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Joporue xosuteru!

VIMMyHOIOrusa — nepegHui Kpai pa3BU-
TUS GHOIOTVIV ¥ METUILIMHEI, TOUKa POCTa
MeIVKO-OHOIOTMYeCKIX HayK. MbI 0C03-
Haja{d BaXKHEUIIYI0 POJIb UMMYHHOU
CHCTeMBbI B 3aIITe OT BHEIITHIX UH(DeK-
IIMOHHBIX BO30yAWTeNIelH, B IIPeIOTBpa-
IeHUU ayToarpeccuy, HeKOHTPOJIpye-
MOTO KJIETOYHOI'O POCTa U oA epKa-
HUY BHYTPeHHero TKaHeBOI0 FTOMeOoCTa-
3a MaKpoopraHusMma. B 3aBucuMocTu
OT aKTHBALVY ITPHOOPETEHHOTO WV BPOX-
JIeHHOTO IMMYyHHUTeTa IMMYHOBOCIIUIN-
TeJbHbIe 3a601eBanys (VB3) pas3nenaor

Ha ayTOMMMYyHHBIe (AV13) 1 ayToBOCTIa-
TesbHbIe (AB3). OCOGEHHO IITMPOKO AYTO-

VIMMYHUTET ¥ ayTOBOCIIAJIEHNE TIPEICTaB-
JIeHbI IIPY UMMYHOBOCIIaIUTEIbHBIX
TeHeTUYEeCKUX U PEBMaTHUYeCKUX 3a00-
JieBaHUAX. PacimipoBKa ux natoreHesa,
paciupeHyie BO3MOXKHOCTeH AMarHo-
CTUKHU U Pa3pabOTKa HOBBIX METOZIOB
JIeyeHUA — IIPUOpUTEeTHbIe HallpaBIeH
MenuiiHbI XXI BeKa.

B 2I10Xy KJIETOYHBIX TEXHOJIOTUI U TeH-
HOY TepaIyy, HalpaB/IeHHbIX Ha G0PBOY
C PaKOM U HCIieJieHre TeHeTHYeCKH 00y-
CJIOBJIEHHBIX IIATOJIOTHI, UCCI€NOBAHMS
B 00JIACTY TeOPeTUIECKON U KIIMHITIe-
CKOM MIMMyHOJIOTHIY ITOMOTaloT obectie-
YUThH 6e30MMaCHOCTh HOBBIX METO/IOB
JedeHrs. IMMyHOJIOTHA CeTOIHA — 3TO
CMOM03 TeHeTHYEeCKIX, MOJIEKYIJLIPHO-
OUOJIOTIECKUX, XUMUIeCKUX 1 THPOP-
MAIVIOHHBIX TEXHOJIOTHIH. [0ff B yCIOBILAX
IMaHJeMUY IT0Ka3aJl, HACKOJIBKO HaM
Heo0XOMIMO 3HAHIIE BCeX ITHX HAIIPaB-
JIeHUi. VI3ydeHue BIIVIAHVA TeHeTHIe-
CKUX BADUAHTOB U BPO)KIEHHbIX ledek-
TOB Ha BOCTIPUMMYMBOCTD K MH(EKIVAM,
Ha CKJIOHHOCTB K AVI3 ¥ paKy — BayKHBII
WHCTPYMEHT Pa3BUTH NIMMYyHOJIOTHYe-
CKOI HayKU U 3[pPaBOOXPAaHEHN B LIEJIOM.

ViMMyHoOIIaTO/IOrMYeCcKe HapyllleHus,
onpegesAtonye mporuo3 npu COVID-19,
3aCTaBWIM HaC ITPOM3BECTH PeIO3UITNO-
HUPOBaHVE UMMYHOLIOOY/IMHOB, IIpelia-
PpaToB KJIETOYHOM Tepalliy 1 IIPOTUBO-
BOCIIUINTEIBHBIX CPEJCTB, pa3pado-
TaHHBIX I iedeHrus AB3 u AM3. DTo
TIpuMep BOCTPeOOBAHHOCTH HOBBIX Me-
JUIUHCKUX TeXHOJIOTUU B Tepaluu
He Tormbko COVID-19, HO U ApyTHX BUPYC-
UHIYIAPOBaHHBIX MB3.

SAMTIALBIBAA B BYLYLLEE

[lepcneKTuBbI pa3BUTUSA
KJIMHU4E€CKOU UMMYHOJ10rMmn

KrnvHnyeckas MMYHOJI0rvs — rnpukiagHasi, MeguUMHCKas 4acTb Hayku 06 MMMYHUTETE.
O TOM, Kakme BO3MOXHOCTU OTKPbIBAIOTCS Nnepes Hevi B 65ivxanLLevi n oTgasieHHou rnep-
CreKTvIBe, paccKasbIBa€eT IT1aBHbIV pefaKTop Halueu ra3etsbl, akagemvk PAH, npeavgeHt
OBI'Y «HMVIL| getckovi rematosiormm, OHKOS10rum v UMMYHOJTOrMn MMeHu [mutpus Pora-
yeBa» AnekcaHgp puropsesny PYMSAHLIEB.

PACLUMPEHUE 3HAHUN

B noctentett yerBepTy XX BeKa 6aromapst
OypHOMY PasBUTHIO MOJIEKYJISIPHOIM GHOJIO-
TUM, TeHeTUKU U KJIeTOYHBIX TeXHOIOTUM!
CTaJIa IIOHATHA POJIb KJIMHUYECKON UMMYHO-
JIOTUM B MeIULIMHE. DTO CJIeIaIoCh BO3MOX-
HbIM 0J1aroJjaps MOsIBJIEHUIO HOBBIX 3 dek-
TUBHBIX METOJIOB McClejoBaHuA. Takux,
HallpuMep, KaK reHeTUYeCKUI HOKayT
(knock-out), HarpaBIeHHBIN Ha pa3pylIeHye
(BBIKJIIOUEHNE) OIIpeJieJIeHHOTO TeHa ¢ IIOMO-
IOBI0 TOMOJIOTMYHOM peKoMOuHanum. JKu-
BOTHBIE-HOKAyThI — yZOOHAS MOJETTh [I KC-
olenoBaHUA GYHKIUN PasIMYHbIX TeHOB.

CiremyeT Tak)Ke OTMETUTH BaXKHYIO POJIb
TPaHCTeHHBIX )KUBOTHBIX, ¥ KOTOPBIX BbI3bI-
BaIOT TaK Ha3bIBaeMble MOZEIU TeX I
UHBIX 3200I€eBaHUI YeIoBeKa, BKII0YAs
TIATOJIOTHIO0 UMMYHHOH CHCTEMBI ¥ OHKOJIO-
THIO, C IEJIBIO UX U3y4YeH: U Io00pa Tepa-
nuu. I1oABWIaCh BO3MOKHOCTD IIepeHoca
CTBOJIOBBIX KJIETOK YeJIOBEKa, TPAHCIUIAHTa-
IV TeMOIIO3TIYeCKIX ¥ IMMYHOITO3TIIe-
CKUX KJIETOK IIPY ITIePBUYHBIX I BTOPUYHBIX
UMMYHOZIe(PUIIUTAX, QyTOBOCTIAIUTEIbLHBIX
3a00IeBaHUAX, OIyXOJIAX U UHPEKIUAX
uMMyHHOU cucreMsl (M1C).

Ha mrasax o[fHOTO TOKOJIEHUA Bpadeil 1 Hayd-
HBIX UCCIENOBATENEN KIMHINYECKas IMMYHO-
JIOTUA HAy4YWIACh OTBEYATh Ha IJIaBHbIE
BOITPOCHI ITPAKTIIECKON MEAUIMHBI — HaYU-
Has OT BbISICHEHUA T€HETUIECKOM U MOJIEKY-
JIIPHOM IIPUYUHBI 3a00/I€BAHUA U 3aKAHYU-
Bast GMOMHGOPMAIIMOHHBIM U KJIMHUKO-IA-
6OpaTOPHBIM AHAIM30M OTBETa XO3AMHA,
KOTODBIH, KaK OKa3aI0Ch, OO BACHSET KINHU-
YecKyie IIPOSIBIEHYS] ¥ BApUAITUY (DEHOTUIIOB
GOJIe3HM.

ITprMepaMu HOBBIX IIPEACTaBIEHUI O POIIU
KJIETOYHOM pery/AIUY Ye/loBeKa CTUIN 0Ka-
3aTeJIbCTBA BHYTPHYTPOGHOTO (hOpMHUPOBa-
Hua VC mwioga BotencTBue peToMaTeprH-
CKOI'O0 MUKPOXMMePHU3Ma U II0J] BIUAHUEM
MUKPOOHOTEI MaTepu. Ha 3To yKa3bIBaroT
HeCTepWIbHOCTS ILIAIeHTapPHOM Cpelbl,

AKTUBHBIN TPAaHCIUIAEHTAPHBIA 0OMeH
CTBOJIOBBIMU U 3()(PeKTOPHBIMU KJIETKAMU
MMMYyHOTeHe3a, IMMYHOIJIOOYJITHAMI, MeJTV-
aTopaMU BOCIIJIEHUA U IUTOKUHAMI.

OmnpefesieH NOMHBIN CIIeKTpP T-KJIeTOK IUIoAa
(HaTUBHBIe ¥, 3, MyKO303aBHCHMbIe T-KJIeTKY,
perysiaTopHble T-KJIeTKY IaMATH) HAYMHAA
¢ 18 HezesIb GepeMeHHOCTH. B cryvasx marte-
puHCKYX nHGekuwii (BUY, LIMB, mapa3uTosst
U JIp.) IeTU POKAAIOTCA C aHTUTeH-Crienuu-
yeckumu C/14 u C18+ T-ximeTkamu u B-mum-
(porrTamMuy, MpOAYLUPYIOIIUMU CIIeLypIde-
CKUe aHTUTeJA, YTO CBUJETeIbCTBYET O CIIO-
COOHOCTU IIOZAA K aJANTUBHBIM (IIPU-
0OpeTeHHbIM) IMMYHHBIM PEaKIVAM. DTH
JlaHHBbIe UMeIOT Ba)kKHelIllee 3HaUeHUe
B nipariMmupoBaHuu VIC HOBOPOXKJIeHHBIX,
TOJIEPAaHTHOCTH K NUIIEBbIM U TKAaHEeBbIM
AHTUTEHaM, a TAKXKe MUKPOOUOTe U XPOHU-
YeCKUM UHQEKIMAM MaTepy C IepCUCTUDY-
OIIVIM BO30YIUTEIIEM.

AyToaHTUTeIa MaTePU, IepeJaroIuecs
TPAHCIUTAIEHTAPHBIM ITyTEM, CIIOCOGHBI BbI-
3BIBaTh 3200JIeBAHUs Y IUIOJA U peOeHKa,

IIpUYeM I10 YaCTOTe OHU COCTABJIAIOT IIPU-
MepHO IOJIOBHHY IPeHaTaJIbHBIX pac-
CTPOYCTB, CyIIeCTBEHHO BIUAIONINX HA 0~
KasaTesu MIaZileHIYeCKON CMepTHOCTH.

HOBbIE AAHHbIE

Oco6oe 3HaYeHVE I TOCTHATATILHOTO Pa3-
BUTUSA peGeHKa UMeIOT HOBhIe JaHHBIE
00 SBOJIIOITY B3aMMOOTHOIIIEHUIT BPOXK/IEH-
HOTO U IPUOOGPEeTeHHOTr0 UMMYyHUTETA
OT 3a4aTHA A0 DIyOOKoM crapocTu. [Ipexe
BCero — C TOYKY 3peHUs yBeJInYeHUs KOIU-
YeCTBa reHeTUYeCKY Bepu(UITMPOBAHHBIX
UMMYyHOJe PUIIUTOB C pa3HOOOPa3HBIMU
KIMHUYIEeCKIMY ITPOABJIEHUAMY, IIPEACTAB-
JIeHHBIMU He TOJIbKO V JeTell, HO U Y B3pOc-
JIBIX (aTOIUA, XpPOHUYECKUe NHPpeKIuy,
ayTOBOCIIAJINTEIbHbIE CUHIPOMEI, ayTOHM-
MyHHBIe 3a00JIeBaHNA, CHHPOMBI KOCTHO-
MO3TOBOM HeIOCTaTOYHOCTH, ommyxoinu VC,
JOOpOKayeCcTBeHHAA U 3JI0KaYeCTBeHHasA
CONUIHAA OHKOJIOTHSA).

