nepBuY-
HbiMU uMmMmyHoaeguumtamm (MNMNL), npencraBrisiloT cO60v KITMHUYECKN U MOJIEKYISIPHO-
OMOIIOrNYeCKM PasHOPOAHYIO rPyriry reHeTU4ecku 00y Ccri0BIIEHHbIX 3a00/1eBaHUI, B OCHOBE
KOTOPbIX JIEXUT HapyLLueHne paboTbl TeX NN UHbIX UMMYHHbIX MEXaHU3MOB.

[lepBble 3a00JIeBAHUS U3 STOM TPYIIIIBI
ObLIN OIMCAHBI B 1960-X, a mepBad ux
KJIaccuuUKanua cocTosIa BCero u3 7 Ha-
UMeHOBaHUU. [To Mepe OIMUCaHUsA JOIOTHU-
TeJIbHBIX (OPM 3Ta HO30JIOTUYeCKas IpyIia
pacmupaAnack, OGHAKO NIABHBIM IIPOABIIe-
HueM B/IV u3HayaJIbHO CUYUTAIUCH TAXKe-
JIble, HepeJJKO cMepTeJibHble NH(eKIIUN.
C mosABJIeHHMEM U COBEPIIeHCTBOBAaHUEM
TeHeTUYeCKUX JMATHOCTUIeCKUX MeTOZ OB
OBUIN OIMICAHBI HOBBIE TEHOTUIIBI U (peHOo-
TUnbI BV ¢ TaKUMU IPOABIIEHUAMU, KaK
ayTOMMMYHHBIE U peJKHe[aTUIINYHbIe
OHKOJIOTUYECKIE 3200/IeBAHMUSA, TSIKEIIbIe
(opMbI ajutepruu U, No3:xe, XpoOHUIECKoe
BOCIIIEHME U aIUIa3UU KPOBETBOPEHM .

Ha sToM 3Tamne pa3sBUTHUA KIMHUIECKOU
VMMYHOJIOTUM HO30JIoThu4YecKre GOpMEI
BIU y»ke MCYMCIAIACH COTHAMU, OGHAKO UX
BBIABJIAEMOCTD B ITOIYJLALIMYU IO-TIPeXKHEMY
OCTaBaJIACh HA YPOBHE OphaHHOM — He Gojiee
1 cry4as Ha 100 TBICAY HaCeJIeHUA, IIPUYeM
TIallIeHThbI B OCHOBHOM OTHOCIWJIMCE K eV
aTpU4YecKoM Bo3pacTHOM rpyumiie. OfHAKO
0 Mepe IMIUPOKOr0 BHeJPeHUA B HAYKy
¥ IPaKTUKY METOZ0B CeKBeHUPOBAHUA
HOBOTO IOKOJIeHUA, a TakXe GyHKIHO-
HAJIBHBIX JIAOOPATOPHBIX Y MOJIEKYJIAPHO-
GUOIOTUYECKUX TeCTOB CTATIO OYEBUAHO,
4to BJJM j1ekaT B 0CHOBE MHOTUX CIy4aeB
UH)EKIMOHHOM U COMaTU4eCcKOoH 1aToso-
THU He TOJIBKO Y JleTel, HO U Y B3POUIbIX.
Hanpumep, HaMy GbUIO TI0Ka3aHO, YTO CPeIH
JleTel ¥ B3POUIBIX C TUM(POMON — JacTbIM
OHKOJIOTMYeCKUM 3a60JIeBaHUEM YeJIo-
BeKa — yacrtora B[IV cocraBuia He MeHee
10 %, a 'y mereti ¢ cungpomoMm dumepa —
DBaHca (KOMOMHALV IMMYHHOI TPOMOO-
IIUTONIEHUU U TeMOJIUTUYEeCKON aHeMUH)
TOT WK uHOU By, B/IV GbUT IOATBEP:KIEH
Gosee yem B 70 % ciy4aes. [I[pudem marfu-
eHThI ¢ BV cocTaBiiam Harbosree TsoKesble,
Ppe3uCTeHTHbIE K CTAaHJAPTHOM Tepanuy CIy-
4au COOTBETCTBYIOIIUX OHKOJIOTUIECKUX
¥ TeMaTOJIOTYeCKUX 3a60IeBaHuUI.

A

POCCUNCKWUN PETNCTP

Jid n3yd4eHUA MOJIEKYJIAPHBIX OCHOB
u naroreHe3a B/IV o nauuaruse Haryo-
HTBHOM aCCOLMAIIH SKCIIEPTOB B 06IaCTH
TIepBUYHBIX UMMyHOfeduuToB (HADIIN/,
https://naepid.ru/) 6pUI CO30aH YHUKATIBHbIN
Poccuiickuii peructp BAY, comepxanuii
uHbopManuio o 6oee yeM 6300 geTax
U B3POCTIBIX U3 Bcex cyobekToB PO. Ha pan-
HUX 3TallaxX aHajI13a JaHHBIX PeTUCTPa pac-
IIpocTpaHeHHOCTh BJJU B cTpaHe cocTaBiia
He 6ostee 2,5 ¢rydast Ha 100 THICTY HACETEHVIS,
YTO HAMHOT'O MeHBblIIIe, 4YeM I10 JAHHBIM pery-
CTPOB PasBUTBIX cTpaH EBpOIILI (He MeHee
OHOTO CJIy4as Ha 10 THICAY YeJIOBeK).

o aHHBIM perucTpa, JeTUIBHOCTD B IPYIIIIe
U3BEeCTHBIX POCCUMCKUX MTalleHToB ¢ B/
cocTtasiswia 13 %, ogHaKo ObUIO OYEeBULHO,
YTO GOJIBINAS YaCTh OOJBHBIX ITIOTH6aET
OT MH(EKIMOHHbBIX I COMaTU4YeCKIX IIPOsB-
JieHuit B/, He IOJIy4IMB IPaBWILHOTO UMMY-
HOJIOTMYECKOTO IUArHo3a. TakuM 06pasoM,
peasbHasA JIeTaIbHOCTh B[V HAaMHOTO BbIIIIe.

JU1a yoyJineHus paHHe JuarHocTuku B
B paMKax cTapToBasIiero B Poccuu B 2023 T
PaCIIMPEHHOr0 HEOHATAIbHOIO CKPHUHMHTA
(PHC) GbUT OPraHMU30BaH U AITOPUTMU3H-
POBaH CKpMHWHI HOBOPOXK/IE€HHBIX Ha Hau-
6ostee TsKesble (GopMbI T- U B-Ki1eTOUHBIX
MMMYHOZ e (QUITUTOB.

ANTrOpUTM CKPUHUHTA BKIIOYAeT:

1. IlepBUYHOE KOJIMYECTBEHHOE OIIpesierie-
HUe MOJIeKY/IIDHBIX MapKepOoB co3peBa-
HudA T- 1 B-TuMQpOINTOB — TaK HasbIBa-
embix TREC (T-cell receptor excision
circles — T-penienITopHOE SKCITU3NOHHOE
konbLo) 1 KREC (kappa deleting excision
circles — Karma-IeieIIMOHHOe PEKOMOU-
HAIIMOHHOE 3KCIIM3MOHHOE KOJIbIIO).

2. [lanpHelilllee peTeCcTUPOBaHUE IIpU
HeIIPOXOXKAeHUU HOBOPOXK/I€HHBIM ITep-
BOrO B3Tamna CKPMHUMHIA, IIOATBepXIa-
101llee UMMYHO(EeHOTUIINPOBaHYe JIVIM-
(oruToB.

3. TeHeTHYeCKOe 00CIeIOBAHYE.

Oxonuanue Ha cmp. 2 |»
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AKTYATbHbI BOMPOC

BpoxaeHHble aecpeKTbl UMMYHUTETA:
B3rna4 Ha npobnemy B 2025 roagy

OxoHuaHue, Hauano Ha cmp. 1

AHHa
AnekcaHApOBHa
MYXUHA

K.M.H., annepronor-uMmMyHOsor, Hay4HblA COTPYA-
HUK OTAEena aNUAEeMMONory U MOHUTOPUHIa
nepBuYHbIX MMMyHoAeduumToB OIBY «HMULL
Aron um. Omutpus Poravesa» MuH3gpasa
Poccuu, Mocksa

Hatanba
bopuncosa
> KY3bMEHKO

K.M.H., annepronor-umMmmMmyHosnor, 3asegytoLuas
naéopartopuen aNNAeMUONorum  MOHUTOPUHIa
MMMyHOAEeULMTOB, AOLIEHT Kadeapb! anneproso-
v 1 mmyHonorum ®rey «HMULL Arou

M. Omutpusa Poradesa» MuHagpasa Poccuu,
Mocksa

fOnuna
AnekcaHOpOBHa
POOVHA

K.M.H., anneprosnor-uMmmyHorsnor,
3asepytoulasn otaesieHnemM MMMYHOsornm

Orey «HMUL OArovt um. Omutpust Poravesa»
MwHspgpasa Poccun, Mocksa

Hapbsa
BanepbeBHa
IOXAYEBA

K.M.H., annepronor-uMmyHorsor, 3aMectTuTenb
3aBefytoLLero oTaeneHmemM

nmmMmyHonorum ®rey «HMUL, Aron

M. Omutpua Poradesa» MuHagpasa Poccuu,
Mocksa

AHHa
lOpbeBHa
LLEPBNHA

[A.M.H. npodheccop PAH, 3aBepytoLlas kadenpon
annepronorum n ummyHonorun ®rey «HMmL
Arov um. Omutpust Porayeea» MuHsgpasa
Poccun. Mockea

il =73

ITo uToram JByX JleT CKPUHUHIA (Ha HA4aJIo
2025 r.) o6crIemoBano Gostee 2,5 MIIH HOBOPO-
JKIeHHBIX 1 BBIABJIEHO Oosree 200 mamyeH-
TOB ¢ BJJW. TakuM 06pa3oM, 4acToTa JIUIIb
Hauboee TsoKenbix GopM BN (cocTaBia-
Iomux He 6osee 10-15 % BcexX U3BECTHBIX
ceroHA HO30JI0TMH) B Poccuy mpeBhITaeT
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becnnatHo — Ana cMapTpoHOB
1 naaHwetos iOS 1 Android.

OAUH CJIydyall Ha 2 THICAYU HacCeJeHUd.
Takoe KOJIOCCAIBHOE PasIuyue B OXXKUAae-
MO 1 MeIoIell MeCTO BhIABIAseMocTy BIIN
noATBepaeT QaKT 3HAUUTETHbHOU TUIIO-
JUArHOCTUKY 3TUX COCTOAHUU U TOBOPUT
0 HeOOXOAVMOCTY IIPUHATHUA JATHHENIIINX
Mep I10 COKPaIleHUI0 TaKOro pa3phIBa. M3y-
YyeHUe MOJIEKYJIIPHO-TeHeTUYeCKUX OCHOB
B/ 11 sKCTpanosAnyA NoTydYeHHbIX 3HAaHUI
TIpU 00C/IEIOBAHNY TAITUEHTOB C PA3TITIHOMN
COMaTUIeCKOU ITaTOJIOTHel — OIVH U3 IyTel
pellleHys JaHHOU 3a/]a4Ml.

CornacHo pesyjbTaTaM Hallero aHajau3a
JaHHBIX peructpa HASIIN/, rpynna BAU
B Poccum mpezicTaBieHa Kak MUHAMYM 164
HO30JIOTUYeCcKUMU (popMaMu ¢ fedeKTaMu
B 143 YHUKaJIbHBIX T€HaX U IIOJIOMKaMU
BOCBMU XpoMocoM. [Toka3aHo, 4To Haubo-
Jiee MHOTOYMCJIEHHAA TPyIIIa IIaI[eHTOB
(51 % Bcex reHeTMYECKU ITOATBEPKI€HHBIX
CJIy4aeB) OTpaHUIMBACTCA AeBATHIO XOPOIIO
onucaHHbIMU (popMamu BIU: cuaazpoMoM
Buckorra — Onzapuya, X-cljeIieHHOU Xpo-
HUYEeCKOU IPaHyJIeMaTO3HOU 060JIe3HbIO,
X-CIleIIeHHOM araMMarjioOyJIuHeMuei,
cuHzipoMoM HuiimereHa, HacaeCTBeHHBIM
AHTMOHEeBPOTUYECKUM OTEKOM, TAKeJIOoHu
BPOXK/IEHHOU HeUTpOneHrel, CHHIPOMOM
Jlyn — Bap, curgpomowm IlIBaxmana — Jlai-
MOHZIA, X-ClleIUIeHHOU (GOPMOM TKeIon
KOMOWHUPOBAHHON IMMYHHOH HEJIOCTaTOY-
HOCTH, CUHAPOMOM JIu JIKOpAKU.