OKa3aJI0Ch, YTO YaCTOTa TeHETUYECKUX Je-
(peKTOB UIMMYHHBIX KJIETOK COCTaBJIAeT 1 Ha
10 000, ¥ 3TO JIUIIH [y BepUPUITPOBAHHON
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SAIMTTIALOBIBAA B bYLOYLLIEE

TPYIIIbI IEPBUYHOTO UMMYHOAeDUIUTA
(TN O), ncrirrodasa celeKTUBHBIN e UIUT
IgA. B cBA3U € pa3HOOOpa3ueM KIMHUIECKIX
MAacCOK Y PacTSHYTbIM B Te4eHHe KU3HU YesI0-
Beka geororoM ITN]I B riocienHee gecsaTuie-
THe aKTUBHO PacIIypAeTCsa HeOHaTAIbHbIN
CKPUHVHT UMMYyHOZe()UINTOB, II03BOJIAIO-
1MUY TUarHOCTUPOBATh Y HOBOPOXKIEHHBIX
T- 1 B-xiIeTo4HyI0 IMMQOIIeHUIO.

B 57011 IpyIIITe pricKa AMarHOCTUPYIOTCA TsDKe-
JIasi KOMOMHVIPOBAaHHAs IMMYHHAsA HeJJOCTa-
TouHOCTH (TKUMH), ilecATKY CUHIPOMAaIBHBIX
[T1]JI, BTOPUYHBIX PACCTPONCTB KIE€TOYHOM
PEeTYJIAIVM, CBA3AHHBIX C IIOPOKAMHY Pa3BU-
THA CePAIeYHO-COCYAVICTOM 1 HEPBHOM CHCTEM.
VIHTepecHO OTMeTHUTh, YTO BCe HOBOPOXK/IeH-
HbIe C HU3KOH! U SKCTPeMaTbHO HU3KOM Mac-
COH TeJIa, UMeIoIIye BHICOKYI0 CMEPTHOCTb,
TakoKe MOMAAAI0T B 3Ty TPYIILY PacCTPOMCTB
KJICTOYHOU PeTyJIALN.

ATAKYIOLWWME KOMIMJIEKCbI
BaxxHelinel peryiupylomei cucTeMoi
B IMMYHHOM OTBeTe SIBJIAeTCA CUCTeMa KOM-
wieMeHTa. B ee coctas BxonaT 6omee 40 6e-
KOB, CBA3BIBAIOIINX BPOXKAEHHBIN U a/Iall-
TUBHBIN UIMMYHHBII OTBETHI, 06pa3ys MeM-
OpaHOAaTaKyIoInyie KOMIUIEKCHI Ha ITOBepX-
HOCTY IIaTOT€HOB WI[WJIN ayTOJOTUYIHBIX
kJIeToK. C fedeKTaMy CUCTeMbI KOMILIe-
MeHTa CBA3aHbI HACIeICTBEHHBIN aHTHO-
HeBpoTuYeckuil otek, CKB-mmofo6HbIe 3a60-
JIeBaHUA (HaIIOMUHAION[Ve CUCTEMHYIO
KPacHYIO BOJIYaHKY), TJIOMepyJIoHePpPUT,
TeMOJIUTUKOyPEMITIECKIE CUHAPOM, TTAPOK-
CU3MaJIbHAsA HOYHAA reMorIoGuHypus (ITHT)
¥ BO3pacTHaA MaKyJIoAuCTpodus.

BosmbInyio rpyminy reHeTU4ecKy JeTepMU-
HUPOBaHHBIX COCTOSHUI U 3a00IeBaHUI
VIC COCTaBJIAIOT Ay TOBOCTIATUATEIbHBIE 5OJIe3-
HU. OHU XapaKTepu3yloTCsa IIPOBOLIMIpye-
MbBIMU U HEeIIPOBOIIUPYEMBIMU IIPOIieccaMu
BOCITAJIeHNA, MaHU(PECTUPYIONTVMY pely-
JVBUPYIOIIeN JINXOPAAKOU U KIUHUYeC-
KMMU peBMaTU4YeCKUMU IIPOABIeHUAMU
C IIOpaKeHUeM CyCTaBOB, KOXKU, CJIU3UCTBIX
000JI0YeK, KUIIeYHUKA U IVIa3 IPU OTCYT-
CTBUH JIAOOPATOPHBIX AYTOUMMYHHBIX Map-
KepOB U YCTaHOBJIEeHHBIX UH(EKIIMH.

Omnyxomu MC pa3BUBaIOTCA U3 UMMYHOKOM-
TIeTeHTHbBIX KJIeTOK U VX ITPEIIIIeCTBeHHUKOB,
T- 1 BymiMoIUTOB, HATYPATHHBIX KULIEPOB,
(paronuTHpyOMIX MaKpo(}aros 1 AeHAPUT-
HBIX KJIETOK, KJIeTOK IPAaHyJIOITApHOIO pAfia
(IIpeaiecCTBeHHUKOB HeMTPO(WIbHBIX JIeH-
KOITUTOB, 203MHOIIIOB, 6a30(IIOB, TyIHBIX
KJIETOK, ITIPKYJIUPYIOIIVX U TKaHEeBbIX MOHO-
nuToB/Makpodaros). Dra rpymma 3abose-
BaHUM JeMOHCTPUPYET HaJIU4Ke CTBOJIO-
BOM KJIETKM OITyXOJI, KJIOHAJIBHBIM POCT,

>
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Ha rnaszax ogHoOro nokoneHus Bpayen Hayka
MMMYHOJI0MMSA Hay4uiacb OTBEYaTb Ha rfaBHble BOMPOChHI
NPaKTUYECKON MeONLMHbI, 0OBACHASA KITMHUYECKNE
NpoABIEHNA U Bapuaunm peHoTMNoB 601e3HN

HapyIlleHNe aloIrTo3a ¥ MeTacTasupoBaHue,
YTO YAVBUTEIBHO HAIIOMUHAET JIOTUCTUKY
3JOPOBBIX KJIETOK IIPYA UCIIOTHEHUH UMU
«CITy»KeOHBIX 00A3aHHOCTe . [I TAKYX OITy-
XoJIel pa3paboTaHbl METOABI TEPAIINH, Pery-
JIUPYIONYe KIeTOYHBIN ITUKJI, pellelllIo,
610KMpOBaHYe )ePMEHTOB ¥ KOHTPOJIBHBIX
TOYeK MMMYHHOI'O OTBeTa, a TAK:Ke HCIIONb-
syromue TI'CK ufvim KiIeTKY ¢ HallpaBJleH-
HbBIM Ha OITyXOJIeBble aHTUTeHBI JieficTBHeM
HCKYCCTBEHHO CO3/JaHHBIX TeHHOMHXeHep-
HBIX KOHCTPYKITUI COOCTBEHHBIX T-KJIeTOK
X03AMHa. VIMEHHO yCIIexuy B JIE4eHUHU OITyXO-
Jieti 1 VIC ey B OCHOBY PasBUTHA MIMMYHO-
Tepaluy paka.

NPU3bIB K OCTOPOXXHOCTU

HecMoOTps Ha epeync/IeHHbIe BhIIle HaU-
foJiee ApKUe JOCTIDKEHUA KIMHIYECKON
MMMYHOJIOTUH, BpPa4Xd HeTepIeNuBo,
He JOXKUAAACH YCTOABIIeNCcA TeOPUU UMMY-
HUTeTAa, BMEeIINBAIOTCA B JledeHUe IIpPo-
KOTO KpyTa 3a60IeBaHuI y ieTel U B3pOC-
JIBIX C IIOMOIBIO BHYTPUBEHHBIX U MOJ-
KO>KHBIX UMMYHOIJTIOOYJITHOB, MOHOKJIO-
HATbHBIX U OMKJIOHATBHBIX AHTUTEJ, MHT -
OUPYIOINX pelenTopbl JuddepeHIIPOBKI
T- v ByMMGbOLIUTOR, UHTMOUTOPOB ITPOBOC-
TTIATEeTbHBIX IUTOKUHOB U TUPO3MHKIHA3,
MMMYHOTOKCHHOB, THIMIOUTOPOB NMMYH-
HBIX TOYEK, CTBOJIOBBIX 'eMOIIOTUYECKUX,
MMMYHOIIO3TUYECKUX 1 Me3eHXUMAaIbHbIX
KJIeTOK, )KUBBbIX THAKTUBUPOBAHHBIX U pe-
kom6mHaHTHBIX JHK u PHK-BaknuH. [y-
Mai, YTO BCeOOHEeMITIONIAS TEOPUS UM-
MYHUTeTAa MOABUTCS HECKOPO, TaK KaK

VIMMYHOJIOTHSA IIPUOOpeIa HOBYIO HayIHYIO
U TIPaKTHYeCKyIo IapaJiIirMy, B OCHOBe KOTO-
PO JIEXKUT U3ydeHUe KJIeTOUHON peryyIaiun
MHOTOKJIETOYHOI'O OPraHM3Ma YeJIoBeKa
OT COCTOSTHUA IUIOA IO TIIYOOKOI CTAPOCTH.
[103TOMY SMIIUPUIECKU BHIOOP IMMYHOTe-
PpaneBTUYeCKIIX OIIII ONIPAaBJAH KaK C TOY-
KU 3peHU YKeJIaHV IIOMOYb O0JIBHOMY, TaK
U C TOYKU 3peHUs OIeHKU ATPOTeHHbIX
TIOCJIeICTBUI UMMYHOTEPAIIH.

Ki1eTOUHBIN rOMeOCTa3 CeroHsA ABJIAETCA
LIeHTPaJIbHOM peryIpyolel ciicTeMol opra-
HU3Ma, U ee COeIMHeHNe C IPYTIMU U3BeCT-
HBIMU CUCTeMaMU peryJAluu (HepBHOU,
SHIOKPUHHOMU, CepAEYHO-COCYANCTOU U JIP.)
B OJIVDKariIiee BpeMs IPUHIVITHATEHO U3Me-
HUT HAIll} IIPeZICTaBIeHNsA 00 STHOIaTore-
He3e U JIeYeHUU OCHOBHBIX 3a00IeBAHUI
YesioBeKa. B ocHOBe nx (peHOTUIIITIeCKOTro
Pa3sHO06Pa3us JIeXKaT reHeTIIecKue gedek-
TbI, UHGEKIIUY U OILyXOJIX UMMYHHBIX Kile-
TOK-TIpe/IIIIeCTBeHHUKOB U UX 3(deKTOPHOro
3BeHa. VIMEeHHO OHU IOJDKHBI VICTIONB30BATHCA
JUTSA TTepCOHU(UKALIVY JIedeOHbIX IIPOTOKO-
JIOB, YUUTBIBAIOIIIX BO3MOKHOCTH TapTeTHOM
VMMYHOTepPaIuy WX IMMYHOOIIOCPeJJOBaH-
HOTO COIIPOBOXKJIeHUA HACNEJ[CTBEHHBIX
U XPOHIYECKUX 3a00JIeBAHIII.

BbI30BBI, CBA3aHHBIE C HOBBIMU MH(EKIMAMU
U UX 3IMHAACMIYeCKHM PaCIPOCTPaHeHHeM
(9TO, B YaCTHOCTH, IPUOHHBIE GOJIE3HM, JIVIXO-
pazka D6osa, peTPOBUPYCHBIE U, HAKOHEII,
KOPOHaBUPYCHbIe UH(DEKIUM) IPUBHOCAT
B KOIMWIKY KINHUYeCKON UMMYyHOJIOTUH

a6COTIOTHO HOBbIE 3HAHUA B OOJIACTU AUATHO-
CTUKU U JledeHrA. Ha Moperax aTux nHpek-
LM IPOIEMOHCTPHUPOBAHLI HOBBIE, paHee
Heu3BeCTHbIe (POPMBI B3alMOZAEMCTBIA I1aTo-
TeHOB U MMMYHMTeTa B yCJIOBUAX UX IIePCH-
creHIUM B KieTkax VIC — Hanpumep, BUY
B 3pesibIx TvMdonnTax, BOB B Bymmdony-
Tax, 6akTepuil rpynmnsl Enterobacteriacea
B Makpodarax Wid UHAYKINA CUHAPOMa
akTUBaIMu Makpodaros rpu COVID-19.

Pacrio3HaBaHUe U 3JIMMUHAIVA U3 Opra-
HU3Ma COOCTBEHHbBIX, HO HEHY)KHBIX, MyTaHT-
HBIX, IIOBPEXIEHHBIX U IIOTHOIINX KIETOK
ABJIAETCA YHUKAJIBHOW, Hanbosee BRKHON
U He JI0 KOHIIA OLleHeHHOMN KIMHUIIICTaMU
dysxumeit VIC. Hanmpumep, MTHTOKCUKALMA,
4acTo (pUrypupyomasa B OMMCAHUAX COCTO-
AHA GOBHOTO KaK KIMHUYECKIH IIPU3HAK
3a60sIeBaHMA, B CBOEH OCHOBE MeeT UMeHHO
HapylleHue 5Tod QyHKIuU. [l BHEITHUX
00BEKTOB, IIPeOoI0JIeBAIOIINX 6aphepHbIe
TKaHHU, a 3TO IIpeKJe BCero cTep:KHeBas
MUKPOOHOTA, peske — MH(EKIVY, ITUINEBbIe,
VHTAIAIMOHHBIe, alllUTNKAlOHHbIe U APY-
THie HTHAYKTOPbl MIMMyHHOTO OTBETa, PeTy/Iu-
pyoInas KjIeToYHas cUcTeMa BbIOupaer
aJaNTalVOHHBIN IIyTh B3aMMOZeCTBUA
C IIPOKOM MAJIUTPOM MCXOAOB (YHUUTOXe-
HYe IIPUIIeNBIEB, COCYLeCTBOBaHNe C HUMU
WIN IIOpaKeHMe, IPUBOAAIIee K rnbenu
UHAUBUZA).

NMMyHUTET — 5BOIIOLIMOHHO caMasA HOBas
¥ caMasA TOHKO HaCTPAMBAIOIIAACA CUCTeMa
PeryJIAIvY, B3auMOZIeICTBYIONTAsA Ha PABHBIX
C IPYTUMU PeryJIAINOHHBIMY CUCTEeMaMU
(HepBHOM, 3HAOKPUHHOMU, CepAeIHO-COCY-
JIVICTOY U JTP.) WIX TOAUIMHIOmAA nx. Kak oka-
3aJ10Ch, KJIeTOUHAsA PEryJIAIYA — 3T0 He TOJIBKO
IIpOrpamMmMa JeHCTBUS TUMQOITATOB, OObSIB-
JIeHHBIX BEHIIOM 3KCIIePUMEeHTATbHOU UMMY-
HOJIOTWY, HO U PYHKIMA B3aUMOJeNCTBUA
pacmiupeHHOro IyJja IUPKYJIUPYIOIIUX
U TKaHeBbIX MaKpO(aros, IeHIPUTHBIX KJle-
TOK, KJIETOK MUEJIONI033a ¥ CTPOMAIBHOTO

MUKPOOKPYKEeHVIA.

KiuHuveckas UMMYHOJIOTUA CTAaHOBUTCA
OCHOBHBIM UHCTPYMEHTOM KJIMHIYECKOU
TeHeTUKHY, BHyTpeHHe! MeIUITUHbI, UCCIIe-
JIOBaHUA UH(EKITMOHHOM IIaTOJIOTHH, a TAaKXKe
TIPOLIECCOB PAa3BUTHA U CTApEHUs YeJIoBeKa.
HoBrble 3HaHUSA, ITOJlyYeHHbIE C IIOMOIIBLIO
VMMYHOJIOTHIECKIX, TeHETIIeCKIX 1 MOJTe-
KYJLIPHBIX METOZOB IUAarHOCTUKY, IIPUBEIYT
K YBeJIMUEHUIO ITPOAO/LKUTEILHOCTH aKTUB-
HOM XU3HU YeJIOBeKa U, KaK CIeICTBUe,
K IIPOI[BETAHUIO OOIIECTBA, OIMPAIOIIEMYCS
Ha HayIHO 0OOCHOBAHHBIE IIPUHITUIIHI MeJTH-
IITHCKOM HAayKU U IPAaKTUKU.

Crmcok JiuTepartypbl HaxoguTcs B peaakymmn

F@ HE NMPOCTO U3OATEJIbCTBO — COOBLLUECTBO MEANLMNHCKUX CINELMATIMCTOB

Usparenbckuit gom
«ABB-npecc»

Yposrorus ,
Onronorms CeroaHs

MEHHA 4

RAPTTHOJIOTHA &

[HEJUATPUA
CEl MH/H %

HATTAZETA

Mockosckaa______.J4, /
OHOOKPUHONOTHUSI/
[ CEroiHs 4

1 TUHEKONOr g«

\’ HEBPOHOH/IH
CEroaHAI:

5&& AkyLLIEepcTBO

XY P HA-N b

www.abvpress.ru

e YPOJIOrUA

EXEKBAPTARBHMA
a xun

@ YCTEXM

MOJIEKYSISPHOM

OHROJIOT MM ==

HEUPOXHPYPITHUS

@I'EMATINIUTMH

€ AHOPOAOT M

M TEHUTAABHAS XUPYPT U

L Hepso-mbiweynbie

bOJIE3HH

onyxonwu

onyxnnur(lﬂﬂBbI ____ © XEHCKOM
u LLEW iz

CUCTEMBI

PEI'[PO,Z[YKTI/IBHOI/I

& v IETCKOM
HEBPOAOT MM

www.rjcn.ru

OH K@TOAOPVIH

KA EXEKBAPTANLHUA PEUENIMPYEMSA XYPHA

Poccuiickuil
buomepanesmuyeckui
Hypxan

TUYECKMR PEL KYPHAR

RITHHWLHCT

Ta3oBada xupyprus

Peknama



ITeguatpuda cerogua N© 2 (14) 2021

3

[NEPBNHYHOE 3BEHO

CKPUHUHI UMMYHOAEe(PULUTHBIX
COCTOAAHUW Ha aMOynaToOpHOM npueme

lNepBunyHble uMmyHoZepuLmTHble cocTosiins (MNMVAOC) npegctasisiloT COO60M OOLLUNPHYIO rPYyy BPOXAEHHbIX Hapy-
LLUeHWi UMMYHHoU cucTtemsl (IC), koTopble NpuBOAAT K paHHUM JieTaslbHbIM ncxogam niv HeobpaTnMbiM N3MEHEHUIM
B opraHname pebeHka. ATy HapyLLUeHUs1 HeraTtuBHO B/INSIOT HA COCTOSIHWE 340P0BbS NayneHTa, a Takxe Ha ero coo-
CTBEHHYIO CYObEKTUBHYIO OL€HKY 3TOrro rokasartesisi B LjesioM. Harnpumep, peryrsipHble OCII0XHEHUS YBEINYNBaroT
PUCK pa3BUTUSI JENPECCUN N TPEBOIU y nayneHToB ¢ Takov pasHosugHocTbio MNMNLC, kak obLyas BapnabersibHasi

UMMYHHas Heoctaro4YHOCTb.

Nnbsa
AHaTONbLEBWUY
KOPCYHCKUI

[.M.H., annepronor-uMMmyHonor
ArKB Ne 9 um. I".H. CnepaHckoro

TPYAHOCTU ANATHOCTUKU

JULA yoTydIeHus KadeCTBa JKU3HU MAIfueHTa
Ype3BbIYANHO ByKHA PaHHAA AVAaTrHOCTHKA,
TIOCKOJIBKY 33/IepKKa ¢ Hel IIPUBOJUT K OT-
CYTCTBUIO 3/IeKBATHOM TePaINY U, CJIeIOBa-
TeJIbHO, K JATbHENIIINM Cephe3HbIM MH(EeK-
LIUAM, KOTOpbIe MOTYT MeIllaTh ITOBCe/THEeB-
HOMY CYIIIeCTBOBAaHUIO U YBEJIMYMBATh PUCK
Pa3TMYHBIX HeMH(EKIMOHHBIX OCIOKHEHU.
CBOeBpeMeHHOe BBIBJIeHVe UMMyHoAehU-
IUTHBIX cocToHuH (VIIC) 1, COOTBETCTBEHHO,
HasHayeHrIe HeOOXOVIMOY TePAIINY YPe3Bhl-
YaHO 3aTPyAHEHBI U3-3a OTCYTCTBUA MHDOP-
Maryy 06 0COGEHHOCTSAX TedeHusA GepeMeH-
HOCTU, JOPOTOBU3HBI U CJIOXKHOCTU UMMY-
HOJIOTUYEeCKUX MCCIIeJOBAaHUM, a TaKXe
HeCienU()IIHOCTY KIIMHIYIECKIIX IIPOsIBIe-
HUI UMMyHOZAeuToB. CHOpMyIpOBaH-
HbIe Ha OCHOBAHUY JKCIIEPTHBIX MHeHUN
Be/IyIIIX UMMYHOJIOTOB HACTOPA>KUBAOIIILIe
npusHaky MJIC akTUBHO ITPONIaraHiupyroTCa
cpenu Bpadeli 00Ieli MPaKTUKU BOT yiKe
30 JieT, HO 3(pPeKT OT MOMyIAPU3ALUY ITOH
uH(}OPMaMX He TaK BBICOK, KaK XOTeI0Ch
6b1. Hazpesa Heo6X0AUMOCTh CHOPMYIUPO-
BAaTh U NIPEIJIOKUTH ITeIUaTPaM HOBBIE
npuHIUIE ckpuHuHra NC y neTeit, ube

Ta6bnuua 1. HactopaxuBatoLyme
npuaHaku NUAOC y geten

MepBuUYHbI MMMyHOAEULIMT
B CEMENHOM aHaMHe3e

2. 4 n 6onee oTuTa 3a rog

2 1 6ornee cepbe3HblX CUHYcUTa

3.
3arog
4, 2 1 bonee NHEBMOHMUM 3a rof,
5 2-MecAYHas aHTMOUOTUKOTepanus
. C HelOCTaTOYHbIM 3bPeKToM
6. HeobxoanmocTb BHYTPYBEHHOFO
BBeAEHNA aHTMOMOTNKOB
7. PeuvavBupytoLme KoxHble abcLeccol
Mnoxoii Habop Beca MnageHLEeM Unv
8. 3aepKKa Gr3nYeCcKoro pa3BuTUA
pebeHKa
9 2 1 bonee TAXKenNble UHbEKUMK, BKOYas
: cenTuyemmio
10 Mepcuctupyowmin KaHgMA03 POTOBOW

MOJIOCTN UKW UHaA rPUOKoBas NHdeKUMA

COCTOSIHME 3aCTaBJIACT JOKTOPA II0J03PeBaTh
HapyIIeHVs B paboTe UMMyHUTeTa (Ta0L. 1).
Kcratuy, nepedeHb HaCTOPKUBAOIIX IIPU-
3HakoB [TN/IC y B3pOCIbIX HEMHOTO OT/IMYa-
€TCA OT IIeUIaTPUIEeCKOro (Taou. 2). [Ipy BbLAB-
JIEHUU XOTs1 GBI OHOTO M3 ITePeUNCIEHHBIX
B TAOJIMIIAX TPU3HAKOB BPa4 JOJDKEH OTIIPa-
BUTD ITAIJAE€HTA Ha KOHCYJIbTAILIUIO aJUlep-

TOJIOra-MIMMYHOJIOTA U yIIIyOJIeHHOe IMMYHO-
JIOTHYeCKoe 06C/IeOBaHMe.

JIJABOPATOPHASA

OWNATHOCTUKA nacC

B coBpeMeHHOI1 ITPaKTUKe ITepBIYHOEe NMMY-
HOJIOTUYeCKoe 00C/Ie[oBaHue IIpY TTof03pe-
Huu Ha [TWUJIC 3axIiouaeTcsa B OlleHKe ITOKa-
3areiel OOIIEro aHATN3a KPOBHY, a MHOTAA
¥ YPOBH: OOIINX UMMYHOIJIOOYJIMHOR A, M,
G u E B nepudepryeckoil KpoBY NallleHTa.
INoceHero JOCTaTOYHO 1A OLIEHKU COCTO-
AHUA TYMOPJIBHOTO UMMYHUTETA, a BOT
C KIETOYHbIM CUTyauud cioxHee. Komge-
CTBO JIEKOIIUTOB U JIMM(QOIUTOB C IIOKa3a-
TeJIAMU KJIETOYHOI'O UMMYHUTEeTa KOPPeJIy-
pyeT cia6o. Vcrmonbp3oBaHue IPOTOYHOMN
IUTOMETPUY BHE IMMYHOJIOTMYECKYX IIeHT-
POB 3aTPyAHUTEILHO 110 (PUHAHCOBBIM M Opra-
HU3ALMOHHBIM IPUYMHAM. BBIITH U3 5TO!
CUTYyaIU NI03BOJIAET UCIOIb30BaHLE TAKOTO
TIOBCEMEeCTHO PacIIPOCTPaHeHHOI0 MeTozAa
JIA0OPATOPHOM AMATHOCTUKY, KaK ITOJIMe-
pasHad IellHaA peaKIys B PesKIMe peasb-
Horo BpeMenH (IILIP-PB).