ITpy 5TOM OT/ZeJILHOTO BHUMAaHUA 3aCITy»KU-
BAalOT YHUKAJIbHbIe MOHOTeHHbIe (DOPMEI
B/ZIV, KoTOpbIe OLUTH BBISABJIEHBI Y OHOTO
WIM JIByX ITAI[VeHTOB B NomysAnuy. Takue
KpalfHe pelKyie COCTOSHS IIpeficTaB/IeHb! 80
Ho3ostorrudeckumu popmamu. Cpeay mamu-
€HTOB C IIOATBePKIeHHbIM reHeTUYeCKUM
JedeKToM B 44 % CIydaeB ObUIU BbLABIEHBI
BapHMaHTHI, He OIIMCaHHbIe paHee. [To mpa-
BWJIAM COBPEMEHHOM MeJUITUHCKOU reHe-
TUKY JaKe IIPU COBIIA/IeHUM KIMHIYeCKON
KapTHUHBI 3200/I1€BaHII BHOBb BbIIBIEHHbIE
TeHeTUYeCKYe BapDUAHTBI He MOTYT CIATATHCA
IIPUYUHHO-3HAYMMBIMU €3 COOTBETCTBYIO-
el Bamnganyuy. Co3aHHble HAMU IIPOTO-
KOJIBI MOJIEKYJIAPHO-OHOJIOTTYECKOM BATAZIA-
LMY NTATOTeHeTHYIeCKOl 3HAYMMOCTH TaKIX
BapHaHTOB II03BOIWIN JJOCTOBEPHO ITOATBEP-
JTUTH (B GOJIBIIMHCTBE CJIyYaeB) WUTH OITPOBEP-
THYTh UX POJIb B 3TUOJIOTUY 3a00/I€BAaHUM.
OrnvicaHre MOJIeKYJIAPHBIX MeXaHU3MOB B/IM,
JIe)KallluX B OCHOBE IIaTOJIOTUU YeJIOBeKa,
TIO3BOJIMJIO HaM KapAWHATbHBIM 00pa3oM
M3MEeHUTb IIOXObI K KJIeTOUHOU U dapMa-
KOJIOTMYECKOM TEePATTUY ITUX 3a00JI€BAHITIL.

Muorue gedekxtsl BI orpaHuyeHbI reMo-
TIO3TUYECKUMY KJIETKAMU, TI03TOMY JIOTHY-
HBIM ABJISAETCA IIPOBeJleHNe KJIeTOUYHOU
TepaIuy 3TUX COCTOSHUM, B IIePBYIO OUe-
pellb — TPAaHCIUIAHTALIMY T'eMOIIodTHYe-
ckux cTBosIoBBIX KIeToK (TT'CK). B Poccun

Mob6unbHoe
npuioXeHne
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paspaboransl 1potokoibl TTCK mpu pas-
JIMYHBIX BUax B/IV, HaKoOILIeH OrpOMHBIN
OIIBIT ee MPOBeJleHNA, 3aJI0KeHbI OCHOBbBI
OTKPBITHUA HOBBIX TPAaHCIUIAHTAITMOHHBIX
IIEeHTPOB B Pa3jIMYHbIX PeTMOHAX CTPAHBI.
Jauubiit Buj Tepanuu B/IW mokasan cBoro
BBICOKYIO 9¢(eKTUBHOCTS U ITpUBeJ K I0J-
HOMY usjiedeHnI0 B y 60-90 % mmanyeHToB
(B 3aBUCHUMOCTH OT IOAJIeKalllei TaToJIOruu
U COMaTHYeCKOTO CTaTyca), 4To ellle pas Ioj-
TBepK/laeT BAXKHOCTb paHHe! AVaTrHOCTUKU
3TUX COCTOSHUM.

KIMTMHUYECKUE MOJAENN

ITanteHTs!I ¢ BV ABIAIOTCA CJI0KHBIMU
KJINHUYECKUMU MOJeNAMHU, IOCKOJbKY
Y HUX HepeJIKO UMeeT MeCTO couyeTaHue
UHQEKITNOHHOU ITPeApacIIooKeHHOCTH
U ayTOMMMYHHOU narosioruy. CTaHzapTHasA
VMMYHOCYIIpeCCUBHAA Tepalusa ayTOuM-
MYHHBIX IIPOSIBJIEHUIT HEU30eXKHO BeZeT
K TSKeJIeMITUM UH(PEKIIVOHHBIM OCJIOXK-
HeHUAM. DKcmepTamu HADIINU] 6bLiu
copMUPOBaHbI IePCOHATN3UPOBAHHbBIEC
TIPOTOKOJIBI TePANlNU TaKUX IIPOABIeHUN
C MICIIOJIb30BAHIEM UMMYHOIJIOOY/IMHOB 1T
BHYTPUBEHHOI'O U IIOJKOXKHOI'O BBeJleHU,
MOHOKJIOHJIBHBIX aHTUTeJ, TYMaHU3UPO-
BaHHBIX XUMEPHBIX MOJIEKYJ U T.A. [omo06-

ad

WJI-1 anaxkuHps! (KuHepeT) BIlepBbIe B MUpe
TI0Ka3aJIa IpeKPacHbIe Pe3ysIbTaThL.

Ha npumepe UHTepCTULMAIEHON INM(OITH-
TapHOU OOJIe3HU JIETKUX HAMU IIPOJE€MOH-
CTPUPOBAHO, YTO IEePCOHU(PUITUPOBAHHBIN
TIOAXOZ, K ee JIeYeHUIO C yI4eTOM He TOJbKO
UMMYHOTHCTOJIOTUH JIETKUX, HO U TIOJIeXKa-
Iero reHeTUYeCcKoro AedeKxTa mo3BosseT
JIOCTUYb PEMUCCHAY JAHHOM JIETOYHOM I1aTo-
JIOTUY ¥ GOJIBINITHCTBA MTallIeHTOB.

JlBe IpyTyHe TPYIIIIBI TAIIIeHTOB: C CUHAPO-
MoM Buckorra — Omgprraa (CBO) ¢ myTarueit
reHa WAS u cunapomom APDS (activated
PI3K delta syndrome — CUHIPOM JieJIbTa-
aKTUBUPOBAaHHOU PI3-KMHa3bI) C aKTUBU-
pytomieit myrauuei rena PIK3CD — cry»xat
npuMepaMu 3QPeKTUBHOCTU TapTeTHOM
Tepanuy, OCHOBAaHHOU Ha U3y4eHUM IofijIe-
Kallero MOJIKYJLIPHOTO JieeKTa, a TaKxke
TofxTBepKAeHreM Toro (akra, uro B/IV Apia-
I0TCA He TOJIbKO YHUKAJIbHBIMU KIMHUYe-
CKMMU, HO ¥ TeOPeTU4YeCKUMU MOJeJIAMH,
TIO3BOJIAIONIMMY TIPOJIUTD CBET Ha PaboTy
PasJIMYHBIX KJIETOYHBIX MEXaHU3MOB
B HOpMe U IIaTOJIOTUM.

Nsyuyenue cungpoma APDS HamIAgHO feMoH-
CTpHUpPYeT, YTO He TOJIKO MyTalluu C II0Tepei
¢yukumu (loss of function, LOF), HO u nipu-
BOZAIIYE K U30BITOYHOM QYHKIINHU OeTKa
(gain of function, GOF) MoryT criocoGCTBO-
BaTh JUCHYHKIIUU TUMQPOITUTOB, edeKTy
AHTUTEJIONIPOYKIMY 1 HapylIeHUIO UMMY-
HOJIOTTYeCKOM TOJIepaHTHOCTH. M3yueHue ke
IedekToB TpomMbonuToB mpu CBO ¢ UCTIONEb-
30BaHMeM IIPOTOYHBIX KaMep U KOMIIbIOTep-
HOM CUMYJIALIMOHHON MOJIeJIU He TOJIBKO
T03BOJIWIO pacHIudpoBaTh MeXaHU3MBbI
MUTOXOH/IPUMI-3aBUCUMOr0 HeKpo3a IIpu
JAHHOM ITaTOJIOTYHU, HO U IIPUBEJIO K OTKPbI-
THIO MEXaHU3MOB TPOMOOIITAPHOM CMePTH
y 4eJIoBeKa B HOpMe.

VH(eKIINOHHbIe, ayTOMMMYyHHBIE 1 OHKO-
JlorudecKye 3a60IeBaHUA C HOPAYKeHNEM

Hauatbin B Poccum B 2023 1. pacLUMPEHHbIN HeoHaTaslbHbIA CKPUHWHT
npegycMaTpuBaeT B TOM YUCSIE NMPOBEPKY HOBOPOXAEHHbIX
Ha Tskernble opMbl T- 1 B-KNeTo4YHbIX UMMYHOOEe(ULNTOB

HasdA TAaKTUKA II03BOJIIET KOHTPOJIUPOBATh
CUMIITOMBI KaK ayTOMUMMYHHBIX U ayTOBOC-
MTATUTETHHBIX, TAK U UHPEKIMOHHBIX 3260-
JIEBAHUH Y OOMBINMHCTRA alreHToB ¢ BI.

Hampumep, rpaHysieMaTo3Hoe IIOpaXkeHue
JIETKUX, IIe4eHU U KUIIeUHUKa CIYKUT
YaACTBIM U I'DO3HBIM IIPOABJIEHUEM OZHOI'O
U3 PacIpoCTpaHeHHBIX BUA0B BV — xpo-
HUYeCKOI rpaHy/ieMaTo3Ho 6ose3Hu (XI'B)
¢ nepextoM B reHe CYBB. Hamu GbUIO IIOKa-
3aHO, YTO MaKpo(aru TaKux MayeHToB 9KC-
IIPeCcCUPYIOT IOBBIIIEHHOE 110 CPAaBHeHUIO
CO 3ZJ0POBBIMU KOHTPOJIIMU KOJIUYECTBO
IIPOBOCHATIUTEIHLHOTO ITUTOKMHA — UHTEp-
JenikuHa-1 (WI-1). Tepanusa rpaHyieMaros-
HBIX OCJIO}KHEHUH GOJIBIMOM IPYIIIBI ITAIK-
enTOB ¢ XI'B ¢ NCHIO/Ib30BaHMEM MHTHOUTOPA

ABB

npPECC

MIBATERLCKURA AOM

Pas3IMYHBIX OPTaHOB ABJIAIOTCA IPUYNHON
HeTpaBMaTUYeCKOU JIETAILHOCTU B 50 % CIIy-
yaeB y fieTeil U B 40 % y B3pocibIx. IIpencras-
JIeHHbIe JIJAHHbIe YOeJUTeIHHO JOKAa3bIBAIOT,
YTO B OCHOBe UH(EKIIMOHHOU U cOMaTH4e-
CKOU ITaTOJIOTUM YeJIoBeKa HepeaKo JIeXKaT
BpOX/IeHHbIe lepeKTbl UMMyHUTeTa. HacTo-
POKEHHOCTb B OTHOILIEHUU 3TUX COCTOSHUN
U 3HaHMe IIyTell MapIIpyTU3alliy NaljieH-
TOB C Tofio3peHueM Ha B/IV kpaitHe BaXKHbBI
JULSA JII0OBIX MeTUIIMTHCKIX CITIeIIMAINCTOB
KaK IIeAnaTPUYECKOI0, TaK U TepaneBTU-
YeCKOro 3BeHa. Besib TOJIBKO IOHUMaHUE
MOJIEKYJIAPHBIX OCHOB JAHHBIX 3a00JIeBa-
HUU B KOKIOM KOHKPETHOM KIMHUYEeCKOM
CJIydae MO3BOJIAET IOA06PATh TePCOHATN3Y-
POBaHHYIO TepPaIlMIo MIUPOKOT0 KPyra COLy-
ATHHO 3HAYMIMBIX 3200J1€BaHUI. Q

2 TA3ETHI
2 KMIMHWYECKUE PEKOMEHOALIUN

72 CNMMPABOYHUKU
anAa CNEUMANINCTOB

7 YOOBHbI OYHKLMOHAT:
BO3MOHOCTb YTEHWA OFF-LINE.

Peknama

COBPEMEHHbIN N YOOBHbIV CNOCOB YTEHUA — MHOOPMALIA BCEFAA MO PYKOW!
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B NMONCKAX TTPN4HIHbI

OCO06eHHOCTU MOJIEKYNAPHO-TEHETUYECKOWN
ANarHOCTUKU BPOXAEeHHbIX aecdeKToB
MMMYHUTETA

B coBpemeHHoV MMYHOIorn auarHo3 BpOXAeHHoro gegbexkta immyHuteta (BAW) He BocripuHumaeTcsi Bcepbes 6€3 rog-
TBEPXXEHWVS MOJIEKYJISIPHO-TEHETUHECKVIMIN METOAAMM NI XOTS1 Obl MOMbITKN OOHAPYXUTb FTEHETUHECKYHO MPUYUHY GOSIE3HMN.

HatanbA
bopucoBHa
> KY3bMEHKO

K.M.H., annepronor-uMmMyHoror, 3aBegytoLuas
na6opatopveri aNUAEeMUONOrMn U MOHUTOPUHIa
MMMyHOAEeMULMTOB, AOLIEHT Kadeapb! aneproso-
rMm u ummyHonorum ®rey «HMML Aroun

M. Omutpus PoradeBa» M3 P®, Mocksa

FEHETUYECKOE TECTUPOBAHUE
[Touick MOeKy/IApHO-TeHeTUYeCKOU IpU-
pozsl BJIV BaxkeH He TOIBKO C HAyYHOU
TOYKU 3peHUA — JIS U3yYeHU: MeXaHU3MOB
PpaboTbl IMMYHHOMU CHCTEMBI. B miepByIo ode-
Penb 3To HeoOXOIVIMO [T BbIOOpa Hanbosee
3((PpeKTUBHOM TAKTUKYU BeJleHNA alNeHTa,
a TakXKe /IS TeHeTUYeCKOTr0 KOHCYJIETUPO-
BaHUA ero ceMbU. CyIIecTBYIOT HECKOIBKO
MeTOZIOB TeHeTUYeCKOIo TeCTUPOBaHuUsd, IpU
TIOMOIIY KOTOPBIX GOJIBITMHCTBY MAllieH-
TOB C Iofjo3peHueM Ha B/IM nioaTBepxgaioT
JIarHO3. DTO METOZ, IIPSIMOI0 CEKBEHUPOBa-
HUA 1Ipo CeHrepy, MeTOAbI CEKBEHUPOBA-
HUs HOBOT'O IIOKOJIeHUs (next generation
sequensis, NGS) — Takue Kak IIOJIHOJK-
30MHOEe WIN II0JTHOTeHOMHOEe CeKBeHUPO-
Banue ([IOC u III'C) — u TapreTHbIe IaHeH,
BRJIIOYAOINNE PAasIMYHOE YUCIO reHOoB BIIU.
BbIOOD MeTOA BO MHOTOM 3aBUCHUT OT KJTU-
HUYeCKOUW KapTUHBI, HAGJIOAAIONIeCs
y MaIMeHTa, ¥ CTAPTOBOTO JIAGOPaTOPHOTO
o6cIenoBaHuA.