Kak y»ke GbUIO ITOKa3aHO paHee, MapKephl
"HauBHbIX T- (TREC) u B-mumdornuros (KREC)
XOPOIIO KOPPEJIUPYIOT C IIOKa3aTelAMU
T- (CD3, CD4) u B-mumdponuros (CD19),

Ta6bnuua 2. HactopaxwvsatoLume
npuaHaku MUOC y B3pocnbIx

MepBUYHbIN MMMYyHOOEeOULNT
B CEMEVIHOM aHaMHe3e

2. 2 1 6onee oTuTa 3a rofg

2 1 6onee cuHycuTa 3a rof BHe

3.
060CTpPEHUS anneprum
4, 1 NMHEBMOHMA B rof unmn 6osee yem B rog
5. MNoTeps Beca n3-3a XPOHUYECKOW Anapen
6. MoBTOpAlOLWMECA 060CTPEHNA BUPYCHBIX
NHeKunin
7 PerynapHasa Heo6XxoaNMOCTb BHYTPVBEH-
: HOro BBeAEeHNA aHTUBMOTKOB
3 PeuyavBupyoLwme abcLeccbl Koxu
’ WSIN BHYTPEHHUX OpPraHoB
9. PeKyppeHTHble rprubKoBble 3aboneBaHVA
10 3aboneBaHus, BbI3BaHHbIE

Ty6epKyne3onofobHbIMM 6aKTepraMU

a 3HAYUT, MOTYT CJIYKUTh IPEIUKTOPAMU
IMN/IC 1 UCIIOIBb30BaTHCS B aMOYIaTOPHOM
JleITeTLHOCTY Bpadyel 06Iel MpaKTUKU
¥ TIeZVIATPOB C LIeJIbI0 BhIABJIEHUS Mal[eH-
TOB /IS yIJIyOJIEHHOTO UMMYHOJIOTIECKOTO
00C/IeIOBAHUA.

MEHSAEM ANNTOPUTM

HWccmenoBaHus MOKA3bIBAIOT, YTO MCKIIIOUN-
TeTbHO KIMHIIECKVX TIPU3HAKOB /IS BBISIB-
JIeHVIS TIAITEHTOB C IIEPBUYMHBIMU IMMYHO-
JTeUITUTHBIMU COCTOSTHAAMU HETOCTATOYHO.
YyBCTBUTEIBFHOCTh U CIIENU(UIHOCTH Ha-
CTOPKUBAIOIINX IPU3HAKOB HEYAOBJIET-
BOPUTETHHBI, 2 BO3MOXKHOCTH JIAGOPATOPHOI
JTUarHOCTUKY VCTIONB3YIOTCS HETOCTATOYHO.
Haspesa He06X0qUMOCTb U3MEHUTD AJITO-
PUTM paGOoTBHI C MAIUEHTAMH C ITOA03PeHeM
Ha UMMyHozAedunuThl. Heo6xoaumo aaTh

BpavyaM oOIIell IPaKTUKU U ITeJUaTPaM
VHCTPYMEHT, KOTOPBIH OyZIeT HACTOIBKO Ke
TIPOCT, HACKOIBKO 3¢ (peKkTrBeH. [lepBUYHBIX
UMMYyHOZAe(PUIMTHBIX COCTOTHUIN CJTAIITKOM
MHOTO (430 BapHaHTOB) U OHU CJIMIIKOM
Pa3HOOGPA3HBI IT0 CBOMM KIMHUIECKUM IIPO-
SIBJIEHUAM, YTOOBI X MOKHO OBLIO OITVICATh
10 cumrromamu. KiteTouHbIe ied)eKThI HEBO3-
MOKHO BBISSBUTE OJHUM JIUIIIH OOIIUM aHa-
JIN30M KPOBU — HEOOXOAUMO HCCIIe[OBATh
6ostee cnenuduIHbIE, YeM JTUMPOIUTHI,
mapkepsl, a uMeHHO TREC 11 KREC. ComocTas-
JIeHUe TaHHBIX aHAMHe3a, KIIMHIYeCKUX
CHMIITOMOB U ITOKa3aTejiell 06 beKTUBHOMN
J1a6OPaTOPHOM JUATHOCTUKY JJOJKHO CTaTh
6a3KCOM IIA IPUHATHA BPAadOM pelleHUs
0 HeoOXOAVMOCTH YIVIyOIeHHOTO IMMYHOJIO-
TAYECKOro 00CIe[0BaHuA ITAIIeHTa.

Crimcok JiMTeparypbl HaxoguTcs B peaakymn

Hay4Hble pa3paboTku,
MEHSAHLLME YXKIN3HWN NALMEeHTOB

HpOprBHble OTKPbITUA, MEHAKOLLNE XN3HU NaLLMEHTOB JieXXaT B OCHOBE BCero,
YTO Mbl feJlaeM. MbI ocTaemcs BEpPHbI Hallen Mmccum OTKpbIBaATb,
pa3pa6aTb|BaTb n obecneymBaTb nayneHToB MHHOBALUMOHHBIMU TEXHOJIOTUAMMU,

KOTOpble MOMOratoT UM CNpaBNiATbCA C CEPbe3HbIMU 3aboneBaHuaMu, n HUKOraa

He N3MEHUM CBOEN Uesn — naputb HagexXxny noadaM no sCeMy Mupy.

{h Bristol Myers Squibb’

[MToppobHee y3HaTb 0 Hac Bbl MoXeTe Ha canTe BMS.com.

NORU2002495-01
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CINYYHAN N3 MPAKTUKI

TaTtbsHa
AHOpeeBHa
AHLOPEEBA

K.M.H., Bpay-reMaTonor BbICLLUEN KBANNPUKALMOHHON
KaTeropuu, pyKoBOAMTESNb FOPOACKOro LieHTpa

no neyeHuto remocounum NBY3 «opopackas
nonuknmHuka Ne 37» CaHkT-MeTepbypra

IMNUn3ymab

KaK TepaneeTn4eckas onuus
019 caMblX MaJIEHbKUX NaLUUEHTOB
c remodounuen A

'emogbunnsa — HacrnegCcTBeHHOE 3abosieBaHne, BCTPEHartoLLEECs NpenMyLLECTBEHHO Y JINL MY>XXCKOIO rona, rnpy KOTopom
C MaTepuHCKou X-XpoOMOCOMOW rnepenaeTcsi 4euunt unm byHKUMoHasibHas HerosiHoyeHHocTes ¢gpaktopos VIl (FVIII)
mmm IX (FIX), 4To BeQeT K KIIMHNYECKUM MPOSIB/IEHUSIM B BUAE HYacCTbIX Q/INTESIbHBIX KPOBOTEYEHUN U reMapTpO30B.
3aborneBaHne, BbiaBaHHoe gepuuymntom FVIII, HasbiBaetcs remoghmunuveit A, a gegmymtom FIX — remocpunneri B.

TbICAYENIETHAA UCTOPUSA
TemorTvs U3BECTHA YeI0BeYeCTBy Oostee
2000 JteT. ITepBbIe cBeZileHUA 06 3TOM 3a60-
JIEBAHVMU cofieprKatcs B TaTMyzie, eBpericKoi
CBAIIEHHO! KHUTE, T7ie OITICAHbI CMePTeTh-
HbIe KPOBOTEUYeHU Y MAJIbYNKOB IT0CTIe
puTyaabHOro 06pe3aHusd. Paapo3HeHHbIe
COOOIIEeHUs O IPEACTABUTEIX MY»KCKOTO
T10J1a, KOTOPBIe CTPaJJAI KPOBOTOUHUBOCTEIO
Ha IIPOTDKeHUHU BCeH )KU3HU, BCTPEYAIOTCA
B MEJUIIMHCKUX TPaKTaTax CpeHeBEKOBD
¥ anoxul BospoxkeHus. BriepBrie reMouiis
B Ka4eCTBe CAMOCTOSTEILHOTO 3a00/IeBaHIA
ObUTa OIMCAHA aMePUKAHCKUM BpadoM J[Ko-
HoM Konpazom OTTo B 1803 I. KaK BpOXKAEH-
Hasd MaTOJIOTUA, COIIPOBOXKAAIOMIAACA KPO-
BOTeYeHUAMU, Opakammasa TOJIbKO
MY>KYUH U IlepefiaBaeMas 3[0POBbIMU >KeH-
myHaMu (puc. 1).

PucyHok 1. [IxoH KoHpag OTTo,
BrepBbIe ONUcaBLLni remocunuio

EcTb y reModwiny 1 Apyruie Ha3BaHWA, TAaKKe
KaK BUKTOPUAHCKAA WIN IAPCKasa GOJIe3Hb.
OHU BOBHUK/IN HeCIy4allHO: CAMOM 3HaMe-
HUTON HOCUTEJIbHUIIEN POKOBOIO reHa CYU-
TaeTcs aHIIMICKasg KoposeBa Bukropusa
(puc. 2). Ckopee Bcero, OHa GbLTa IIEPBOL €0
00J1a5aTeJILHULICH B CBOEH CeMbe, TaK KaK
B ¢paMIIbHOY UCTOPUM pofuTeNelt Bukropru
3abosieBaHUe He 6BUIO OTMeYeHO. leModu-
Jel cTpagan CbIH BUKTOpUM JIeOIONBA,
(puc. 3), a ;o4epu CTUIN HOCUTEIbHULIAMU
COOTBETCTBYIOIIIETO I'eHa U Ilepeiaii r'eMo-
(o CBOMM IIOTOMKaM, KOTOPbIe, B CBOIO
ouepelb, PasHeCIN ee 10 JPYTUM KOPOJIeB-
CKMM ceMbsM EBpornsl. I[Tocensad poccuii-
CKas uMIIeparpuua Aiekcaszipa PenoposHa
(puc. 4), Gymyar BHYYKOI BUKTOpHY, yHACTE-
JIOBaJIa 37I0CYACTHBIV TeH U Iepefiajia ero Uux
enuHCcTBeHHOMY ¢ HukomaeM Il cbIHy — 11ape-
BUYY AJteKcelo (puc. 5). MaTBUUKY He UCIION-
HUJIOCH ellle U IByX MecALeB, KorJa y Hero
CIyIWIOCh TTIepBOe KPOBOTeUeHNUe, U C TOTO
MOMeHTa 60JIe3Hb IepelllIa B HACTYIUIEHVE.

KINMHWUYECKOE HABJTIOAEHUE

Y MOJIO[bIX 30POBBIX poAUTeNIel B MapTe
2020 T. poAWICS BHEIIHe 3/J0POBBIN MaIb-
4uK. C IIepBOro MecsAna >XU3H! y MaJIbIIIa

PucyHok 2. AHrnuinckas koponesa
BukTopua — nepsasi B CBoem pogy .
HocuTenbHULA reHa reMounnm

PucyHok 3. CbiH koponesbl Buktopum —
CTpagaBLuni remocunuen

npviHL, Jleononbg

CTaJIu BO3HUKATh MHOXKeCTBeHHbIe reMa-
TOMBI, HaOIIOJAINCE JITUTEIbHbIE KPOBO-
TeJYeHUs U3 MeCT 3a60pa KpoBU. BriepBrie
pe6eHOK ObUI TOCIUTATU3UPOBAH B BO3-
pacTe OJHOIO MecAIla B CBA3U CO CIIOHTAH-
HOU IreMaTOMOM ThUIBHOUN IOBEPXHOCTU
IpaBoOM KUCTU. B cTarioHape ycTaHOBJIeH
Jnuarsos: «[lemodwmma A, Tsxenasa popMas.
PeGeHKy TOTpe6OBaNIOCH BHYTPUBEHHOE
BBeZleHUe Ipenaparos ¢akropa VIIL

Tak Kak B ceMbe MaMbl MaJIBIIIA O CIy4asax
reModWINM He YIIOMUHAJIOCh, POAUTENIN
MaJIBYMKa ObLTH B TIOJTHOM PacTepSHHOCTH.
XoTa reMopmIsa — HacJaeCTBEHHOe 3200~
JieBaHUe, 25-30% ee CIy4aeB IPUXOAUTCA
Ha cropazudeckuie (popMbl, KOIa MyTalua
BO3HUKAaeT BIepBble U HacaeACTBeHHbIN
aHaMHe3 IPOUIeAUTD He yIaeTCA.

Erre GospIlle CTpaxoB U BOJIHEHUH Y POIY-
Tejlell peGeHKa GBLIO CBA3AHO C IIPOBOAM-
MBIM JiedeHeM, TIOCKOIBKY /L1 OCTAHOBKH
BO3HHUKIIETO KPOBOTeUeHHA ITIOTPeOOBAINChH
eXeJlHeBHbIe BHYTPUBeHHbIC BBefleHUA
KOHIleHTpaTa JepunuTHoro ¢axropa VIII
B Te4eHUe IIATH JHell. OTPOMHYIO TpPeBOry
V POAUTENIeH BHI3BIBAT BEIPAKEHHBIN O0JTe-
BOI CHIPOM, BOSHUKAIOIINI y MaJIbIIIA IPU
PasBUTHH OOUIMPHBIX reMaToM. HeBo3MOX-
HOCTBH CaMOCTOATEJIbHOIO IIPOBeJleHUA
BHYTPUBEHHBIX UH'BbEKIUI BBIHYAMIA
CeMbI0 MTOJHOCTBIO IIePeCTPOUTH CBOIO
JKU3HB I10fL, IOTPeOHOCTHU JIedeHUs MaJlb-
YHKa, YTOOBI BCETAA HAXOAUTHCA HeIoza-
JIEKY OT JIeTCKOI OOJBHUITBI U TeMO(DIIh-
HOTO LIeHTPa, I7je MOTyT BOBpeMsA BBeCTH
JIEKapCTBO /711 OCTAHOBKU KPOBOTEUEHUA.

PofuTeny CTapaauch TIaTeIbHO 00e30-
IMaCUTh MAILYMKA OT TPABM, KOHTAKTa
C OCTPBIMU yIJIaMH, peGeHOK MIOCTOSHHO
HOCWI HAKOJICHHUKY U HAJIOKOTHUKMU, C TEX
0P KaK HAYAJ YUUTHCSI XOIUTh.

ITO3BOIIUIO ObI 06ecriednTh 3G GeKTUBHYIO
3aIUTy OT KPOBOTEYEHHUI B COYETAHUU
¢ GoJtee IIPOCTHIM IIyTeM BBEJEHUS, YIUThI-
Bas, YTO POAUTENIN He MOTYT CaMOCTOsA-
TEJILHO OCYIeCTB/IATh BHYTPUBEHHbIE NHb-
€KUY peGeHKY [TePBOT0 rOAa MKI3HL.

BBIXO[IOM U3 CTOJIb HEIIPOCTOW CUTYAIIUU I
JTAHHOI CeMbU MOT CTaTh SMUIU3yMa0. Jleii-
CTBUE IIperapara mogooHo a¢dexry daxkropa
VIII, HO u3-3a 0cOGeHHOCTeH (hapMaKOKIHe-
THUKU SMULIA3YMa0 0OeCIieqBaeT Ha/IEXKHYIO
3aIUTY OT KPOBOTeUEHU B TeyeHUe JJIU-
TeJIBHOTO BpeMeHH U BBOJUTCA IMOAKOKHO
oT 1 pa3a B HeZlestio 10 1 pasa B 4 HeZleIu.

OpHaKO Ha MOMEHT OOpaIleHUs B HaIlle
y4upexieHre Iperapara B CBOGOIHOM JI0C-

PucyHok 4. BHy4ka koponesbl Buktopun —
umnepatpuua Anekcangpa ®efoposHa,
HOCcWTeNbHMLA reHa remodunum

Nmnepatop Hukonan Il —
cynpyr AnekcaHapbl ®efopoBHbl,
oTel Lapesuya Anekcest

\

PucyHok 5. Llapesu4 Anekcen,
CTpagasLuni remocunuen

IToCKOIBKY 60Ie3Hb OKA3bIBAIA 3HAYUMOE
BIUSHME KaK Ha peGeHKa, TaK U Ha BCIO
CeMblI0, POAVTEIY XO0TeI HAaUTU KaKO!-TO
VHOU TepalleBTUYeCKUI ITOAXO/ K JIEYeHUIO
ceiHA. Peup muIa o JyiedeHUU, KOTOpOe

TyIle He OKa3aJIoCh, er0 HeoOX0AMO ObUIO
3aKyIaTh 3a CYET PETHOHATBHOTO OO/ KeTa.
BbUIa 3amymieHa nporeaypa 3aKyIKU Impe-
napara. IToka ero »panu, C pogUTeIIMHU
ObUIa IIPOBeZieHa Pa3bACHUTEIbHAA Oecesia
0 TOM, UTO peGeHOK ellle MaJIeHbKUI, IBU-
rarejibHasA aKTUBHOCTD Y HEeT0 HU3Kasd, a 3Ha-
YUT, PUCK KPOBOTEUeHUU HeBbICOKUI. JlaHa
peKoMeHJauA IpU NepBbIX IPHU3HaAKaX
KPOBOTEYEHUI/TeMaTOM WIX TPaBMax o0pa-
matbeA B JIITY.

BTOpoit 311304 KPOBOTeYeHUA BO3HUK
y Majbima B 10 MecsI[eB IpU IIOTBITKE
BCTaTh Ha HOXKKU. PeGEeHOK TTOKaAYHYJICH,
VIIT U, CO CJIOB MaMBbl, CJIETKA 33/1eJT IIeKOM
Kpaii TyMGOYKU. B 3TOT ZileHb IPU3HAKOB
KPOBOTeUYeHUs He ObUIO, U POIUTETU He
CTaIM 06paIATHCA 3a moMoIkio. Ho Ha cie-
JIyIOUTUY JIeHb ITOABUWICA BbIpaKeHHBIN OTeK
IeKH, 60J1e3HeHHOCTh, pe6eHOK KpHUJaJl,
ObUT GECITOKONMHBIM, U POJUTETN SKCTPEHHO
00PaTWINCE B GOMBHUILY. 1A KyIIUPOBAHU
reMaToMbI BHOBb HA3HAYWIIH ITpemnapar Gax-
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CIYYAN N3 MPAKTUK

XoTsa remopununa —
HacnencTBeHHoe
3abonesaHue, cLenneHHoe
C MaTepuHCKOW
X-xpomocomomn, 25-30 %
cny4vaeB 9TON

naTonornm NPUXoanTCs

Ha criopagun4eckne opmbl,
Korga MmyTtaums

BO3HMKaET BrnepBble

N HacnenCcTBEHHbIN
aHaMHe3 reHeTKam

N remaTosioramMm npu BCeM
XenaHmm npocnegutb

He yaaeTcsa

Topa VIII BHyTpPUBEHHO B TeuyeHUe 8 JHel,
OJHAKO MeJUIIUHCKUE CeCTPHI C TPYAOM
HaxXOJWIN BeHbI y MaJIbIIIa.

B 3TO BpeMs1 ObUT 3aKyIUIEH SMUIIN3yMa0,
¥ pebeHOK B Bo3pacTe 10 MecCsIeB Iocie
KYIIUPOBAHUs TOCTTPABMATUYECKOM reMa-
TOMBI HAYAT TIOyIaTh TPOPIIAKTUIECKYIO
TEepAIuIo TpernaparoM. [lepebie 4 UHbEKIUN
TIPOBO/IVUIUCH B JIe4eGHOM YIPEKAeHNH 0,
KOHTPOJIEM MEeTUITMHCKOTO ITePCOHAIIA IS
00y9IeHUsA MaMbl TEXHUKE TOTKOKHbBIX UHB-
eKIuil. 3aTeM MaMa Hay4wIach BBOJUTH
IIpemapar cama, U JiedeHue CTAIN IIPOBOJUTh

moMa. Ha Tekymuii mepuos HabIOAeHUA
CIIOHTAaHHBIX KPOBOTEYeHUI HeT. Poquresu

MAaJIBIIIA YCIIOKOWINCH U HafIeI0TCA, UTO,
Korjja pe6eHOK CTaHeT Gojiee AKTUBHBIM,
HAaYHeT XOJUTh U Yallle TPABMUPOBATLCA, OH
OyZleT TaK:Ke 3aIUIEeH OT KPOBOTEYEeHMUI.

MEYTbI CEbIBAIOTCH

ApceHas TepalleBTIYECKYX OIIIIVIH I Jiede-
HUA MTAIJUEeHTOB ¢ reModwivel A 10 HellaB-
Hero BpeMeHHU CBOJWICH K 3aMeIlleHHUIO
HeJocTamero Gpakropa B TOM CJIydae, eciu
y GOJIBHBIX He GbUIO MTHTMOUTOPOB K BBeJIeH-
HOMY (PaKTOpPy, U K Tepaluy UHAYKIUN

VMMYHHOM TOJIEPaHTHOCTU IIPX Pa3BUTUH
UHTUOUTOPHOU GopMBI TeMobrinu A.
Ho MHoTme TpO6JIeMBI IIPU TAKOM JIEIeHIHN
OCTaIOTCA HepemeHHbIMU. COXPaHAIOTCA
CIIOHTaHHbIe KPOBOTEYEHUs ¥ TeMapTPO3blL,
C IETCKOTO ¥ IIOPOCTKOBOTO BO3pacTa pas-
BUBaeTCA apTPoIaTHsA, BO3HUKAIOT IIPO-
61eMbI BeHO3HOTO iocTyIia. OT/ebHbIe CII0XK-
HOCTH eCTb U B TePAIIUU COBCEM MaJIeHbKUX
TMalIIeHTOB.

B mpenapare [emytn6pa (3MuImaymab) BOILTO-
TIVNCh MEYUTHI Y YasTHUS MHOTHX OOJIBHBIX
remopunueit A. OTVH U3 MOUX B3POUIBIX

TIAIIeHTOB, KOTOPBIN B CBOE >KU3HU Ilepe-
KVUI MHOTO CTPaJIAHMH, PACCKA3T: KOIAA OH
ObUT MaJIEHbKUI U IUTAKT OT OOV ITPU KPO-
BOTeYeHU:AX, 6a0yIIKa yTelaua ero ¥ roBo-
pWIa, 9TO IPWIETUT MATIEHbKUI KOMapUK,
JIETOHBKO YKOJIET eT0 — U KpOBOTedeHHUe
OCTaHOBUTCS, a 6OJb IPOKeT. DMUIM3yMas
CTaJI BOIUIOIIEHMEM 3TOU TeTCKOM CKa3KU I
MHOTHX IAIVIeHTOB C TsDKeJIbIM HeJlyTOM —
remodwineit A. C MOMeHTa ITlepBOI perucrpa-
1w yxe 6ostee 10000 maryieHToB 6071ee 4eM
B CTa CTPAHAX MHPA NOJIyYaIOT STOT BBICOKO-
3¢ deKTUBHBIN 1 6e30I1aCHbBII ITperapar.
Cnvcok iuTepatypbl HAXO[UTCS B peaakLmm

=z
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TrEMJINBPA noxa3a|-|a1:

* npu remodunun A
K pakTopy Villu T _
remodunun A 6e3 uHrub!

* B KayecTBe PYTUHHON NPOdL

ANS NpefoTBpaLLeHns Unn CHL

YaCTOTbl KpOBOTe‘-IeHMVI

P EHD

® 019 BCeX BO3PACTHbIX FPYRn T

NOAKO>XHAA UHBEKUWA B PEXXUME':

® 1,5 mr/kr 1 pa3 B Hepento ® 3 mr/kr 1 pa3 B aBe Hegenu ® 6 mr/kr 1 pas B YeTbipe Hepenu

YBEPEHHOCTb KAXAbIX OEHDb

M-RU-00002326 MapT 2021

YT06bI 03HAKOMMUTBLCS C MHCTPYKLMENR MO MEAULMHCKOMY NMPUMEHEHUIO NpenapaTta
lemnunbpa®, otckanupyite QR-kog nnu nepengnTe No ccbiske:
https://www.roche.ru/ru/produkty/katalog/Hemlibra.html

1. VIHCTpYKLMA N0 MEAWULIMHCKOMY NPUMEHEHWMIO NpenapaTta AMULU3yMat. INeKTPOHHbIN pecypc.
URL: https://www.rlsnet.ru/tn_index_id_96727.htm#farmakokinetika [lata o6paLleHus: 01.2021.

AO «Pow-Mocksa»

OdpunumansHbin gucTpubbloTop «d.XoddmaHH-Ns Pow JiTa.» (LWseliuapus)
107045, Poccus, r. Mocksa, Tpy6Has nnowiafb, oM 2

Momelenue |, atax 1, komHaTta 42, MOK «[anepes Hernunnas»

Ten.: +7 (495) 229-29-99, www.roche.ru

Ecnun Bam TpebyeTcsa pacneyataHHas akTyasibHas MHCTPYKLMS, CBAXKMTECh C HaMu MO TesiedpoHy
+7 (495) 229-29-99, v Mbl NpULLNEM UHCTPYKLMIO MO Yka3zaHHOMY Bamu agpecy.

Peknama
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BOJbLUAA PELKOCTb

EkarepuHa
AHaTonbeBHa
JOEOPOVEBA

Annepronor-MMMyHOIOr KOHCYNLTaTUBHOIO OTAesNe-
Hus «HMUL OFOW um. Omutpus Poravesa»
MuH3sgpasa Poccun

A rpaHyn rpom
no umeHn WHIM-cvHpgpom

WHIM-cnHgpom — 310 peakoe KOMOUHUPOBaHHOE NepBuYHOE MMMYHO[eMUUNTHOE COCTO-
sHwe (NMNLOC). HaseaHo OHO Tak o rnepBbiM 6yKBaM KIIHOHEBbIX MPU3HAKOB, XapaKTepHbIX
4151 aToro 3aboneBaHus: bopogasku (Warts), rurnnorammarnobynnmHemus (Hypogammaglobulinemia), Yactsie nHpekumm
(Infections) u mnenokatekcuc (Myelokathexis). A6bpesuatypy WHIM npegnoxuvrm B 1990 rogy M. Benbtyep (Wetzler)
C KoJsiieramul, onvcaBLLne POAOCITIOBHbIE TPEX 60JIbHbIX CO BCEMU 4 cumrnToMammn gaHHou pasHosugHocTn MNMLC.