Hexotopsie popmbl BV MOKHO y3HaTh
B JIMII0 KaK B IepeHOCHOM, TaK U B IIpA-
MOM cMbIciie. HampuMmep, ieTu ¢ CUHAPO-
MoM HuliMereHa u «CjIaBAHCKOW» MyTa-
nueit B reHe NBN uMeloT MUKpoiiedaiuio,
3aJlep>KKy pa3sBUTUA U cienupuieckue
YepThI IUIA, Opocarinuecs B [JIasza Mpu
MePBUYHOM OCMOTpe IaI[ieHTa J60ro
BO3pacTa.

ITartmeHTHI ¢ CMHAPOMOM BuckoTTa —
Osnppuya (CBO) He umeloT peHOTUINYE-
CKHUX 0COOEHHOCTEH CTPOEHU JIULEBOTO
CKeJIeTa, OZHAKO YPOBEeHb TPOMOOIINITOB
y HUX BCer/ia HU3KUIL, a pa3Mep UX MeHbIIle
06BIYHOT0. KpoMe TOTO, B CIUTY PaCIIOJIOXKe-
HuA reHa WAS, nedeKTbl KOTOPOTO IIPUBO-
JIAT K 60JIe3HU, Ha X-XpPOMOCOME 3TO 4acTO
MaIBYUKMY C IIPOSABJIEHUAMMY aTOIITYECKOTO
nmepmatuta (AT[T). COBOKYITHOCTH TPOMOOITH-
TOIIeHUH, IPOABJIEHUI reMOpParun4ecKkoro
cuHpoMa, AT]] v HammauA MHQPEeKIHH (XOTA
B PaHHEM BO3pacTe 3TO He 0013aTeIbHO)
TO3BOJISET 3aTOJ03PUTH Y JIIOOOTO MaJIb-
yuka CBO.

B sToM ciiyyae, 3Had NIPUYUHHBIN I'eH,
MOXHO UCKaTh MyTallUI0O MeTOLOM IIpA-
MOTO ceKBeHUpoBaHus 1o CeHrepy. YToObI
y6equThCA B IPABWJIBHOCTU TUIIOTE3HI,
Ha 3Tare 10 TeHeTU4eCKON JUarHOCTUKY
BO3MOKHO OTIpeJieieHre SKCIIPeCCuu OeTKa
WAS MeTOnOM IPOTOYHOU IUTOMETPUH.

[Ipu HapyiieHUH PaGOThHI OJHOMMEHHOTO
reHa GeJIoK He OyzeT onpenenaTscs. Takoe
HCCIIeloBaHMe 3aHMMaeT CYMTaHHbIe Jachl,
B TO BpeMA Kak ceKBeHUpoBaHuUe 110 CeH-
repy reHa WAS 00bI4HO TpebyeT OT JBYX
Jl0 YeTbIpeXx HeZlesb B 3aBUCUMOCTH OT BO3-
MOKHOCTel Jaboparopuu. Takum o6pazom,
nanueHTy ¢ CBO MOHO IIOCTaBUTD JIarHO3
B TeYeHMEe HeCKOJIbKHX 4YaCOB ¥ HAYMHATh
TIOJATOTOBKY K TPAaHCIUIAHTAIIUX TeMOII03-
TUYeCKHUX CTBOIOBBIX KIeToK (TTCK) mapas-
JIeJTbHO C IOMICKOM reHeTUIeCKOU IMPUYUHBI
6osIe3HU.

CymectByeT eme pAx BIW, kinHUYecKasa
KapTUHA KOTOPBIX U (WIN) MUHUMAaJIbHBIE
JIabopaTOpPHbIE UCCIEAOBAHUA CITOCOOHDI
TIOZICKAa3aTh, B KAKOM I'eHe MCKaTh Jle(eKT.
K Takum 3a601eBaHUAM OTHOCUTCA X-Clie-
IUIeHHAs araMMarIoOyJIMHeMUs ¢ MyTaIiy-
AMU B reHe BTK, Takke XxapaKTepHasd g
IAaIlMeHTOB MY>KCKOTO IToja. M3-3a Hapy-
meHusA paboThl GPYTOHTUPO3UHKUHA3bI
npu gedexre BTK HapyiraeTca cospeBaHue
B-1uMponrTOB, KOTOPhIe He CUHTEe3UPYIOT
Heo0XoArMoe KOJIMIeCTBO NMMYHOLJIO-
OyJIMHOB KPOBU, BCJIEZICTBUE YeT0O PA3BU-
BaloTCA MHQEKIUM AbIXaTelbHbIX IIyTel
U pa3IN4YHble AyTOMMMYHHbIE OCIOKHEHUA.
[Tpu oxo3penuu Ha 3Ty ¢hopmy BN Takke
BO3MOJKHO OIIpeZiesieHIle SKCIIPecCHH Oeka
MeTOZOM ITPOTOYHOM IUTOMETPHUH C ITOoCIe-
JyIOIITVM IIOMICKOM MyTanuii B reHe BTK.

YacTo BcTpedaeTcs cpefiyl ophaHHBIX GOpM
UMMYyHOZeUIIUT C XapaKTepHOM KINHUYe-
CKOM KapTUHOU B BUJe TAXKeJIbIX HHEeK-
IMUOHHBIX ITponeccoB, BIMKuTa, pa3Butusa
rpaHyyieM — X-CLieIUIeHHAsA XPOHUYeCKasd
rpaHynemMaTto3Has 6one3Hs (X-XI'B). [Tpu
IIOA03PDEHUH Ha 3Ty IAaTOJOTUI0 MOXKHO
OIlpeJleNIUTh XeMIUIIOMUHEeCI[eHITUIO Hel-
TpodWIOB U IPU ee HyJIeBbIX 3HaUeHUAX
HaIlpaBUTh IalllieHTa Ha TOMCK MyTalui
B reHe CYBB, KOTODBIN KOJUDPYET OAHY
u3 cyobepuaul] HAII®-oxkcumassl. MuTe-
pecHo, 4To He Bce gedeKTrl B reHe CYBB
OIIPeZIeJIAI0TCA METOIAMU CEKBeHUPOBAHUA.
IIpumepHO y 10 % ManieHTOB K HAPYIIEHUIO
PpaboThI 6elKa IPUBOAAT AeIelNi OHOTO
WIY HeCKOJIbKMX 3K30HOB reHa. [/ BbIAB-
JICHUA TaKUX Ae(EeKTOB MOKET UCIIOIb30-
BaTbCA MYJIBTUIUIEKCHA JINTa303aBUCAMAast
amiutugukanua (MLPA).

ITomo6HAasA CUTyalus CKIAbIBATCA U IPU
TIOIIBITKE IOATBePKAeHUA HacjleICTBeH-
HOI'O aHTHOHeBpoTu4yeckoro oreka (HAO)
1-ro Tumna c gedunurom C-mHrUOGUTOPA.
KinuHuvyeckad KapTUHA pelUIUBUPYIO-
WX OTEKOB, YaCTO BO3HUKAIOIIUX B JIeT-
CTBe U He OTBEYAIOIIMX Ha CTAHJAPTHYIO
Tepanuio IToKokopTuKocrepouaamu (IKC)
¥ aHTUTUCTAaMUHHBIMU IIpelapaTaMu,
03BOJIAET 3anog03puThk HAO, onpenennuTs
CHIKeHMe yPOBHA U aKTUBHOCTH C1-UH-
TUOUTOPA ¥ HAIIPABUTH MTAllFIeHTa Ha TeHe-
THYECKYIO TUATHOCTUKY. Y OOJIBITNHCTBA
nanueHToB ¢ HAO 1-ro TUIA BBIABIIAIOTCA
TOo4eqyHble MyTanuu B reHe SERPINGI, s

00HaAPYKeHU KOTOPBIX IOCTATOYHO MEeTO-
JI0B ceKBeHMpoBaHU:A. OfHAKO, KaK U IIpU
X-XTb, BestvKa A0 IIAIlEeHTOB C Aelelln-
AMM HECKOJIbKMX SK30HOB WIM JaKe IeJI0r0
reHa SERPING1, 4To TpeOyeT UCITOIb30BAHII
JPYTUX MeTOA0B AVATHOCTUKU.

KOMMJMEKCHbIV AHANU3

He n1a Bcex dpopm BAU xapakTepHBI yeT-
KUe KIMHUYeCcKUe U[WIn JIabopaTopHbIe
IIPU3HAKU, 10 KOTOPBIM MO>KHO OIpaHU-
YUTh FreHeTU4eCKU! IMMOVCK OJHUM T'eHOM.
U3 onMCcaHHLIX Ha cerofHs 6osee yeM 500
dpenoTunuyeckux BAW uis HECKOIBKO
MOXKHO 3aII0JI03PUTh JI0 IIPOBeJleHUs TeHe-
TUYECKOTO 00C/IeNOBAHMA (HEKOTOPbIE IIPU-
MepbI IpUBe/leHbI BhIle). B G0obIInHCTBe
CJIydaeB Bpay CTAIKUBAETCA C 6oyree pa3Mbl-
ThIM (PeHOTHUIIOM. 3a4aCTyI0 Jaxke IIPU Ofu-
HaKOBOM reHeTHYeCKOM Jie(pekTe B OCHOBE
3a60JIeBaHUA MAeHThI JeMOHCTPUPYIOT
Ppa3HbIe BO3PacT [1e0I0Ta, KIIMHIIECKYIO Kap-
TUHY U CTelleHb BBIPAXKeHHOCTU CUMIITO-
MOB. B Takux cIyJassx MeToZioM BhIOOpa AJIs
TIOATBEPKACHYA AUarHo3a CTaHOBUTCA NGS.
O6beM MCCIeJOBAaHIA YaCTO 3aBHCUT OT BO3-
MOXKHOCTel 1abopaTopuu U oT GUHAHCH-
POBaHMA UCCIEJOBAHUA (TPAHTHI, IIOMOIIb
¢onzos u T.1.). [Ipu nposenennu [1OC wiu
[IT'C MOXXHO pacIIUPUTH UCCIeLOBaHUE
o GopmaTa «Tpuo», KOraa 00CaeayoTCA
Cpasy MaIueHT U ero POIUTENH, a IPU Heoo-

XOAMMOCTH U JpyTHe POJLCTBeHHUKH.

OfZHaKO HeJOCTAaTOYHO TOJBbKO BBIA-
BUTH KaKOH-Tu60 BapDUAHT METOLAMU
MOJIeKY/IAPHO-TeHeTUYeCKOM AaTHOCTHKM.
Heo6x0on¥MO IPaBWIBHO OIIPEJIeIUTh €TI0
NIaTOTeHHOCTDh U COIIOCTABUTh C KIUHU-
YeCKOU KapTUHOMU. B mociegHue rognl
pacIupeHue CIeKTpa AUarHOCTUIeCKUX
BO3MOKHOCTEH IIPUBEJIO K He0OX0LUMO-
CTU KOMIUIEKCHOTO aHAIN3a MOJTy4eHHBIX
JaHHBIX. YacTO BBIABJIAIOTCA BapUAHThI
C HeoIlpeZleJIeHHOUM KJIMHUYeCKOU 3Ha-
yuMmocThio (VUS), Tpebytonye fagbHeH-
1mero GyHKIMOHAJIBHOIO TeCTUPOBAHUA
I UCCIeJOBAaHUA CeMEeHOTO aHaMHe3a.

B Takux CIydasx BaXKHA MeXAMCIIUILIN-
HapHadA paboTa UMMYHOJIOTOB, TeHETHKOB
U 6MoMHGOPMATUKOB /IIsI KOPPEKTHOM
UHTePIIpeTaIlluy pe3y/IbTaToB.

Kpowme Toro, Bce yalie UCIOJIb3yeTCA MOA-
Xof, PYHKIIMOHAIBHOTO BATUAAIMOHHOTO
TeCTPOBAHMA, IIPU KOTOPOM IIpeAIIoiIara-
MBIV IaTOTeHHbIN BapUAHT IIPOBEPAETCH
Ha KJIeTOUYHBIX MOZEJIAX IIPYU IIOMOIIIY MeTO-
JIOB peJJaKTUPOBaHUA reHOMa, TaKUX KaK
CRISPR/Cas9. DTU TeXHOJIOTUM ITO3BOJIAIOT
He TOJIbKO ITOATBePAUTD BIMAHNE MyTallu
Ha QyHKIMIO GesKa, HO ¥, IOTeHITUAIBHO,
pa3pabaTeIBaTh IEPCOHATU3UPOBAHHBIE
TIOXOABI K TepaIuu.