FEHETUYECKWUW ACMEKT

B GosnbimHCTBe cayuaeB WHIM-cuaapom
BBI3BaH ayTOCOMHO-IOMUHAHTHBIMU aKTHU-
supytomumu (GOF-gain-of-function, ¢ ycu-
JeHueM QYHKIUU) MyTallUsIMU B I'eHe,
KOJMpyIOIleM OJJHOMMEeHHBIU peleTop
xeMoKruHa CXCR4. DTOT perjenTop MIMPOKO
SKCIIPeccUpyeTcs Ha JeHKOIUTaX U OKa3bl-
BaeT 3HAYUTeIbHOe BIVAHNe Ha TOMeOoCTas
MMMYHHOU CHUCTeMBI U OpraHoreHes. Bce
u3BeCTHhIe cerofHA MyTanuu CXCR4 pacto-
JIOXKeHbI B TeDMUHAIBHON BHYTPUKJIETOY-
HOH 4acTH pelieniTopa (puc. 1).

Kak nipaBwio, MyTaniuy IIPUBOAAT K YKOPO-
YeHMUIO ITUTOIUIa3MaT4IecKoro JOMeHa pelier-
TOpa, 60raToro CEpUHOBLIMU U TPEOHUHO-
BBIMM OCTaTKaMU. B HOpMe Ipy aKTUBAIIU
pelienrTopa Mpoucxoxut ochoprumipoBaHye
3TOTO0 JIOMeHa IIPU yIacTUH G-0eTKOBBIX Hap-
HBIX KIHA3 U CBA3BbIBaHYE C B-appPeCTUHUHOM,
KOTOPBIY peryipyeT aKTUBHOCTD PeleIrTopa.
Jenenyia yqacTkoB C-TepPMUHAIBHOTO JIOMEHA
CXCR4 IpUBOIUT K yZUIMHEHUIO BPEMEHU SKC-
TIO3ULIMY pellelITopa Ha TOBEPXHOCTU KJIETKYU
U TIOBBIIIIEHUIO ero aKTUBHOCTU. B pe3yssrare

OnuncaHo oKoso

11 myTaumn,
BbI3bIBAOLLMX
WHIM-cunHgpom,

MU BCE OHW PACMOIOXeEHbI
B TepMUHAsIbHOM
BHYTPUKIIETOYHOWN
4YacTu peuenTtopa.
Hanbonee
pacnpocTpaHeHa
MyTauus

c.1000C> T (R334X)

CXCR4

Y

>
*
ol
L

o/ o

PucyHok 1. Kpuctannuyeckas cTpykTypa
7-TpaHcmem6bpaHHoro gomeHa CXCRA4.
3Be3no4KaMmn pasrpaHnyeHbl Mecta
myTaumn WHIM

TIPOUCXONUT 3HAUYUTEIbHOE YCWIeHVe B3ar-
MOZEeMCTBUA pelenTopa C ero JIMraHgoM
CXCL12, 9TO TIpenATCTBYeT BbIXOAY TPaHYJIO-
IIUTOB M3 KOCTHOTO MO3Ta U BBI3bIBAET Jie(heKT
PeLMpPKYIIALY IMM(OLUTOB B IMM(POUTHBIX
oprasax (puc. 2).

XAPAKTEPHbIE CUMINTOMbI

Kimamdgeckue npossienna WHIM-cuaapoMa
BeCchbMa Pa3HOOOGPA3HbI ¥ MOTYT YACTUYHO
COBIIQAAaTh ¢ cuMmnroMamu apyrux [T/,
ITouTH y BceX MallieHTOB OTMEYaroTCs MUe-
JIOKaTeKCUC, HeUTpoIleHU:A, TuMdoneHns,
MOHOLIUTOIICHNA, PelAUBUPYIOLIe NHDEK-
1y Y GOJIBIIMHCTBA, HO He Y BCeX, Pa3BHBa-
I0TCA pedppaKTepHBIe K Tepary G0pOJaBKIL.
JlocTaTo4HO 3aMeTHOe CHIKeHue B-mmmdo-
LIUTOB YaCTUYHO OOBACHAET TUIIOraMMaryio-
OyJIMHEMUIO Y HU3KUI ITOCTBAKI[MHATBHBIN
OTBeT y TAKUX OOJIbHBIX. OHM YacTO CTAIKU-
BaIOTCA C PeIUJUBUPYIOIMMHI OTUTAMU
Y CUHOIYJIbBMOHUIbHBIMU WH(PEKIUAMU, YTO
BeZleT K IoTepe cIyxa U GOPMUPOBAHUIO
OpOHX05KTa30B. Takke HepeKy MHGEKIIVI
MATKUX TKaHel, THHTUBUT U PaHHAA OTeps
3y0O0B, YTO MOKET OBbITh CBA3AHO C HEUTPOIIe-
HHeH ¥ OTMeYaeTCsA C paHHeTo Bo3pacTa. Kpyr
WHGEKITMOHHBIX BO30yIUTe el Y MalieHTOB
¢ WHIM-cMHAPOMOM OTHOCUTEILHO OrPaHU-
4yeH (P. mirabilis, H. influenzae, P. aeruginosa,
E. coli, M. Morganii, B. catarrhalis, S. typhimu-
rium, C. jejuni, S. aureus, S. pneumoniae, S. pyo-
genes, C. perfringens). OIIOPTyHUCTUYECKHE
uH(peKINnY, TaKue Kak Pneumocystis carinii,
PeZiKY, HeCMOTPA Ha YacToe CHIDKeHUe JIMM-
dormyrrop CD4+. Tak:Ke peKy ¥ IPUOKOBbIE
uHbekuu (A. glocus, C. albicans), HecMOTpA
Ha DIyOOKYIO HEHTPOIIEHUIO y MHOTMIX IIaIy-
€HTOB, YTO MOXKET OOBACHATHCA COXPAHHOM
dbyHKIIMEN HEeHTPODUIOB U UX CIIOCOO6-
HOCTBIO K MOOMJIM3aITK BO BpeMsA NH(peK-
nyy. ONKCaHbl Y TAKUX GOJIBHBIX I MUKOOAK-
TepuaJbHble BO30OyAUTENU (He MOALA0-
muyecsa TUIMPOBAHUIO IITaMMBbI M. gor-
donae). YacToTa U cTelleHb BBIPAXKeHHOCTH
TUIIOraMMaIOOyJIMHEMUY IIUPOKO BapbU-
pyot cpeau nnaupenToB ¢ WHIM-cuHapomoM,
TIpUYeM Y OJHIIX ITOKA3aTelb UMMYHOLIO0Y-
JINHOB COOTBETCTBYeT HOPMe, y APyTUX
HIDKe Hee WIM IIOTpaHuYHBIH (70 %). Juamna-
30H KOJIe0aHWI — OT BBIPAYKEHHOH THIIOraM-
MaIoOyIMHEMUY JI0 U30JIMPOBAHHOTO Aedy-
nuTa IgA uf/unu IgM npu HOPMaJIbHBIX
nokasareyx Ig G. BymM@onenus, BKIo4asa
yMeHblIIeHre KOJIMYecTBa B-kiIeTok namATH,
oIrcaHa y Bcex narnyeHToB ¢ WHIM-cuHzpo-
MOM HapsJy C OTpaHIYeHHbIM pellepTyapoM
T-KJIeTOYHBIX PellelTTOpOB. Y Ye/IoBeKa TUMYC
HeIOCPeICTBeHHO He UCCIeNOBAICA, ONHAKO
B MBIIIMHBIX Moge/rsix WHIM-cunzipoma Kiie-
TOYHOCTD BIJIOYKOBOM 2KeJIe3bl CHIKAIACh
Ha 30 %. Y Tak¥xX GOJIbHBIX HapyIIeHO CIeIy-
(rryeckoe aHTUTENI006PA30BAHUE, UTO, BO3-
MO>KHO, CBA3aHO C TMIIOTaMMamIOOy/INH-
eMueil. MUeIoKaTeKCUC — 3TO HeOJIOTU3M,
O3HaYAIONIUI 33 PKKy HeMTPO(IIIOB B KOCT-
HOoM Mo3re (KM). TepMuH BIiepBbIe HUCIIONb-
30Baj B 1964 roxy Bonbs@ 3enbiep (Wolf

Zuelzer) 1A 0ObACHEHUA TSDKEION BPOXKIEH-
HOU HEUTPOIIeHUH Y 9IeTHel JeBOYKH C TIO0JT-
HBIM CO3PDE€BaHMEM MUEIOUAHBIX KIETOK
B KM. MuenokaTeKCUC CIyKUT OCHOBHBIM
KpUTeprieM IIPU ITIOCTaHOBKe KIMHIYeCKOTO
Juar"osa «WHIM-cuHapoM», BKIIIO4asa TaKue
XapaktepucTuKU KM, Kak rMIepKIeTOYHOCTD
3a CYeT IOBBIIIeHUA YU CJIa TPAHY/IOLUTOB,
IpeobJaiaHe X 3peibix PopM, JuCMOop-
¢usM 1 UTOIUIa3MaTU4YecKasd ruIepBaKy-
OJIM3AIVsA TPAHYJIOLUTOB, THIIePIOGYIIPO-
BaHHbIE IMKHOTUYIECKUE A[Pa, COGIHEHHbIE
JUIMHHBIMY TOHKMMU HUTAMU. [lToMuMoO
VMMYHOTreMaToJIOTUYeCKNX HapyleHu
Y 4acTU IIAllMeHTOB OIMCaHbI AedeKThI pas-
BUTHA CePIeUHO-COCYIUCTON, MOYeIIONIOBOM
U HePBHOU CUCTEM.

TPYAHOCTU OANATHOCTUKHN
ITocTaHOBKA JMarHo3a Ha OCHOBAaHUU KJIU-
HUKO-TIATOJIOTMYECKUX U3MeHeHUI MOYKET
OBbITh 3aTPYLHUTETbHA 13-32 HEIIOJTHOM
(eHOTUIIMYECKON KAPTUHBI IIPU He0ioTe
3a60JIeBaHUA U TI0 PAAY APYTUX MIPUIVH:
1. 3aboeBaHe BCTpeYaeTCsa KpaliHe PeaKo
U He IIPUHUMAETCS B pacyeT IIpU IIpOBejie-
HUM JudPepeHITuTbHON AMaTHOCTUKU.

UHpekuus, BbiI3BaHHasi BUPYCOM
nanunnomsl Yenoseka (BIMY),
BbI3bIBaeT LUMPOKUI CNEKTP
cuMmnTomoB Y 60onbHbIX ¢ WHIM-
CUHAPOMOM — OT 60poaaBoK

M Bo6poKa4YeCcTBEHHOWN
runepnnasvm CnM3ncTbIX
o6onoyek Ao aucnnasum

M o3nokKayecTeneHus. Onucaxbl
TakKxe cny4yau B-kneto4yHomn
nuMcoMmbI, B TOM Ynucne
NO3UTUBHbIE B OTHOLLEHUU BUpYCa
AnuwrtenHa — bapp (BIb).

HUYEeCKUX UCIBITAHUAX. [0 JaHHBIM MeK-
JIYHAPOAHOTO PerucTpa BpOXKAeHHOU Hell-
TpoIneHuy, y 24 manuenTos ¢ WHIM-cuazpo-
MoM, nomy4daBniux tepamnuio [FKCP, ymeHs-
IIVIKCh YaCTOTA U TSDKECTb MH(PEKITMOHHBIX
3a00JIeBaHUI, a YMCI0 HEUTPODIUIOB MOJ-
JIeP>KUBAIOCH HA yIOBJIETBOPUTEILHOM
ypoBHe. [lyiA yCTpaHeHUs IMOPaKeHUH,

Ga) ,
s < a”2
( ) T N | i (| i -
(Gr)ap) parrestin2 God)
= PP P gy, ¢
- CofCxCR4 S (
AL VkopodeHue
© C-koHua CXCR4
=
I
CXCL12 Myrauus: 28 CXCL12
HoHceHc/cosur =z
pamMKu cHUTbIBaHUA g=
>0
XemoTakcuc Herpagauus YcuneHue xemoTtakcuca Hapywiexvne
Mponudepauys 6enka YeuneHue Mo6unusaumm r{HTepHanmsauww
KanbLMeBoro noToka apyLueHue
Bubkvsatme LeCeHcuTM3aumm
Yeunenuve nponvdepaunn F-akTuHa
PucyHok 2. NHrnémpoeaHue nepegayv curdanos CXCR4. CuHne CTpenku ykasbisatoT
Ha MHAOYKUMIO, a KpacHas nosoca «T» 0603HavaeT UHrméuposaHue

2. IH(eKMy, KaK MpaBWIO, He ONACHBI JJIA
»KU3HU U MOT'yT BO3HUKATh He TaK 4acTo.
3. BopozaBKy 0OBIYHO HOABIIAIOTCA B Gostee
cTaplieM Bo3pacTe.

4. Taxesasd HeUTPOIIeHUA B IIepUOJ, UH-
ek MOXKeT OTCyTCTBOBATb.

5. 1A oOHapyXeHUA MHUeJIOKaTeKCHca
Hy’KHa IyHKIus KM.