TeHeTUKY U TPAKTUYECKYe BPaYH JOKHBI
OBITh OYE€HBb OCTOPOKHBI IPU UCKITIOYe-
HUU WIN TOATBEPKIEHUY MATOT€HHOCTH
BApUAHTA TOJIHKO HA OCHOBAHUU COOTBET-
CTBUS MeXK/y KIMHUYECKUMU [IPU3HAKAMU
¥ uIeHTUGUIUPOBAHHBIM TeHOM, He IIpe-
JOCTABJIAA IPSAMbBIX JJOKA3ATEIbCTB €ro
IaToreHeTUYeCKOU POJIN, OCOOEHHO B TeX
CIy4dasx, KOr[a pedb ufieT o 3a00IeBaHUsIX
C HETIOJTHOM TTeHEeTPAHTHOCTBIO.

OZHaKO HeOOGXOIUMO MOMHUTD, 4TO
He y BCeX MMAaIMeHTOB C KJIMHUKO-JIa-
60PaTOPHBIMU IPU3HAKAMU UMMyHOe(hU-
LIUTA yAAeTC OOHAPYKUTh TeHETUIECKYIO
MPUYMHY 3a00/I€BaHUS. DTO He UCKIII0YaeT
Juar"osa B/IV 1 HeoOXOAMMOCTH Ha3Haye-
HUA BCero o6'beMa Tepanuu JjIs KyIIupo-
BAaHUA CUMIITOMOB. [l1s1 6ostee addeKTus-
HOTO JIeYeHUs ¥ BO3MOKHOCTH CEMEMHOTO
TeHeTUYeCKOT0 KOHCYJIBTUPOBAHUA BAXKHO
TIPOAOJKATH ITOUCK.

11 3TOTO C OIIpefiesIeHHOM ITepUOUIHO-
CTBIO IIPOBOJIUTCA OIl€HKA y’Ke HCIIOIb-
30BAHHBIX JUAaTHOCTUYECKUX METO/IOB,
Ha3HaueHUe HOBBIX UCCIeOBAHUM, a IpU
HeOOXOAUMOCTH U MePecMOTp JaHHbIX
CeKBEeHUPOBAaHUs, COIIOCTaBJIeHNEe HOBBIX
KJIMHUYEeCKUX CUMIITOMOB C paHee O0Ha-
PyXeHHBbIMY BapHaHTaMU HeACHOIO KJIU-
HUYEeCKOI'O 3HAaYeHUA 1 HOBbIe IIOIBITKU
JIOKa3aTeJIbCTBA MaTOTeHHOCTU 3TUX BapU-
aHTOB. Kpome Toro, M3yyeHue snureHeTHde-
CKUX MeXaHW3MOB, aHAJIN3 TPAaHCKPUIITOMA,
OIITUYeCcKoe KapTUpOBaHUe TeHoMa U Jpy-
TUe TeXHOJIOTUU BHeCyT CBOM BKJIAJ B pas-
BUTHE TeHeTUYeCKOMN JUarHocTuku B,
TI03BOJIAT K&KIOMY ITallieHTy IOATBEePIUTh
CBOMU IMaTHO3 U MOJIYIUTh IIepCOHUPUITU-
PpOBaHHOe JleyeHue.

Taxkum o6pasoM, guarHocTruka BIY Tpe-
OyeT coueTaHUs PA3IUYHBIX METOOJIOTH-
YeCKHUX ITOAXO0[0B: KIIMHUYEeCKOU OI[eHKH,
J1a6OPATOPHBIX TECTOB, MOJIEKYIAPHO-
TeHEeTUYECKOI'0 aHAIN3a U QYHKIIMOHAIb-
HBIX HCCTeoBaHUM. KoMIUIeKCHBIM ITOIXo,
TI03BOJIAET He TOJILKO YCTAaHOBUTH TOYHBIN
JTMATHO3, HO U BRIOpAaTh Hanboee 3deKTrB-
HYIO CTPaTeTUIO BeleHN:A IalleHTa, BKIIIO-
4Yasg TapreTHYIO TePaIlIO WIN IIOATOTOBKY
K TPAHCIUIAaHTAIIX CTBOJIOBBIX KJIETOK. Q
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LLIKOJTA TIEAVATPA

Ponb BpoXAeHHbIX (pakTOpPpOB MMMYHUTETa njoaa,
MUKpoo6unoma n nHpekuun matepm B hopmMmmpoBaHumn
nepuHaTanbHON NaTOJIOrMU HOBOPOXAEHHbIX

3awymta v UMMYHHbIV KOHTPOJ/Tb OpraHn3ama 3M6puoHa, rnaoga N HoBOPOXAEHHOrO KPUTNHECKMN 3aBUCSIT OT BPOXOEH-
HOro UMMYHUTETa. IMOPUOH Pa3BNBAETCS U3 OAHOKIIETOYHOV 3UroTbl B 651aCTOLMCTY U B MPOLIECCE M0C1e40BAaTE TbHbIX
MUTOTUHECKUX AETIEHNV MPOXOANT Hepe3 racTpynisiuno U OpraHoreHes.

AnekcaHap
[puropbeBuny
PYMAHLIEB

[A.M.H., akagemnk PAH, npeangeHt ®BI'Y «HMUL|,
LIETCKOV FEMaTOoNOrm, OHKOSIOrMM U UMMYHOMOTUN
um. Porayesa», Hay4HbIi pykoBoguTenb MIHCTUTyTa
maTepuHcTBa 1 getctea ®rbOY BO «PHUMY

um. H.W. Muporoea» MuHapgpasa Poccun, Mockea

B 6JacTonucTe KIETKU IIPOCTPAHCTBEHHO
TIepeCcTPanBalOTCA, 06pas3ys TpU 3apozbIIe-
BBIX JILCTKA: OKTOJIEPMY, SHTOJIeEPMY U Me30-
IepMy. OTu TUCTKU auddepeHINPYIOTCA
B Pa3JIMYHbIe TUIIbI TKaHEeH WIN OPraHOB
BO BpeMsA opraHoreHesa. OpraHoreHes
HauyMHaeTCsd Ha TpeTbel U 3aKaHIMBAeTCs
Ha BOCHMOM Hejiere reCTanuu (B 9MOpHo-
HAJIBHOM IIeproJie Pa3BUTHUA IUIOAA).

DMOPHOHATLHOE KPOBETBOPEHUE, TIPENICTaB-
JIeHHO€ TIPUMUTHUBHBIMU dPUTPOUIHBIMU
¥ Makpo(darajibHbIMU IIpeAIeCTBeHHU-
KaMU, pa3BUBaeTCA 10 TaCTPYJIALIY U3 BHe-
3apoAbINIeBOM TKaHU, TO €CTb B MOMEHT
CTapTa IUIAIEHTAPHOTO KPOBOOOPAIeHHs.
VIMeHHO IUIALIeHTAa ABJISAETCS KII0YeBbIM
TMOCPEeIHUKOM, PeryJIUpYOIIM CI0CO0-
HOCTb UMMYHHOM CUCTeMBbI MaTepu IOoJ-
JIepKUBATh JIOKATHHBIA TOMEOCTa3 B MeCTe
UMIUIAHTAlUU OIUIOZOTBOPEHHOM AMIle-
KiIeTKH. [paHnIIa MeX/y MaTephlo U IUIOOM
TpefcTaBieHa TpodobracTaMu MOCIeTHero
U [eNUAYTEHBIMU CTPOMATLHBIMU KJIEeT-
KaMH, a TaK)Ke, YTO OYeHb BAKHO, JAeIUy-
QIbHBIMM UMMYHHBIMU KJI€TKaMU (MaKpo-
(pary, leHIPUTHBIE KJIETKU U ecTeCTBeHHbIe
kwuiepbl — NK). OT MOMeHTa UMITIaHTalH
JIO POTOB MHBAa3WBHbBIE TPOGHOGIACTHI IUIOAA
HaxXOAATCA B TECHOM KOHTAaKTe C JeIuay-
QTbHBIMU IMMYHHBIMM KJI€TKaMU MaTepu.

B Teuenue nepBrix 8—-12 Hefesb BTOPUY-
Hble TUMOUAHbIe TKAaHU (TUMYC, KOCT-
HBIN MO3T) OTCYTCTBYIOT, B CBAI3U C YeM
KJIETKU BPOXJAE€HHOI'O UMMYHUTETA Pd3-
BMBAIOTCA Ha TEPPUTOPUM KEJITOIHOTO
MeIlIKa U IIe4YeHHU IJIoJAa C MUHUMaJb-
HBIM BO3JelicTBUeM BHeITHUX (PaKTOPOB
WJIN TATOTEeHOB in utero, obecmeyuBas
B IIEPBYIO O4YepeAb TOJIEPAHTHOCTD Pas3-
BUBAIOIIETroCs OpraHu3Ma K MaTepUHCKOMN
cpene. iIMeHHO BHYTPpUYTPOOHAA cpeza
MOZYJIUPYeT pa3BUTHUE BPOXKIEHHOIO UMMY-
HUTEeTA, YTO UMeeT 3HaYeHue JjId HeOHa-
TAJIBHBIX UCXOJOB.

Knuardyeckoe 3HaueHUe peTOMATepUH-
CKOTO MUKPOXHMepHU3Ma Hesb3d Iepe-
OLleHUTh. IMeHHO IMMYHOJIOTHYEeCKOe B3a-
UMOJIEICTBYIe MEXK/Y IUIOZOM U MaTePhIo
omnpepnenser 3G dpeKTUBHOE BHIHAIIINBAHIE
GepeMeHHOCTHU U 06ecIiednBaeT Pa3BUTHE
TOJIEPAaHTHOCTH K MUKPOOHIOMY M XpOHMYe-
ckuM uHOpeKnuAM Oyaymieit mambl. Hapy-
IIIeHVe B3aMMOOTHOIIIEHU IUI0fA ¥ MaTepHu
CIIOCOOHO MIPUBOAUTH K OCJIOKHEHUAM

6ep6MeHHOCTI/I, €€ HeBBhIHAIIMBAHHUIO
U IIpeXAE€BPEMEHHBIM POAAM.

B pa3BuUTHU OCTIOKHEHUI G€peMEeHHOCTH
¥ POZIOB, POK/IEHUH JleTell C HU3KOM U SKC-
TpeMaJIbHO HU3KOM Maccou Teyia u popMu-
POBaHUU ITePUHATAIHHON IaTOJIOTUY HOBO-
POKIeHHBIX YIACTBYIOT He TOJILKO KJIETKU,
HO ¥ BHEKJIETOYHbIe POCTOBBIE (haKTOPHI
¥ ITUTOKUHBI, IPOAYIIMPyeMble UMMYH-
HBIMU KJIETKAMHU IUIOAA. DTO 3HAYUT, UYTO
KJIIOYeBbIM 3BEHOM B I1ape «<MaThb — IUIOJ»
ABJIAETCA IUIOJ, CIIOCOOHBIN ¢ 18-11 Hemenu
BHYTPUYTPOOHOTO pa3BUTHUA BKJIIOYATD
B IIPOLIeCC B3aUMOJIeMICTBUM U aalITUBHBIN
UMMYHHBIN OTBeT. OTBET 3TOT elle He3pe-
JIBIA ¥ BKJIIOYAETCS B IIOJIHOM 00beMe, KaK
TIPaBWIO, ITOCJIE POJIOB 32 CYET KOHTAKTOB
C BHEIITHUMU IaTOT€HAMU, B CBA3HU C YeM
BR)KHeIlIIIee 3HaY€HMEe BO BHYTPUYTPOOHBIX
OTHOIIEeHUAX C MaMOU MeeT BPOKJIeHHbIN
UMMYHUTET IUIOA U peOeHKa.

opraHoB BJIK npex/ie Bcero UHQUIBTPU-
PYIOT 6GapbepHbIe TKaHU, BBICTJIAHHBIE
GOKAJIOBUAHBIMU KJIETKAMU, TAKUE KaK
JKeTyno9Ho-KumedHbIii TpakT (MKKT), Abixa-
TeJbHbIe IIyTH U KOXKa, TO €CTh OpTaHbI,
KOHTAaKTHUPYIOIUe C BHeITHel cpemoi. BJIK
CUUTAIOTCA TKaHepe3UJeHTHbIMU KJIeT-
KaMHU, HO HeflaBHUe MCCIeJOBaHUA IIOKa3bl-
BAIOT, YTO OHU MOTYT MUI'DHPOBATh Yyepes
JM(ATHIECKyI0 CUCTEMY U 3a cYeT cOpoca
aum@rl yepes ductus thoracicus monagatb
B BePXHIOIO TIOJIYIO BeHY IIpU MHOEKITUU
U BOCTIAJIeHUH.

ILC1 3aBUCAT OT TPAaHCKPUIILIIMOHHBIX (aK-
TopoB T-box u T-bet, nponynupyIoT raMma-
uHTepdepoH (INF-y), 6eok pemenrtopa
uHTtepnelikuHa 7 (WI-7) u CD127 y mropeit
1 CD200R y MbImIelt; IPIPOSHBIHM pelenITop
IUTOTOKCMYHOCTU NKp46 (Tak:ke U3BeCT-
HbIil Kak NCR1) aKcripeccupyeTcsi y 060ux
BUZIOB. YBenmnmueHUe cekpenuu [FN-y ILC1

BpoxaeHHble nuMdonaHbie KNeTK1 y4acTBYT B paHHeu 3awumute
OT BUPYCOB N 6AKTEPUI, HO MX OTBET Ha HapyLLEeHWe perynsaumm
MECTHOW NMpoAyKLMY NPOBOCNANUTESNbHBIX LIUTOKMHOB B XXMPOBOW
TKaHW NPUBOAUT K METAO0IMHYECKMM HaPYLLEHUSAM U OXKUPEHUIO

MMMYHUTET NNIOQA

KiteTku Me30ZepMBbI 2KEJITOYHOIO MellIKa
U BHE3apoJbllIeBOM TKAHU CIIy>KaT UCTOY-
HUKOM (pOPMUPOBaHUA SHAOTEIUA COCY-
JIOB, COeJUHUTEeJIbHON U KPOBETBOPHOU
TKaHU, IepBOHAYAILHO IIPe/ICTaBIeHHON
SPUTPOIUTAMU, CHAOKAIOIUMHU Pa3BU-
BaIOMUICA SMOPUOH KUCIOPOAOM. YKe
K TpeTbell HeZiesle B KeJITOYHOM MeIlKe
MOSABJISAETCA KPOBOOOpaleHue, BMecTe
C IPUMUTUBHBIMU 3PUTPOOIACTAMU BO3-
HUKAIOT MerakapuonuThl 1 Makpodaru.
C yeTnIpex Hezeldb GepeMeHHOCTHU KPO-
BEeTBOPE€HUE U UMMYHOI'€He3 Pa3BUBAIOTCA
B HECKOJIbKUX He3aBUCHUMbIX HCTOYHUKAX:
CTeHKe JOPCAJIbHOM a0pThI U IPYTUX KPYTI-
HBIX COCYaX, cepflie U IUIalleHTe (IIpeAlie-
CTBEHHUKU CTBOJIOBBIX KJIeTOK, NK, Makpo-
(baru, TydHBIe U BPOXKACHHBIE TUM(OUIHbIE
etk — BJIK).

[TpeamecTBeHHUKU MaKpo(daroB UMeIoT
OpPTraHU30BaHHYIO JUd(PepeHIUPOBKY
10 OpraHaM M CucTeMaM (MO3T, Ile4eHb,
JieTKue, snuziepmuc u T.4.). BJIK mpencras-
JieHbI IATHIO Kiaccamu: NK, mumdousHnie
KJIeTKU — UHIYKTOPBI (GOPMUPOBAH JIM-
(paTmryeckoit cuCTeMbl U ee KOJUIEKTOPOB —
JmMbaTrndaecKkux y3ioB (LTi) u Tpu rpymmsl
BJIK (ILC-1, ILC-2 u ILC-3), xiIaccuunupo-
BaHHBIE HAa OCHOBe (DAaKTOPOB TPAHCKPUII-
MY, HeOOXOMUMBIX IS co3peBanus BJIK.

B oTnmuume oT afanTUBHBIX TUM(OIUTOB
BJIK KOJIOHM3UPYIOT y4aCTKU IUMGPOULHON
¥ 6apbepHON TKaHU BO BPeM:A Pa3BUTHUA
IUIOAQA, He NMOABEePTaloTCA COMAaTUIeCKON
PEeKOMOMHAUY U He dKCIIPECCUPYIOT
aHTUTeH-ClleuuIeCKUe penenTOphI.
I[Tomumo popmupoBaHUa TUMPOUTHBIX

CBA3AHO C ITATOTeHe30M BOCIAIUTETbHBIX
3a60/IeBaHUI KUIIEYHVKA U PEBMaTOU/THOTO
apTpura.

ILC2 npexcTaBIAIOT cO60 HanboIee OHO-
porHbIi kiacce BJIK, 3aBucAmux ot paxropa
Tpa"nckpunuuu GATA-3 ¥ IpOAYyIUPYIOLINX
IIUTOKWHBI 2-TO TUIIA, VIABHBIM 006pa3oM
W4, NJI-5, NI-9, JI-13. B o0CHOBHOM OHU
O0OHAPYKUBAIOTCS B YKUPOBOI TKaHU U JIeT-
KuX. [ToBbimenHana aktuBanuAd ILC2, kak
MIPEJIIONAraeTCs, UTPaeT BKHYIO POJIb IPHA
AUTeprudecKux 3a00IeBaHUAX KOXKU U CJIH-
3UCTBIX. ILC2 y4acTBYIOT B MUMMYHHBIX OTBe-
Tax Ha IapasuTapHylo UHPeKIuIo. Y Jiofeit
OHU 3KCIIPECCUPYIOT MOJIEKYJLY, TOMOJIOTY-
HyIO PeLlelITOPYy XeMOaTTPaKTaHTa B KJIeTKax
TH2 (CRTH2), u BbicOKHMe ypoBHU CD161,
TOIZA KaK OOJILIIMHCTBO MBIIIMHBIX ILC2
sKcrpeccupyioT ST2 (13 cemelicTBa pelien-
TopoB WJI-1).

PasButne u pynknua ILC3 3aBUCAT UCKIIIO-
YUTEeIBHO OT TPAHCKPHUIIIIMOHHOTO (paKTOpa
RORyt (peTUHOMA-CBA3aHHBIN CUPOTCKUN
penenTtop yt), B OCHOBHOM 3TU KJIETKH
0OHAPY>KUBAIOTCA B KUIIEYHUKE U KOXKe.
ILC3 kak 4eyioBeKa, TaK U MBIIIU MOTYT
TIPOJYILIUPOBATh KOJIOHUEeCTUMY/IUPYIOIIMI
(axTop rpanymonuToB-Makpodaros (GM-
CSF), WI-17 ufvwm WI-22. Y ioneit MOXHO
BBIJIEJIUTH JIB€ OCHOBHBIe noArpynis! ILC3
Ha OCHOBE dKCIIPeCCUHY IPUPOJHOTO perelr-
TOpa HUTOTOKCUYHOCTU NKp44 (Takxke
usBecTHOTO Kak NCR2). O6a Tuma Moryr
poypoBars MJI-17, y4acTBYIOIIMI B BOC-
najieHuy, Ho npoxykuua WI-22, koropas
nMeeT pellaplee 3HaYeHUe /I BOCCTAaHOB-
JIeHUdA TKaHel ¥ roMeocTa3a, B OCHOBHOM
orpannyuBaetca NKp44+ ILC3. YeenmrueHue

ILC3, nmpoxynupytomux WNI-17A, cBA3aHO
C Pa3BUTHEM BOCHAIUTENbHBIX 3a00seBa-
HUM KUIIeYHUKa, pacCeAHHOTO CKIepo3a
U HeKpOTUYeCKOro sHTepokonuTa (HOK),
B TO BpeM: KaK UX YMeHbIIIeHHe CBA3aHO
C pPa3BUTHEM CeTICHCa.

OOGuIupHbIe UCCIIeJOBAHN TTOCBANIEHbI
pacmudposke poau ILCs B oGecrieueHnu
noAfepKaHUA TKAaHeBOIO romMeocTasa
U UIMMYyHHO 3amuTsl. [TokasaHo, uto ILCs
9KCIIPeCCUPYIOT OIIpeJieieHHbIe HaGOPhI
PeLenrTopoB TKaHeCTTeU(pIYHBIM 00pa3oM,
YTO II03BOJIAET OOHAPYKUBATH CUTHAJIBL,
IoJIydeHHbIe OT X03AMHAa (B TOM 4YHCIe
OT aJIapMUHOB, HePOHAJIbHBIX MeAua-
TOPOB, MUKPOOOB ¥ AaHTUTE€HOB JIMETHI).
VIHTerpanysa sTUX SHJOT€HHBIX CUTHAJIOB
Heo0X0oVIMa LA TOAZleP>KaHVA TKAaHEBOTO
roMeoCTasa, I03TOMY HapylleHHue perysid-
1M oTBeToB BJIK IpMBOAUT K BOCIIATIEHUIO
¥ PacCTPOMCTBAM KJIETOUHOM peryianuu
¥ 06MeHa BelecTB.

BJIK B OCHOBHOM y4acCTBYIOT B paHHeH
3aImuTe OT BUPYCOB U OaKTepHui, HO UX
OTBeT Ha HapylleHUe PeryJaluu MecT-
HOU NPOJYKIUHU IIPOBOCIATUTEIbHBIX
LIUTOKMHOB B YXMPOBOM TKaHU IIPUBOAUT
K PasBUTHIO MeTa0OIIYeCKUX HapyIIeHUH
u oxxupenus. WI-5 u I-13, npoaynupye-
Mmble ILC2, uHAYIMPYIOT AU(depeHIUPOBKY
OOKAJIOBUIHBIX KJIETOK U PEKPYTUPOBaHUE
203MHO(PWIOB, 6a30(WIOB U TYIHBIX Kile-
TOK, KOTOPbIE YYaCTBYIOT B 3all[Te OT 3apa-
»KeHUsA reJIbMUHTaMH U BUPYCaMU, HO IIpUA
OTCYTCTBUU KOHTPOJIA 3TU KJITKU BbI3bI-
BAaIOT /UIePIIYecKye peakiuy U MeTabosu-
4YecKue HapyleHus. boree Toro, ucromenue
ILC2 y aKCcIlepUMeHTaIbHbIX MOJiesIel TIpef-
TiojIaraeT POJIb OTUX KJIETOK B Pa3BUTHU aToO-
IIMYECKOIO IePMaTUTA 1 aCTMBbI.

ILC3 mupoKO pacpoCcTpaHeHbI B TKaHAX
CJIM3UCTON OOOJIOYKH, U ObUIO AOKA3aHO,
gto NCR2+ ILC3s He0OXOMUMBI [T PEryJIu-
poBaHM GaslaHCca MeXTy KOMMEeHCATbHBIMU
¥ IATOTeHHBIMU GaKTepUSAMU ITOCPEACTBOM
npoaykuuu WI-22. Hanporus, NCR2 ILC3
MOTLYT CITOCOOCTBOBATH PA3BUTHUIO KOJIUTA
Ha MOJIeJIV BOCIIAIMTEIHHOTO 3a00/IeBAHNUA
KumeyHuKa. OTCyTCTBHe UMMyHOZepUITa
y nmanueHToB ¢ Aedururom BJIK nmpuseno
K MOSBJIEHMIO TUIIOTE3bI, 4TO BJIK Heobs1-
3aTeJIbHbBI IPYU HATUIUY GYHKIMOHATHHBIX
T- u B-ki1eTok. OmHAKO HeaBHUE NCCIIeI0-
BaHUA MOATBEPXKAAIOT U0 0 TOM, YTO
BJIK Henb3a paccMaTpyBaTh KaK KIIETKU,
obamarontye GYHKITUAMY, KOTOPbIE TOBKO
JIyOJIMPYIOT TAKOBBIE aNATITUBHON NMMYH-
HOM CHCTEeMBI.

B momoHeHMe K paboTaM, ITOKa3bIBAIONTIIM
BaOXXHYIO posib KyleTok LTi B popMupoBanuu
BTOPUYHBIX JIMM((POUTHBIX OPIaHOB BO BPEMA
3MOpHOreHe3a U B IIOCTHATATHHOM Pa3sBUTHUU
KUIIeYHBIX TMM(QOUIHBIX KJIACTEPOB, HeZlaB-
HUE UCUIeJOBAHUA TAKXKe IIPeJOCTaBIWIN
JlOKa3aTeJIbCTBA TOTO, YTO IIOAMHOXeCTBa
BJIK akcIipeccupyioT MHOXeCTBO (PaKTOPOB,
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LLIKOJTA TIEAVATPA

MpexpeBpeMeHHbIe poAbl:
1ILC2 1 ILC3 B geuunayanbHbix
NenKoumTax y XeHLLMH

C NpexaeBpeMeHHbIMI poaamu,
1IL-17A n 1IL-22 (Xu v coaBT.)

HeoHaTanbHasi NTHEBMOHUS:
INCR ILC3 n !IL-22 (Gray v coaBT.)

BpoHxoneroyHas aucnnasus:

lILC3 B naKocTn 6pOHX0anbBE0NSPHO-
ro nasaxa y nogew ¢ bJ10 n npexge-
BPEMEHHbIe pofbl Ha MbILLNHON
mMogenu runepokcum (Oehrle 1 coasT.)

®

HekpoTuyeckuin 3HTEpOKONUT:
INCR ILC3 u !IL-22 (Cho n coagrT.)
INCR ILC3 npogyumpyer IL-17
(Babu v coasT.)

Cencuc:

IL-17 npogyumpyeTt NCR ILC3
(Niu, Deshmukh 1 coaBr.)