OcHoBHbIe KpuTepuu Juaraosa « WHIM-cuH-
JpoM» — MopdosiorndecKkas KapTuHa Mue-
JIoKarekcuica B KM ufwiu nogTBepKieHHas
myTtanuAa B reHe CXCR4.

CTPATEIrvg Ne4YEHUA

B Ttepanuu nmanyenTos ¢ WHIM-cuszpomMom
VICIIO/IB3YIOT IPAHYJIONUTAPHBIN KOJIOHIe-
crumymupyromui pakrop (IFKCD) u BHyTpU-
BEHHBIN NIMMyHOIOOY/VH (BBUT'), omHako
ux 3(pHeKTUBHOCTD B IPeJOTBPAIlleHU U
uHMeKINI He ObLUIA YCTAHOBJIEHA B KJIU-

BbI3BaHHBIX BITY, nCIions3yroTcs 1asepHast
A6JIAINA, XUPYPTUYecKoe hccedeHue U KpU-
oTepanusd, B TO BpeM: Kak papMaKoIormJe-
CKUe IIpelapaTsl IPOTUB MANWIIOM Hedd-
(exTHBHBI. JIUIIb HECKOIBKUM IallFieHTaM
B MUpe IPOBeZleHa TPAHCIUIAHTAIA TeMO-
03TUYeCKUX cTBONIOBBIX KiIeToK (TT'CK)
Cc 00HaZeXMBAIONIUMU pe3yJbTaTaMy,
OJTHAKO JIJIA UX OI[eHKU HeOOXOAUMO HC-
clejoBaHMe OOJNBIIUX TPyHH OOJBHBIX
WHIM-cuaapomMoM. PasmnyHble UCCIe0Ba-
HUA MHTUOUTOPOB CXCR4, B YaCTHOCTH IIpe-
mapaTa MaBopukcadop (04o0peH K mprme-
HeHHI1o B CIIA, B Poccuu He 3aperuc-
TPUPOBaH), clrelt(riecKy HalleJIeHHOTO Ha
MOJIEKYJIAPHBIN fedeKT, YTOObI 0CTIabUTh
(peHOTUTIIMTUECKME TIPOABJIEHUS CUHIPOMA,
TIOKa3bIBAIOT OOHA/IEKUBAIOIIVIE PE3YIIBTAThI
¥, BO3MOXXHO, OTKPOIOT HOBYIO CTPaHUILy
B JIeYeHUM TaKUX IallVIeHTOB.

Crmcok JiTeparypbl HaxoguTcs B peaakymmn
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EkaTtepuHa
MocudposHa
AJIEKCEEBA

[.M.H., npodeccop, 4neH-kopp. PAH, rnaBHbIi BHELUTATHbIA OETCKUA
peBmartonor M3 PO, 3aB. peBMatonornieckum otaeneHem Gray
«HMWL 3p0poBbs feteit» M3 PD, AMpeKTop KNMHUYECKOro
VHCTUTYTa AETCKOro 3n0poBbsi uMern H.®. dunatosa YOKB
Mepsoro MTMY mm. .M. CeyeHoBa

CEMEMNHASAl CPEAVU3EMHOMOPCKAS JINXOPALKA
(CCn) /MKB-10 — E85.0

HacencTBeHHOE MOHOTeHHOe 3ab0JIeBaHUe C ayTOCOMHO-
PelecCHBHBIM TUIIOM HAaCIeJIOBAHVIA, HAPYIIeHNEeM PeTyIA
BOCIIAJIUTENILHBIX ITPOLIECCOB, 0COOEHHO B 00IACTH CEPO3HBIX
(OpIOIIMHEIL, IIEBPHI) U CHHOBUAILHBIX 000JI0YEK C YACTHIM
Pa3BUTHEM aMIJIOW03a.

PacnpocTtpaHeHHOCTb —

ot 1:200 po 1:1000 HaceneHus

OmnmcaHo 6osee 180 mytanuii mpu CCJI. Camas yacrasg —
B rede MEFV (Ha KOPOTKOM IUIede 16-11 XpOMOCOMBI), KOIUPY-
o11eM 0eJIOK MapeHOCTPHH (IIMPYH) — OIMH U3 HEeHTPATbHBIX
peryasaTopoB BOCHIANUTENIbHOMN peaKuy U IepBUYHOIO
MMMYHHOTO OTBeTa. 2 MyTaIlu B 3K30He 10 reHa MEFV (M694V
u V726A) obyciapiuBaior 6ostee 75 % Bcex caydaes CCJL. Pen-
kue gedextsl MEFV onipeiendioT ceKBeHUPOBaHUEM Bcelt
TIOCJIe[OBaTeIbHOCTY I'eHa.

OYHKIMY MapeHOCTPUHA:
© TOPMO3UT JIeTPaHyJIALIMI0 HeUTPOo(PUIoB
e yrHeTaeT UX a/ire3UBHbIe CBOMCTBA

7

LLIKOJTA UMMYHOJTOTA

' AyToBOChanuTenbHble
3aboneBaHus

AyToBocnanutenbHble 3a6oneBaHus (Human autoinflammatory diseases, HAIDS) —
reTeporeHHas rpynna pefgkux reHeTU4eCKn OeTEPMUHUPOBAHHbIX COCTOSIHUIA C He-
NPOBOLMPYEMbIMU MPUCTYNaMV BOCNANEHUS], KOTOPbIE MaHUECTUPYIOT PELNAMBUPYIOLLIEN
JIMXOPaAKON U KIIMHNYECKOM CUMMTOMATMKOWN, HaNOMUHAIOLLEN pEBMATUHECKME NPOSIBIIEHNS,

npn4em BO3HUKAKOT OHU caMU MO cebe, npn OTCYTCTBUN ayTOUMMYHHbIX HapyLLIeHVIVI

WM UHPEKLIMOHHBIX MPUYUH.

Kpurepuu ucKIIO4eHUA

¢ CToliKvie U3MeHEHV B aHATH-
3aX KPOBH (JIEHIKO- ¥ TPOMOOITU-
TOIIeHN ), He CBA3aHHBIE C OC-
HOBHBIM 3200/IeBAHUEM WIY €10
OCJIOXKHEHMeM (reMogaroyrap-
HBIU CUHZIPOM)

e [ToBrimenue ACT, AJIT, JIAT
(B 1,5 pasa Bblllle HOPMBI), He
CBA3aHHOE C OCHOBHBIM 3200~
JleBaHMEM UJIU eT0 OCIOXHe-
HUeM (reMmodaronyuTapHbIN
CUHZAPOM)

® AKTUBHO€E OCTPO€ WIN XPOHU-

KAHAKUHYMAB: KPUTEPUUN HASHAHEHUA NMPU CCh

Juarxno3 CCJL, HOATBeP KIeHHBIN MOJIEKY/LIPHO-TeHETIYEeCKUM MCCIeOBaHEM B aKTUBHOMI
cTaguu 60sie3HU, TpU Hed(h(HEKTUBHOCTH U[WIH HEeIlePeHOCUMOCTH KOIXUITUHA.

OGciregoBaHMe IIepe

Ha3HayeHUeM IIperiapaTa

* 00U (KIMHUYEeCKUI) pas-
BepHYTBIN aHAIN3 KPOBU

* O0UU (KIMHUIECKUI) aHa-
JIM3 MOYH

¢ OGmeTepaneBTUIECKUI GHO-
XUMUYECKUH aHAIN3 KPOBU
(meyeHOUHBIE (pepMeHTHI —
ACT, AJIT, 6winpy6uH, Kpea-
THUHUH, MOYeBUHA, (epPUTHH,
JIAT, Tpurmunepuzbl)

O1mnpegeneHuie B CbIBOPOTKE

KpOBU:

e IgM u IgG k BUY9-1 u BUY-2 +
a"TureHa p24 B4-1

® AaHTUTET K OJIETHOM TPeIIoHEMe
(Treponema pallidum) B HeTpe-
TIoHeMHBIX TecTax (RPR, PMII)
(KauecTBeHHOe U TTOJIYKOJIITIe-
CTBEHHOe UCCIIe/IoBaHue)

® AaHTUTEJI K BUPYCy rernatura C
u a"TUreHa (HbsAg) Bupyca re-
natura B

® aHTUTeJ K aHTUTeHaM Afpa
wietku u JJHK

® 0Cy1abJIseT ¥ MHTUOUPYET Ype3MePHYIO PEaKITUI0 UMMYHHOMN Jeckoe UHQPEKITMOHHOe 3260- + BHyTpUKOXHas poba ¢ TyGep-
CUCTEMBI JieBaHue (rermatutsl B u C, Ty- KyJIe3HBIM aJUIEpPIreHOM
S OepKyiies, cuuIrc) + OKI u KT OT'K )
Knuaungeckue cumirrombl CCJI
® DIM30/b1 TUX0PaAKU A0 38—40 °C 1o 48-96 yacoB "l B N\ 4 N
¢ BoJIb B )KUBOTe, TIEPUTOHUT, MaTbabCOPOITHS KPUOMUPUH-ACCOLIMMPOBAHHbIN KPUOMUPUH-ACCOLIMMPOBAHHbBIE
¢ [U1eBpUT, IEPUKAPIUT, TAMIIOHAIA CEPALIA CUHAPOM (KAMNC) /MKB-10 — M04.2 NEPUOANYECKUE CUHAPOMbI
¢ Hesle CTPyKTHBHBIN apTPUT, CIIOHJWIOAPTPUT DTO IpyIIIa PEKIX reTepOreHHbIX ayTOBOCIAIN-
¢ POXKMCTOIIOOOHBIE BBICBIIIAHUSA HAa HOTaX TeJIbHBIX 3200IeBaHUM C CUCTEMHBIM BOCIIAJIe- CeMeltHAsA X0I0H0-
o Tsokestast MUITHsA, GUOPOMUAITUA HUEM, OIIOCPeJOBAHHBIM UHTEepJIeHKUHOM 1[. BasA KpallMBHUIIA
e BocnayuTeabHbIe 3a60/IeBAHIA OPraHOB MaJIOTO Ta3a, 3aTparuBaloT Koxy, cycrasbl, [THC u r1asa. (FCAS)
YV MaJIBYUKOB — BOCIHAJIEHIE BJIATATHUINA AMYKA PacnpocTpaHeHHOCTb —
® HeBpOJIOTHYECKUI CTATYC: TOJIOBHAA OOJIb, CYIOPOTH, : ! CuHIpOM
TapecTe3uy, 3aJiep>KKa JbIXaHUA U aTaKCHA ot 1:360 Thic. A0 1:1 MAH Maxuia - Yaiica
* B nicxofie 3a60J1eBaHA — aMIUIOV/I03 ® AYyTOCOMHO-IOMUHAHTHOe Hac/leloBaHUe (MWS)
¢ MyTanus B reHe NLRP3
J
MiageHueckoe
e N MYJIETHCACTEMHOE
CXEMA JIEHEHUA KANC B p—
Manbuuk YeTbipex nert, 3a00/IeBaHme
nmxopapka, Nuru6urop WI-13 CINCA/NOMID)
renarocnjeHomeranms, KaHaKWHyMa0
numdageHonatus, ¢ 06I.I.|,I/Ii7l cmMnTomMm —
ceposuT — MUrpupyoLasa MaKyne3Ho-
e2(pPeKTUBHOCTH
e —— nanyJsne3Has Cbilnb
CHCTEMHBIE no Tuny KpanuBHULbl
( ) IIPOABJIEHNS +
CXEMA NIEYEHUSA cCN apTpuT
Konmxunux Unruburop WI-6
<3 TOIIN3yMab
Hea(ddekTuuBHOCTH - J
v/
HelepeHOCUMOCTh ( . . R
NEPUOAUNYHECKUMN CUHOAPOM, ACCOLMNPOBAHHbBIVN C PELLIENTOPOM ®AKTOPA HEKPO3A
Jr onyxoJi (TRAPS-CUHAPOM) /MKB-10 — M04
Wnruéurop WI-1p Hea((eKTUBHOCTH IMepuoamyecKU CUHAPOM, aCCOIMUPOBAHHEIN ¢ perienitopoM 1 ®HO, — 3TO CUHIPOM ITepUOANIeCKOMN
KaHaKIMHyMa0 - ITepcucTupyromuit (peKyppeHTHOM) Inxopagku. [IoMIMO Hee XapaKTepHbI apPTPAITHA, MUAITHA U JIETKYe ITIOPAKEeHUA KO,
ApTpUT coxpaHsAmwomyecs oT 1 1o 3 Heflesib. COIIPOBOKIAETCA BOCIIaJIeHNeM TKaHel KOXU, CYyCTaBOB, IVIa3 U CEPO3HBIX
J' 0007109€K, OCJIOXKHAETCA BTOPUYHBIM AMIUIOUI030M.
HeaddeKkTBHOCTE i
AXTUBHEIE Myranuu rena TNFRSF1A (12p13.2), kopupymoiero TNFR1, BbI3bIBaIOT CHIKEHUE CIIyIINBaHUA pellerrTopa
Anamumymat
CHUCTEMHBIE E— C KJIETOYHBIX MeMOpaH U yMeHbIIIeHUe er0 CBIBOPOTOYHOTO YPOBHA, 3aMe/jieH e mepenaqn curHara PHO
+ prent
AIDOTRITCHIA BHYTPb KJIETKH U Pa3BUTHE CHCTEMHOIO BOCIIAJICHHUS.
apTpuT
il JleueHre — KaHAKUHYMa0, TOIWIN3YMA0 1 STAHEPIIETIT.
H‘;;;‘gﬂgM nrs PacnpocTpaHeHHocTb — 1:1000 000. Tun HacnefoBaHUS —
L ) ayTOCOMHO-AOMWHAHTHbIN )