PucyHok. Cxema npegnonaraemow ponu
ILC3 B natoreHe3e HOK, nocTtHaTtanbHoro
cencuca, HeoHaTaneHom nHeBMoHunn, BJ1
N NpexaeBpeMeHHbIX POAOB Y HEAOHO-
LLIEHHBLIX N HOBOPOXAEHHbIX OeTeW

Ha OCHOBE OMy6JIMKOBAHHbBIX KIIMHUYECKMX
N 9KCNepUMEHTalbHbIX MCCNefoBaHni

Ha NoasX U Mbillax

KOTOpbIe MOJY/IMPYIOT alallTUBHBI IMMYH-
HBIU OTBET B 3/JT0OPOBOM COCTOSIHUM U IIPU
6ose3Hu. B yacTHOCTH, OTBeT T-KJIETOK
mopynupytoT ILC2 u ILC3. UcaiegoBanusa
Ha MbIIIaxX IOKa3bIBAIOT, YTO B 3[l0OPOBOM
kutreyHuKe ILC3 sKCIIpeccupyroT MOJIeKYIbl
IJIaBHOT'O KOMIUIEKCa TMCTOCOBMeCTHMO-
cru (MHC) kacca II, Ho He 9KCIIpecCUpyoT
KOCTUMYyJIUpYyoIye MojeKysbl. CieoBa-
TeJIbHO, OHU UHTUOUPYIOT Clielu(puIHbIe
JULST MUKPOOUOTHI peaknuu T-KJIeTOK, TeM
CaMBbIM IIpeIOTBpaliasa BOCIaIeHe KUIey-
HUKA. DTO 00BACHAET MEXaHU3MBbI Pa3BU-
THSA TOJIEPAHTHOCTH IUIOJA K MUKPOOUOTE
Marepu. [lo-BuaMoMy, B3aUMOZieicTBUe
mexay ILC3 u poukynapubeiMu T-xe-
nepabIMU Ki1eTkamu (TFH) orpannumBaet
cekpenuio Wi-4 u npogykuuio IgA B-mum-
douuTamMu CIMBUCTON 0OOIOUKHL.

BAXXHOE B3AMMOLENCTBUE

IToroBopuM 0 B3aMOZENCTBUU BPOK/eH-
HOI UMMYHHOI CHCTeMbI I MUKpPOGHOMa
MaTepu. VI3BeCTHO, YTO GepeMeHHbIe He CTe-
PWIbHBI, He CTePUWIbHBI U OKOJIOIUIOAHbIEe
BOZIBL, CJTyXKallyie MUTaTeIbHOM Cpesioit I
sMbOpuoHa. Ho moyeMy 110/ He OTBe4aeT
Ha MUKPOOUOM MaTepu? YoequTe bHbII
OTBET Ha 3TOT BOIIPOC OBLI IaH B HEJaB-
HeM 5KCIlepUMeHTaIbHOM UCCIeJOBaHUU.
ABTOPBI KOJIOHU3UPOBAIU CTePUIbHBIX
MblIeil mramMmoM Escherichia coli, koTo-
PBIM He MOT COXPAaHATHCA B KUIIIEYHUKE,
HO 3(pdeKT Bo3mecTBIA 6aKTepUil OTCyT-
CTBOBaJI IIPU pojiax. A BOT IIOTOMCTBO
HaOJTI0/JaeMbIX 0 BOCbMU HeJlelb MbIIIeit
(4TO COIIOCTaBMIMO CO B3POCJIBIM BO3PACTOM
4eJI0BeKa) MMeJIO I COXPaHWIO UMMYHHYIO
namMmATh ILC-3. CnegoBaTelbHO, UMEHHO
osiaromapsi BJIK pe6eHOK BOCIIpUHUMAET

MaTepUHCKUNA MUKPOOUOM KaK CBOW,
II0 CYIIECTBY AejIaeT er0 CBOMM 0a30BHIM,
YTO COIIPOBOXKZAAET €r0 B TeueHUe >KU3HU.
[MTo-BUUMOMY, 3TO MOXKeT KacaThCs U XPOo-
HUYeCKUX MaTepUHCKUX UHPEeKIUN Wik
6aKTepUOHOCUTEILCTBA B IIEPBOM TPUIMe-
cTpe 6epeMeHHOCTH, TO €CTh 3TH IATOTe€HbI
MOTL'YT BOCIIPUHUMATLCA IUIOJOM KaK CBOU,
HeCcMOTpA Ha IUTOIIaTU4YeCcKoe BO3Jel-
CTBUE Ha Pa3BUBAIOIIVIECA TKAHU BO BPeMs
OopraHoreHesa.

Ba)XKHO OTMeTUTD, YTO y 6€3MUKPOOGHBIX
mbie pyakuuu ILC-3 HapyIieHbl, 4TO
COIIPOBOXKIaeTcs cHmkenueM ILC-3, mpo-
Jynupyromux WI-22, To ecTb GyHKIMOHU-
poBaHue u pasHooOpasue ILC-3 3aBUCAT
OT MUKPOOHOMa MaTepH.

POJIb B NATONEHE3E

Paccmorpum poss BJIK B maToreHese 3a60-
JIeBaHUM IUI0Z,Aa U HOBOPOXKAeHHOT0. HOoBO-
POXZeHHbIE, B YaCTHOCTH HeJOHOIIIEHHbIE,
nozaBep:xeHsI paspuTuio HOK co sHaunTe -
HOM 32060JIeBa€MOCThIO U CMEePTHOCTHIO.
[Tatorenes HOK mpepmosnaraet couetanue
He3PeJIOro MIMMYHHOTO OTBeTa C AucbaKTe-
pU030M WU, TOUHee, C UMMYHOJIOTTYeCKIM
HapylleHHeM B3auMOOTHOIIeHUU ILUIo/a
¥ MUKPOOUOTHI MaTepu. Posts ILC3 B marore-
He3e HOK HeaBHO ObLIa M3y4eHa B UCCIeNIO-
BaHMAX KaK Ha MBIIIaX, Tak U Ha ofAax. Cho
U COABT. UCCIIEOBATIN POJIb MbIIIUHOTO ILC3
B natoreHe3e HOK u 06GHapy:XWiu B CBOeH
Mozeny, 9to NKp46 (Iurasi-akTuBaTop HOp-
Ma/IbHBIX KIEeTOK-KIWUIepoB) ILC3 yBeyeH.
ABTOpBI TaK:Ke IIOKa3aIy, YTO SKCIIPeccus
00pa31oB KUIIEYHOM TKAHU OT Jeteii ¢ HDK
yBenuumia NI-17RA (peuerrrop WUJI-17A)
u cHusmwia WI-22 mo cpaBHEHUIO CO 37,0-
POBOM KUIIEUHON TKAHbIO OT MJIQJIeHIIeB
6e3 HOK. VccnemoBaTenu He OOHAPY KN
PasHUIIBI B dKCIIpeccuy nUToKuHA WI-17A.
CHuxenue WI-22 u yBenudeHue NKp46
ILC3 mpeamonaraet, 4To AUCOTAHC B COOT-
HomeHuu noarunoB WNI-17A u NI-22 ILC3
MOXKeT ObITh BOBJIeUeH B naToreHe3 HOK.

Babu 1 coaBT. B UcCIefOBAaHUY Ha MBIIIax
OPOAEeMOHCTPUPOBAIH, YTO IIOTOMCTBO,
POXAEeHHOe OT MaTepeil, MUTaBIINXCH eIou
C BBICOKUM COZIep)KaHUEeM KUPOB, ObLIO

6ostee BocmpuuM4uBo K HOK, omocperno-
Ba"HOU yBeyaeHreM NKp46 ILC3, koTopbie
IIPOU3BOAIN 6osbire NI-17, 9yTo IIpezaIo-
JlaraeT (pyHKIIMOHAJIbHYIO FeTepOTeHHOCTh
ILC3 B HeOHaTWILHOM IIepHOZeE.

Bbananc moatumnos ILC3 B HeOHATAJIbHOM
KUIIeYHUKE TaK)Xe MOXKeT ObITh BaXKeH,
TOCKOJIbKY TPaHCTeHHbIe MBIIIU C ITIOBbI-
IeHHOU aKcnpeccuet NJI-23 u nocienyo-
muM ysenndenueM ILC3 UMEIOT TsKesble
IIPOABJIeHNA BOCHIaIeHNA KUIIeYHNKA, YTO
TIPUBOAUT K HEOHATATIbHOM cMepTHU. B coBo-
KYITHOCTH 3TH JaHHbIE YKa3bIBAIOT HA POJIb
ILC3 B HBK, HO ux ciefyeT BOCIIPUHUMATh
C OCTOPOXXHOCTBIO, YIUTBIBASA, YTO B UCCIIe-
JIOBaHWMU UCIIO/Ib30BaJIaCh UMMYHOTHCTOXU-
MUA TKaHeW MBbIIIel, 3ATUThIX ITapaduHoM,
a MbImMHbIe Mofeny HOK He ABiA0TCA Hau-
JIydIlleli Tpe3eHTanyel YeloBe4ecKoro 3a60-
JteBaHMA. HeoO0X0AMMBI TaThHeHIIe UCcie-
JIOBaHUS C UCIIO/Ib30BaHNEM CBeXKell TKaHU
nanueHToB ¢ HOK, BKIIOUatomye Xxapakre-
puctuky ILC3 1 [pyrux TUIIOB UMMYHHBIX
KJIETOK, KOTOPbIe ObUTH BOB/IeueHbI B HOK,
BKJIIOYAA aalTUBHBIE T-KJIeTKHU.

ILC3 Taxxxke MOKeT UIPaTh BAXKHYIO POJb
B BOCIPUMMYUBOCTU K IOCTHATUIBHOMY
CEICHUCY, CBA3AHHOMY C HapylleHUeM
MUKPOOHOMa MaTepy YUIN HeIOHOIIIEeHHBIX
JleTeli aHTUOMOTUKAMU. Y HOBOPOXKAEHHBIX
MBIIIIe}i BOCIIPUUMYMBOCTD K CEIICHCY IIOBBI-
IIAeTCsA I0CIe BO3/IeHCTBIA aHTUONOTHKOB
JlaXKe BDEMEHHO — B Pe3y/IbTaTe CHIKEHUS
ILC3, mponynupytomero I1/I-17. Kpome Toro,
B MBIIIHOM MOJIe/I1 HeOHaTaIbHOM ITHEeBMO-
HuHU ypoBeHs ILC3, nmpoxyiupyromero NJ1-22,
ObUI CHIKEH B JIETKUX IIOTOMCTBA, POXKIEeH-
HOTO OT Marepe¥, IPYHUMABIINX AaHTUOWO-
THKU IIPOKOTO CIIeKTpa AeMCTBYA 3a 5 THe!
IO POZIOB, a IIOTOMCTBO TaK)Ke ObLUIO 0oee
BOCTIPUMIMYUBO K ITHeBMOHUMY, BBI3BAHHOU
S. pneumoniae. [locie CHUXKeHUA yPOBEHb
ILC3, nmpoxynupyrowero MJI-22, yacTU4HO
BEPHYJICA K HOPMe IIPU BOCCTAaHOBJI€HUU
IIOTOMCTBA C HOPMATBHOM GaKTepUATHHOM
KOJIOHU3alllel B IIOCTHATAIbHOM Ilepuoe.

Bpouxonerounas aucmiasus (BJIJ) — aTo
XPOHHYECKOe pecuupaTopHoe 3aboneBa-
HUe, KOTOpOe BO3HUKaeT y HeIOHOIIeHHbIX

B pe3yJbTaTe MpeXIeBPeMeHHBIX POJIOB,
BO3/IeMICTBUA KUCJIOPOAA U UCKyCCTBEH-
HOM BeHTWIAIMU JeTKUX. B :KUAKOCTH
OPOHXOAIBBEOJIIPHOTO JIABAXKA YPOBEHb
ILC3 cHUXeH y HOBOpOXAeHHBbIX ¢ BJIJI.
Y mopet ¢ myramamu RORC u HapyIeHHON
¢ysxmmeit ILC3 HaGIIOAAETCA XPOHIIECKas
uHbeKIYA, BeI3BaHHaA rpubamu Candida,
a HeJIOHOUIeHHbIe UMEIOT IIOBBIIIEHHYIO
BOCIIPUMIMYHBOCTD K TPIOKOBOMY CEeIICHCY,
4YTO TAaKXKe 3aCTaBJIAeT IIpeAIonaraTh, YTo
y HeIOHOIIIeHHBIX MOXKeT ObITh HapyIlleHa
ynxmusa ILC3.

HenasHo fedekTs! ILCs 6bUTH OGHAPYKEHBI
B IUIalleHTax MaTepel IociIe IpexeBpe-
MEeHHBIX POJIOB. B HccrenoBaHny, B KOTOPOM
OIIeHUBAINCh JeIAAyalbHble JeAKOIUTHI
U3 IUIALIEHT KeHINWH II0CJIe IIPeKIeBPeMeH-
HBIX ¥ CPOYHBIX POJOB, oA ILC2 u ILC3
ObLIa BBIILIE y MaM IIOCJIe IPeXXAeBPeMeH-
HBIX POJIOB. ABTODHI TAKe OOHAPYKWWIH,
YTO 3KCIpeccusa NUTOKUHOB ILC3 NJI-22
u NJI-17A TakKe yBeJIM4YeHa Y KeHIIUH
CO CIIOHTaHHBIMU IIPEXAeBPEMeHHbIMU
pomaMu.

DTU pe3yIbTaThl UHTPUTYIOT U TPeOyIOT
YTOYHEHUA: KAKOB MaTepUHCKUU WUIU
dperanpHBIN UcTOUHUK ILC3 U KakoBa
TIOTeHIIAJIbHAA POJIb 3TUX KJIETOK B I1aTO-
reHe3e IIpeXX/leBpeMeHHbIX POJIOB, YaCTOTa
KOTOPBIX He YMeHbIIIaeTcsA, B TOM YUCe
B Pa3BUTHIX cTpaHax? KpaTko uaMeHeHu:A
B noaTunax ILC3, aKcTpanoarupoBaHHBIX
U3 HeOHATaJIbHbIX UCCIEJOBAaHUM, PACCMO-
TPeHHBIX B CTaThe, IIPOWLTIOCTPUPOBAHEI

Ha PUCYHKe.

B3rnga B 6YAYLIEE

MBbI TOMBKO HaUMHaeM OCO3HaBaTh Ba-
HocTs BJIK, u npexze Bcero ILC3, B marto-
reHe3e KPUTHYIECKUX 3a60JIeBaHUN, CBA-
3aHHBIX He TOJIbKO C HeJJOHOIIeHHBIMH,
HO U C IOHOIIIeHHBIMY HOBOPOXXJJeHHbIMMU.
dyHKkIyoHanbHaA rereporeHHoCcTh ILC3
Y 9TO KaTeropuu MalueHTOB HyXXJaeTcA
B JlaJIbHeNIeM olpefieJieHUN U U3y4eHUun
MeXaHU3MOB UMMYHHOI'O KOHTPOJIA C y4a-
CTHeM BPOX/IeHHBIX fe(peKTOB UMMyHHUTeTa

Oxonuanue Ha cmp. 7

®  MANEHbKU YEJTOBEK —
JlaHTeceHc BONBLUME MITAHbI

HyCUHepCeH

Pexyama

@® HycuHepceH nokasaH

HycuHepceH nmeeT cambin
NPOAOIHKUTESNbHbIN

ONbIT NPUMEHEHMSA B Tepanmm
CMA B mupe’

ansa neveHns CMA
6e3 orpaHn4eHum no Tmny
1 BO3pacTy naumeHTos?

HycuHepceH nveet
AOKa3aHHY 9(O(PEKTUBHOCTb
B YNy4LUEHUN OBUraTesbHbIX
YHKUNIA Y NaLMEHTOB

¢ nto6biM TNOM CMA3¢

1. Mo matepuanam, ony6nnkoBaHHbIM Ha caiite FDA,
https://www. fda. L

ata nocneaHero o6patieHns 16.05.2024.
WHeTpykums no n|

TNanTecerc® JM-Ne(005199)-(RG-PY) ot 15.04.2024,
https://grls.rosminzdrav.ru/Default.aspx.

NURTURE Study Group. Nusinersen initiated in infants during the
presymptomatic stage of spinal muscular atrophy: Interim efficacy and safety
results from

the Phase 2 NURTURE study. Neuromuscul Disord. 2019
Nov;29(11):842-856. doi: 10.1016/.nmd.2019.09.007. Epub 2019 Sep 12.
PMID: 31704158; PMCID:

PMC7127286.

Castro D, et al. Nusinersen in Infantile-onset Spinal Muscular Atrophy:
Results From Longer term Treatment From the Open label SHINE Extension

11bl.pdf

N

0 npenapara

]

>

udy.
Presented at: 2020 American Academy of Neurology (AAN) Annual Meeting;

May 18, .
. CHERISH Study Group. Nusinersen versus Sham Control in Later-Onset
Spinal Muscular Atrophy. N Engl J Med. 2018 Feb 15;378(7):625-635.
doi: 10.1056/NEJMoa1710504. PMID: 29443664.
Coratti et al. Motor function in type 2 and 3 SMA patients treated with
Nusinersen: a critical review and meta-analysis Orphanet J Rare Dis (2021)
16:430.
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NHDOOI PAOKA

AnHa AnekcangposHa MYXUHA

K.M.H., annepronor-uMMyHosor rasHbIn KypaTtop pernctpa HASMWA,
Hay4HbIl COTPYAHWK OTAena SMAEeMUONorum 1 MOHUTOPUHIa
nMmMyHopedmumtos GIeY «HMULL AFOU um. Omutpus Poradesa»
Mwunsgpasa Pocecun, Mocksa

HoBoctu Poccunckoro peruncrpa
nepBUYHbIX UMMYHOaedULNTOB

Poccwvickuii pervctp nepBu4HbiX nMMmyHogeguuymtos (ML) HaymnoHansHou accoumarmm sxkcrieptos B obnactv [NV ¢oykeupyeT HerpepbiBHbIN pOCT
yucna nayneHToB. [NoMUMO BKITIOYEHWST HOBbIX O60JTbHbIX B PEXUME PeasibHOro BpeMeH N ¢ MUHUMAaslbHbIM OTCTaBaHNeM OT MOMEHTA 10CTaHOBKU Ava-
rHo3a, B perucTpe rnocTosiHHO OGHOB/IAETCSA MHGOPMaLMs O paHee BHECEHHbLIX nauueHTax. PaboTaroT BepugukaLmsi, MOHUTOPUHI AaHHbIX, MPOUCXOANT
aHanu3 faHHbIX peructpa v cosgaHne KacToMU3npoBaHHbIX OTHETOB.

R R
11

MCTOYHUK UHO®OPMALINN

Pernctp manueHTOB C BPOXAEHHBIMU
ommbxkaMy nMMyHUTeTa (I1IH]1) cyrmecTByeT
€ 2017 roza ¥ akTUBHO cobupaet uHpopMa-
LIMIO O JieTAX U B3POCJIBIX II0 BCeW CTpaHe.
BrnaromapA yJacTuio 60JBIIOTO YHCIA
Bpavell JaHHBIe PerucTpa AOCTOBEPHO
OTPAXKAIOT JUHAMUKY OCHOBHBIX 3IIHJe-
MMHOJOTUYECKUX XapakTepuctuk I[IN]].
ITpofomKaroIMUIICA HeIIPePhIBHBIA POCT
4UCJIa MALMeHTOB PerucTpa Mo-IIpeKHeMy
IIPOUCXONUT IIPEUMYILIEeCTBEHHO 3a CYeT
TeuaTpUIeCcKoro KOHTUHIeHTa. ExxeromHo
puar"os [1M]] BepBbIe yCTaHABINBACTCS
He MeHee 4yeM 500 JeTAM, IIPU 3TOM Y KaxK-
JIOTO IIATOrO peGeHKa 3aboyeBaHYe BbIAB-
JIAIeTCA B pe3y/IbTaTe pacIIMPeHHOIo Heo-
HaTajgbHOro cKpuHUHTa (PHC).

PocT 4mcia manmueHTOB OTpaxKaeTcsa
Ha IIOKasaTejle PacIpOCTPAHEeHHOCTH
ITH]I, KOTOPBIii 3a TOABI pabOTHI PErucTpa
IPpaKTUYECKU YABOWICA, JOCTUTHYB 2,74
Ha 100 TeICAY HaceJIeHUA (TOIbKO KUBBIE
nanyeHTsl). COXpaHAeTCs CyleCTBeHHbBIN
pas6poc 3(phEeKTUBHOCTU AUATHOCTUKU
MMM/ B pasnu4HbIX pernoHax. CTOUT OTMe-
TUTD, YTO B OT/EIbHBIX CyObeKTaX, Hallpy-
Mep B pecrnyOnuke TarapctaH, MocKee,
ApociaBcKoi 06IaCTH, pacIpOCTPaHeH-
HOCTb 3HAYUTEJILHO IIPEeBLIIIaeT CPeIHIO0
II0 CTpaHe, MPUOIIDKAACH K MUPOBBIM 3Ha-
yeHUAM — 1:10 000 HaceseHuA.

Ha rpadukax npefcTaBjleHO aKTyaJlbHOe
COOTHOIIIeHUe Ho3oorudeckux ¢opm ITNU]]
C JeTai3alyei COrIacCHO MeXIyHapOJHOM
riaccudukaruu [T (2024).

ANHAMUKA YNCNTEHHOCTU NALMEHTOB PETMUCTPA (n = 6380)
B 2024 roxy perucTtp IOMOJHWICA 656 IMaliueHTaMu, U3 HUX 517 merelt
U 139 B3pOCTIBIX (BO3PACT Ha TeKyIIUII MOMEHT).
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HO30JIOTMHYECKUE ®OPMbI NMAA (n = 6380)

'ymopanbHbie (1573)

CwvHppomanbHble (1139)
AyToBocnanuTenbHble 3a6onesanus (807)
[edeKTbl cMcTeMbl KOMNNemeHTa (712)
HedekTbl harouyntosa (463)
Kom6uHrpoBaHHble aedekTobl (567)
MMMmyHHasa gucperynsums (382)
HeyTtouHeHHbI ML (419)

[edeKkTbl BpOXAEHHOrO UMMYHUTETA (82)
KocTHOMO3roBasi HegocTaTo4HOCTh (34)
®deHokonuu (aytoaHTuTena) (2)

FENEEEEEEENE
©
2

PACMNPOCTPAHEHHOCTb NMA NO PETMOHAM P® (n = 5654)
VickmroueHbl CeJIeKTUBHBIN JeUnuT IgA, TpaH3UTOpHAA MIafieHuecKasd TUIIOo-
raMMaroOyIuHeMus, cuHgpoM Mapmrayuia (PFAPA)

Ha 100 TbIc. Hacenexus

3,0-3,5
3,5-4,0
4,0-4,5
4,5-5,0
5,0 1 BblLE

HAPYLUEHUA T'YMOPAJIbHOIO 3BEHA (n = 1573)

X-cuenneHHas 235
arammarno6ynmHemMus
- Arammarno6ynmHeMus HeyTo4HeHHas 83
CHWXeHWe ypoBHA MMMYHOMIO6YNMHOB BCEX KNAacCoB 40
C yMeHbLLEHWEM 1 (1nun) oTcyTcTBUEM B-nnumdoumtos
Heknaccuduumpyemble HapyLLEHWs rymMmopanbHOro
22
3BeHa
I HecemeitHas 19
HacnepcTeeHHas runoramMmmarno6ynmHeMus 14
HeyTo4YHeHHas
CHuxeHune yposHs IgA, IgG ¢ HopMasbHbIM 41CIIOM 6
B-numdouutos
| ArammarnobynmHemums 1

KOMBUHUPOBAHHBIE
MMMYHOOE®ULNTDI

C CUHOAPOMANBHOW NMATONOIMMEN
(n =1326)

Deveaen 42

Hapywews penapaum IHK 349
- o 195
-OMHbIl7I nedekt 79
-E-CMH,quMbl (HIES) 79
-DHeTava C KOCTHbIMY AUCTINasuamm 73
-e 3a60nesaHus, conposoxaatoLLmecs M 58
-:lpOM Kabyku 48
AHMMOpoTUYECKas aKTogepMasibHas 9
aucnnasua c 4
I BpoxaeHHbI ouckepaTos 6
I HedekTbl BUTamMmHa B,, n metabonuama 3
conaros
| JumdpaHrnomatos 2
| CuHgpom BugemaHa — LltaiiHepa 1

UMMYHHAA ONCPEryNnaAuug (n = 382)

AyTOVMMMYHHBI nuMdponponndepaTBHbIA
CUHOPOM

umen unm 6e3 Hee

CeMelHbIN remodaroumUTapHbli TMMEOrMcTMOLMUTO3
(FNL) 6e3 runonurmeHTaumm

FemodbarounTapHbii numdorncTmoumnTos (HLH)

AyTOMMMYHHBI NMdonponndepaTnBHbIN CUHAPOM,
comaTtuyeckme mMyTtaumm

CocTosiHuA VIMMyHHOl7I aucperynaunm HeyTo4HeHHble

FNL ¢ runonurmenTaumen

MMMyHHaH aucperynaumsa ¢ Konutom

OedekT RIPK1

AYTOMMMYHHbIE COCTOsIHWS C IMMdonponudepa-

LNE®EKTbI BPOXXJEHHOIO
UMMYHUTETA (n = 82)

70
aCMONOXEHHOCTb 15
61 IM 3a6onesanusm (MCM[)
37 WHIM-cuHgpom 13
34 HedeKT BPOXAEHHOrO UMMYHUTETA 9
HeyTOYHEHHbIN
30 CvHapoM MBMapka (M30nm1poBaHHas 4
BPOXAEHHAas acnieHuns)
29
OcTeoneTpos 3
24
MpeapacnonoXeHHOCTb K TsHXKenbIM
19 BUPYCHbIM UHDEKLMAM 2
[edeKT curHanbHoro Nyt 1
15 TONN-NoJo6HOro peLientopa
1 I ppageHut 1
1 I HedbexT STAT2 1
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LLIKOJTA TIEAVATPA

Ponb BpoXxpaeHHbIX (hakTOPOB UMMYHUTETA Nnoga, MUKpo6uoma
n MHdpeKunn matepu B OpMUPOBAHUUN NepUHaTaNIbHOW NaTONIOrnm

HOBOPOXAEHHbIX

4| Oxonuanue, Hauano Ha cmp. 4

¥ HaKJIQ/IbIBAIONIET0Cs Ha Hero pruobpeTeH-
HOro MMMyHUTeTa. HecMOTpA Ha CXOACTBO
YejoBedecKoro u MpimuHoro ILC3, octa-
IOTCA NPUHIANIAAIbHbBIE PA3JIMYUA, OLHO
M3 CaMbIX IPKUX U3 HUX — Hamm4yue TLR
Ha yesioBeyeckoM ILC3. Kpome Toro, pyHK-
A nogTunos [LC3 y Iiofa B HeOHATATbHBIX
U B3POUJIBIX MOJEJIAX, II0-BUAUMOMY, Pas-
Jmyaetcs. Taxoke TpPaAULIMIOHHO CYUTAeTCA,
gTo NCR ILC3 B n1epBy10 o4epeib IPOAYLIH-
pytoT 1uToKMH WI-22, HO Y HOBOPOXKIE€HHBIX
MBIIIe 3TOT OATUII, II0-BUAVIMOMY, UMeeT
3HaYUTEeIbHYIO ITpoayKumio WI-17A, cBA3an-
HyIO0 € BOCIpUUMYHUBOCTEIO K HOK 1 cenicucy.
Bpema HOK, BJIJI u celicuica y HefOHOIIIEH-
HBIX 3HAYUTEIbHO, I03TOMY ITOTEHIIUA Tepa-
NeBTUYECKHUX BMeIIaTeIbCTB, HalleJIeHHbIX
Ha ¢yHknuo ILC3, 114 yinyJieHusa pe3ysib-
TaTOB ABJIAETCA IPUBJICKATEILHBIM.

MexaHu3MBbI, OllpefesAlolye, Kak MarTe-
PYHCKUI MUKPOGHIOM U JIieTa MOMYJIUPYIOT
ILC3 mwnoma,— 3To ellle 0Ha BO3MOXKHOCTD,
CIIOCOOHAs IIPUBECTHU K OCTYKEHUIO Tepa-
IeBTUYECKUX ITeJIeH.

Bymymue HampaB/ieHUA UCCIeL0BaHUN
B 00JIACTH BPOXKAEHHOTO IMMYHUTETA IUIOZA
n HOBOPO)K,HQHHOI‘O JAOJI’)KHBI BKJIIOYATh:

a) paspaboTKy M BHEAPEHUE B IIPAKTUKY
TeCTOB, XapaKTepusymImux QyHK-
LIIVOHAJIBHYI0 aKTUBHOCTh (DaKTOPOB
BPOXKJEHHOIO MMMYHUTETA Y IUIOAA,
HOBOPO’KIeHHBIX U JleTel paHHEero BO3-
pacTa B HOpMe U IIPU ITaTOJIOTHM;

6) MMMYHOTHICTOXUMUYECKUI U MOJIEKY-
JIIPHO-TeHeTUYeCKUI aHaIu3 O6uorm-
TaTa CBeXXel KUIIeYHOU TKaHU HeJo-
HOIIIEHHBIX ¥ HOBOPOXKAE€HHBIX IIPHU

BOCHAJIUTEIbHBIX COCTOSHUAX (HaIIpU-
mep, HOK) miia onpeseneHus oHTOTe-
He3a ILC3 u BbIABJIEHUA NOATUIIOB
ILC3, IpUCYTCTBYIOLUX Y 5TON IPYIIIIBI
OOJIBHBIX;

B) YTOYHeHUe KJIeTOYHOIO COCTaBa BPOXK-
JIEHHBIX IMMYHHBIX ()aKTOPOB y abop-

THUPYeMBbIX II0 MeAUIIMHCKUM II0Ka3a-
HUAM IUIOZIOB C aKIIeHTOM Ha MaTepUH-
CKYe SKOJIOTUYeCKYe, MUKPOOHBIe U Jivie-
THU4Yeckue (paKTopbl, KOTOPbIe BIUAIOT
Ha KOJIMYeCTBO U (PyHKIMOHAIbHbBIE
nokasareyu suHnun BIIK;

I) TIIOCTHaTaJIbHBbIe HcciIefoBaHuA BJIK
Y HeJOHOIIEeHHBIX U JOHOIIEeHHBIX
HOBOPOXJeHHBIX, KOTOPbIe IIOMOTYT
UJeHTU(PUITMPOBATh IIyTH BOBJIEUeHUA
U IPUBEPXeHHOCTb JIMHUY Pas3IMIHbIX
BJIK B HeOHaTaJIbHOM IlepUojie, BKIIIO-
4as u3ydeHue TOro, KaKk MeCTHbIe TKa-
HeBbIe (AKTOPBI M MUKPOOHAA KOJIO-
HU3aIysA HaIIPaBJIAIOT TeTepPOreHHOCTh
u pynxuuro BJIK.

YunThIBasg MHOXKAIMeCA JOKa3aTeIbCTBA
BaskHOCTU BJIK B HeoHaTasIbHOM IIepuofe,
9TU UCCIeN0BAHYUA UMEIOT ITOTeHITNA BbIAB-
JIEHUA YHUKAJIbHBIX MI/IKPOGH])IX, aueTruyde-
CKUX ¥ (apMaKOJIOTUYEeCKUX BO3IeICTBUN
UL METUITUTHCKOTO KOHTPOJIA BPOXKAEHHOTO
UMMYHUTeTa HOBOPOK/IeHHBIX ITyTeM BO3-
JleficTBUA Ha 6epeMeHHBIX U KOPMAIIUX
JKeHINVH VIV HeJJOHOIIeHHBIX JeTeH. I&
Cnucok aumepamypul Haxo0umcs 8 pedarxyuu

ADbB

MPECC

W3AATENBCKUA JOM

HE NPOCTO MN3OATE/IbCTBO -
COOBLLECTBO MEANLIMHCKX CMELIMAJTUCTOB
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Noka3saHud K NPpUMEeHEeHMUIo:
PeBMaTouaHbin apTpuT (PA)

COVID-19

)«emoaamm LBETa KMIKOCTh. MoKa3aHNs K

MNonuapTUKynapHbIN IBEHUIbHBIN nanonaTnyeckum aptput (MKOUNA)
CUCTEMHbIN IOBEHUNBHBIN nanonaTuyeckum apTput (CKOUNA)

_ CuHApoMm BbICBOGO)K.D.eHVIFl UnTOoKMHOB (CBLI)

Kpa ¥t Homep: TIN-Ne(006657)-(PERU).
J:Lewcmylomee eeLuecrao wunnwayMaﬁ B 1 Mn KOHueHTpaTa couep)«mcﬂ 20 Mr Toumnuymata. B KaaoM GpnakoHe B 4 mn 8
as Gopma: KoHueHTpaT ANS MPUTOTOBNIEHUS PacTBOopa ANA MHY3MI. Hpoapawaw WM onanecuypyiowas, becUBseTHas unu cerka
K

TOUMIN3YMab

Aeefcoe wcoarere!

B kaxaoM dnakoHe 810 Mn

UMTOKMHOB. I

UNepYYBCTBUTENBHOCTb K TOuMﬂMByMa Y Mv K niobomy 13 EcnoMoraTeﬂth\x BELLECTB, akTMBHble
KoMGMHaum c MHFMGMTOpaMM OHO-anbda unM NprMeHeHwe B TedeHue 1 MecsLia nocne nedeHms aHTin-OHO I
‘MCﬂO HeiTpodwnoB (AYH) <1 x 109/m; Yneno TpoMBoLwToB <50 x 103/mkn (COVID-19), aeTckuit BospacT Ao 18 net ans HauMeHTOB C PEBMATOMAHbIM aPTPUTOM, neTchM EOSPBCT A0 2 NeT A9 MauMeHToB
KIIM BDTPHTOM 1 CHCTEMHbIM I0BEHHToHM WAMOTATHHECKUM BpTDHTOM, nercmw eozpacrqmaner an

MiA APTPUT, CUCTEMHbIN maenwnwmm apTpuT, COVID 19, cMHApOM

0CTH «TIeueHO! ol >10 pazor BFH abconioTHoe

(COV\D 19] U:laNHbIE OTCYTCTBYOT), AETCKMMA anpacr n018 net ana
a Takke c (Hanpyvey

Ha30$apUHIAT, rofloBHas oMb, SR NGl 1) HOBM\.UEHME

€
, CaxapHbli Auabet 1 MHTEpCMuMEﬂhHDe 3abonesatie nerKMx) npenpacnonara»omwe K pasBuTMIo MHGEKUMIA. A38eHHOe nopayeHye
0praHos »(enyno»lHo KULLEYHOTO TpaKTa [)KKT} wn /:Msepmxynw B aHaMHe3e. AKTUBHOe 3aboneBaHI1e NeYeHn unu Heoc . [ P
acnapr: 1 (ACT), BI'H 60r1ee Hem B 1,5 pa3a. YPOBEHb TPOMBOLMTOB Hibke 100 103/, HexenaTenoHbie peakuit: Hanboniee HacTo OTMEUaBILUMMIC HEXENTaTEbHbIMA
peaKLUMaMm Habnioaanuce y 25% NaLWeHTo, NoMy4aBLuMX muwnmyMaG B Bie MOHOTEPANuM U1 B KOMgMHSLlMM ¢ BMBM ans neverms PA, ClOMA 1 NIOVA) Bbinn UHGEKLIMI BEPXHUX AblXaTeNbHbIX NyTel,
ATT. Haubonee ce

wm xpouwecxwe VHEKLIMY B aHaMHe3e,

depassl (ANT) unn

PeaKuMaMu Bbini Cepbestble UHPEKLMM, OCNOKHEHWA

[VIBEDTVKYNUTA M PEaKUMM A ¢

JIM-N2(006657)-(PT-RU) o 26.08.2024. flata AocTyra 12.03.2025

M3y4eHme KIMHNYECKOI SGGEKTUBHOCTY MEPBOro OTEYECTBEHHOMO

P pea ¥25%
6biNW NOBbILLEHIE AKTUBHOCTH «NEYEHO4HbBIX» TpaHCaMMHaS 3anop M MH¢EKLM§ MOYEBbIBOAALLMX MyTew. CM. ﬂOﬂHyKJ MHQ)opMauwoo npenapare B MHchyxuqu 110 MEAVNLIMHCKOMY MPUMEHEHMIO.
1. MIHCTRYKUMS 1O MEeAMLMHCKOMY MpHMeHeHMIo npenapata KomnnapeiT®. https://gris.rosminzdrav.ru/Default.aspx

2. Aatosa E.B, Baxapesa lO.C, Byrposa O.B, BuHorpagosa V1.5, fepacimoga E.B, [lpesuta 0.3, Epwosa 0.5, 30Hosa E.B,
WBaHosa OM., "Vnusariosa E. H Koctuk MM, Kpeunkoea [1.1, Kyceemq OA, MacnaHcKui A n, MeLukog A Ao, Mocecosa H. C
Haroprosa K.A, Hocosid [1.B, Monakosa C.A, Nlonosa T.A, Cmonspuyk E.A, Copoukas B.H, Lisapu 0!, [inoa I1.H, WocTak
M.C., KOHOHMH VA 0., AxTaMOBa-MMBMPOBCKas H.E, Xammros PA Mapkosa OA 3aropyitko E. M 3yea EB. Cpaaneanoe
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VHCTPYKUMEV N0 NPUMEHEHNIO, TPEOCTABNAEMON KOMMaHMe-T

leHepuyM He p
MIPUMEHSTS NPENapaTbl KOMMaHYM CrIOCOGAMM, OTAMUHBIMU OT OMMCAHHbIX B MHCTPYKLWIM 0 PUMEHEHMIO.

MATEPVAN NPEAHASHAYER ANd CMIELIMANCTOB 3D,PABOOXPAHEH|/IQ. MEPEL] NPUMEHEHWEM OBA3ATENIDHO
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uvu M Ne ©C77-74576 o 14 pekabps 2018 r.
KaTeropuiecku 3anpeLyaeTcsi nonHasn Uin YacTu4Has nepe-
neyaTka marepuanos 6e3 ouunanbHOro cornacus pepak-
umn. MHeHne pefakuvi MOXET He COBNafatb C MHEHUEM
aBTOpOB. OTBETCTBEHHOCTb 33 AOCTOBEPHOCTb PEKMAMHbIX
0GbSBIIEHNIA HECYT PEKNaMOATENN.



SWiXXG BioPharma

Modern Medicines for All

WHHOBALMOHHbIE METOAbl JIeYeHUs
MNauneHToOpUEeHTUPOBAHHbIW NOAXOA

KomaHpa BbicokonpodeccuoHanbHbIX
cneuuanncTos

Csukc bnocapma - hapmaueBTuHeckass KomnaHus, npeacraenaowas noptdesb TpaHCHaUNOHaNbHbIX
Kopnopauuin no npon3BoacTBy buocdapmaueBTnyecknx, 6espeuenTypHbIX npenapaTtos U nagennmn
MeAULUUHCKOro Ha3Ha4YeHus1, 3aMeHssa ux hunuanbl nu oTAesbHble bU3HEC-Noapa3feneHns Ha pblHKax,
roe OHU He BenyT AefIoBYy0 aKTUBHOCTb. Hala npepaHHaa cBoeMy fesy KoMmaHga cneunaimcToB CTPEMUTCS
obecne4ynTb [OCTYN NAUMEHTOB K HEOH6XOAMMbBIM UM COBPEMEHHbIM JIEKAPCTBEHHbIM Npenaparam,
KOTOpble NMPOM3BOAAT HaLUW NapTHEPBbI.

Csukc buocapma ctparerndyecku (pokycupyertcs Ha 4 TepaneBTUHECKUX obnacTax, npepiaras MUHHOBA-
LNOHHbIE METObl JIeYEHNA PEOKNX, OHKOJIOMMYECKNX U FeMaTosiorm4ecknx sabonesaHuni, cneymnannsun-
pOBaHHOW MOMOLLM U BaKUUHaXx.

000 «CBWUKC X3JICKEA», MEXXAYHAPOHAS TPYNMA KOMMAHUIA CBUKC BUODAPMA
105 064, r. MockBa, 3emnsHou Ban, a. 9

Ten.: +7 495 229 06 61

JNeKTpoHHas noyra: russia.info@swixxbiopharma.com
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