3

IleguaTpusda cerogua N° 2 (14) 2021

LLUIKOJTA UMMYHOJTOTA

AHHa
AnekcaHapoBHa
MYXNHA

Annepronor-MMMyHONOr, Hay4Hbli COTPYAHWK
oTaena annaemMuonorum U MOHUTOPUHa
nepBUYHbIX UMMyHOAEULINTOB

Orey «HMUL Arovt um. Omntpus Poravesa»
Mwunagpasa Poccumn

AHHa
lOpbeBHa
LLEPBENHA

[.M.H., npocheccop PAH, 3amectutens aupekropa
WHCTWUTYTa remaTonorum, MMMyHOorm

1 KNETOYHbIX TexHonoruii ®rey «HMUL, Arou
M. Omutpuns Porasesa» Munsgpasa Poccumn

UNPPbI N PAKTDI

ITo aHHBIM POCCUMCKOTO PerucTpa, pac-
npoctpaHeHHOCTh [T1]] B PO — B cpemHeM
1,5 arydaa Ha 100 ThIC. HaceneHUA. XOTA
B OTZEJIbHBIX PeTMOHAX 3TOT II0Ka3aTelb
nocrturaet 2,7-3,6 Ha 100 ThIC., B IIeJIOM I10
Poccuu 3a60/1eBaeMOCThb JAaHHOMU IIaTOJIO-
Tveli o4eHb HU3KaA — 1 yestoBek Ha 100 ThIC.
[TprHUMas Bo BHUMaHUe TOT QakT, YTo He
Bce cay4au IIM/]] momamaioT B perucTp,
CTOJIb HU3KAas PaCIpOCTPaHeHHOCTh TOBO-
PUT O 3HAYUTENbHBIX IPOOIeMax B IIEPBYIO
o4epesb B AMArHOCTHUKE IAIIUEHTOB C Iep-
BUYHBIMU UMMyHOoZedunuramu. Kpome
TOT0, B OTe€4eCTBeHHOM perucrpe GuUKCUpy-
€TCA OTHOCUTEILHO MeHbIIasA JOJIA CIy4aeB
[MNJ, ¢ rymopanbHbIMU epekTamu. [Iprraem
OCHOBHYIO 4aCTh TaKUX ITAIIEHTOB y HAaC
COCTaBJIAIOT JeTH, B TO BpeMsA KaK B 3apy-
GeKHBIX PerUCTPax MpeobIafaioT B3poc-
Jible — KaK 3a cyeT XOpolIlleli BLDKUBaeMo-
CTH IIPU COBPEMEHHBIX MeTO/laX TepaIuy,
TaK U 3a CUeT OOJIBIIOTO YMCIa OOIBHBIX
¢ 001el BaprabeTbHOM HeOCTATOYHOCTRIO,
4acTo MaHU(peCcTUPYIoIen U TUarHOCTUPY-
eMol y:Ke BO B3pOCJIOM BO3pacTe.

CrieKTp OCHOBHBIX, OIIOPHBIX B IIOCTAaHOBKE
JIVarHO3a KIMHUYeCKUX npoasiaeHuit [TN]]
OIMCaH MHOTOKPATHO: IOBBINIEeHHAsA 3200-
JIEBA€MOCTh, 0COOEHHO HeCTAaHAAPTHBIMU
(ONIOPTYHUCTUYECKUMU) U TAXKEJIbIMU
UHPEeKIUAMY, TeHAeHIINA K GOpMUpPOBa-
HUIO XPOHUYECKUX BOCIAIUTENbHBIX O4a-
TOB, CUMIITOMbI UMMYHHOM AVICPETYJIALY,
IIOBBII€HHbI€ PUCKU PA3BUTUA OHKOJIOI'U-
YeCKOH IaTOJIOTUY, BbICOKAs CME@PTHOCTh
B paHHEM BO3pacTe B OTCYTCTBUE a/leKBaT-
HOMU Tepanuu. B mpaKTuke IleuaTpa IIy-
POKO UCIIONIB3YIOTCA «12 IPU3HAKOB IIEep-
BUYHOTO MMMYHOZe(PUIIUTAY, IJle OIIMCAHbI

3amMmecTuTesnbHas
Tepanua npenapartamMm
WMMYHOIMOOY/IMHOB

ELye coBcem HefaBHO riepBuYHble nMMyHogegpuuntsl (MNNL) cuntannce pegkmmm 3abo-
neBaHusamu. OgHako és1arogapsi HOBEULLNM reHETUHECKUM UCCIE[0BaHNSM U pacLLMpe-
HUIO KITMHUYECKNX MPeLCTaBIEHMI O BPOXAEHHbIX AeheKTax uMmyHHou cuctemsl (UC)
06beM 3HaHWUV B 0671aCTV KITMHUYECKOW MMMYHOJIOMMU 3Ha4YnTeSIbHO yBennynsics. [ pynna
rnepBUYHbIX UMMYHOAEPUUNTOB yXe HacynTbiBaeT 6osiee 400 reHeTUHECKNX pa3HoBUL-
HocTeu, a pacripoctpaHeHHocTb [/ B oTaesibHbIX €BPONeNCcKuUxX cTpaHax ¢ pa3BuTtou
UMMYHOJIOrM4ecKou cryxoou gocturaet 8 crydaes Ha 100 Tbic. HAcesieHusl.

HauboJee 3HaYNMble HaCTOPAKUBAIOIIIE
MapKepbl BPOXKAEHHBIX Jle(peKTOB UMMYH-
HOM CUCTEeMBI.

BOMPOCbLI TEPAINMUA

[TpUHITUIIBI CTAPTOBOM Tepanyu P BhIAB-
geHuu IIN]l, Kak IpaBUJIO, BKIIOYAIOT
B ceOsA IPOTUBOMUKPOGHbIE IIpenapaThl
¥ HQY3UU UMMYHOIJIOOY/IIHA JeloBedec-
Koro (UI'Y). OueHb BXKHO He3aMeJINTEeIbHO
TIPUCTYNUTS K JIedeHUIo mpenapatamu YI'Y
(He3aBUCHMO OT TOTO, eCTh ¥ OOJILHOTO
OCTPBIN MH(DEKIIMOHHBIN ITPOIECC WIH HeT)
Ipu OGHAPYKeHUY 3HAYUTETHLHOTO Aedu-
IIUTa CHIBOPOTOYHBIX UMMYHOIIOOYJIMHOB
wiu gedekra crierupuIecKoro aHTUTeJIo-
ob6pazoBaHus. I1o eBpOIIENICKIM JaHHBIM,
GOJIBITITHCTBO MAITUeHTOB C KOMOUHUPO-
BaHHBIMU U IyMOPAIbHBIMU UMMYyHOZe(pu-
LIUTHBIMU COCTOSHUAMU HYXKIAIOTCA B 3aMe-
crutenbHOU Tepanuu UI'Y, ero BHyTpU
BeHHBIMU U NIOAKOXHBIMU ¢popmamu. B PO
ceifyac UCIOIB3YIOT IPeUMYIeCTBeHHO
BHYTpPHUBeHHbIE (HOPMbI UMMYHOITOOY/IMHA
(BBMUI).

Ha pelrpeseHTaTHBHOI KOrOpTe NalIeHTOB
13 HeCKOJIBKUX PeruoHoB Poccum 6bLI0
IOKa3aHo, YTO B JJIUTEJIbHOMN perymuap-
Hol Tepanuu BBUI HyxzmaroTca He MeHee
50-60 % Bcex GONBHBIX C ArarHo30M IIV]I.
Tak:xe 6bLIO IPOIEMOHCTPHUPOBAHO, YTO
npenapatsl BBUI' Ha3HAYa10TCA He TOIBKO
TaeHTaM ¢ KOMOMHVUPOBAaHHBIMU U TYMO-
PUIBLHBIMU AedeKTaMU JJI IOCTOSHHOMU
3aMeCTUTEeJbHOU Tepalliy, HO U 3IIU30[U-
YeCKHM MaleHTaM C APyruMu ¢popMamMu
nn7z (puc. 1).

DTO HeOOXOUMO YUUTHIBATh HAa PErHOHATb-
HOM YPOBHe IIPY IDIAHUPOBAaHUY 00'beMOB

A. BamecTtutenbHas Tepanua BBU

B. Onusopgnyeckas Tepanus BBUI

F'ymopaneHble U

VIMMyHO,D,ed,’)VILlI/ITHbIMVI COCTOAHUAMU

Tepanua BBUI 350
Tepanua BBUI™ He npoBoaunacb 300
400
250
350
o o
© 300 2 200
] 250 8
5 3150
< 200 186% 90 % c
§ 150 § 100
T 100 E 50
O, o,
50 70%  91% 60% 30% 18% oy
o
0 — T 0 T T T T
CungpomansHble N[ W HeyTOYHEHHbI VnmyhHas Hedexro! AB3 Iedbexrs

Kom6uHuposaHrHble U

PucyHok 1. 3amecTutensHas Tepanvs BBUIM nauneHToB ¢ NepBUYHbIMA

[vcperynaums arouurosa Bp. UMMyHUTETA

PacnpoctpaHeHHocTb ML B nonynsaunm coctasnset
B cpeaHeM 4—6 4YenoBek Ha 100 TbIC. HaceneHus.

N3 aTnx umdp HEOBXOOMMO UCXOAUTb U MPU OLEHKE
ypoBHSA anarHoctukm MNAL B Hawwen ctpaHe

obeceyeHus IpelapaTaMu, KOTOpPbIe
BBIXOJIAT 32 PAMKUY ITOTPeOHOCTeH alrieH-
TOB Ha peryJIIpHON 3aMeCTUTEIbHOM Tepa-
in. Vicxons 13 JAaHHBIX 10 001eMy YUCITY
60bHbIX ITV]I, HAaKOILIEHHBIX B OT€YeCT
BEHHOM perucrpe, He MeHee 2000 marueH-
TOB C 9TUM JUAarHO30M, 110 HAalllUM pacye-
TaM, Hy»KJJalOTCA B PeTryJIIPDHOM Tepanuu
BBUI B Poccuu.

OCHOBHbIE NMPOBJIEMbI

B pesysbTaTe UcciaeoBaHUA, IPOBeJleH-
HOTO B PaMKax perucrpa nauueHTos ¢ [T1]],
JOCTOBEPHO BBIABJIEHO HECKOJIBKO BOXKHBIX
po6yieM, BO3SHUKAIOIUX IPAKTUIECKU
y Bcex nanueHTos ¢ [T1]] BHe 3aBUCUMOCTA
OT MecCTa IIpoXuBaHuA. Kaxxgada us sTux
Ipo6JIeM IO OTAEIHLHOCTH YKe CIIOCOOHA
TIPUBECTH K IIOTepe KOHTPOJIA HaZ 3a6oste-
BaHUeEM, a UX COBOKYITHOCTh PaHO WJIU
IIO34HO BBI3bIBAET paanTne )KI/ISHeyI‘pO-
JKAIOIIUX OCJIOKHEHUH.

HawuGosee onacHo HeCcOOIIOZieHYIE IIPEATIN-
CaHHBIX UHTePBAIOB BBeAeHU:A BBUI u3-3a
HeaJIeKBaTHOTI'O 00eCTIedeH A ITperapaTaMu.
ITo HamMM HaGIIOEHUAM, C TPYLHOCTAMU
B X IOJIyY€HUU CTATKUBAIUCEH OOJIBIITH-
CTBO ITalIeHTOB (61 %) — Kak B3poCible, TaK
u fetu. [Ipy 3TOM y B3pOUIBIX OTCYyTCTBHE
IIpernapaToB 4acTO IIPUBOJWIO K IIOTHOMY
MIPeKpaIeHUI0 Tepanun. B GOIbIIUMHCTBE
PEeTrMOHOB ITIaBHOU TPYJHOCTHIO B 0bGecIie-
yeHuu BBUT craHOBUTCA 0TKa3 B opopmite-
HYY VMHBUIUIHOCTH IIAllIeHTaM I10 JOCTH-
JKeHuu 18 JieT.

Bropas 1o 3HaYMMOCTH IIpO0sIeMa — BHIOOD
TIperapara Ajid IOCTOSHHOU Tepanuu. borb-
HBIM C TYMOPTHHBIMU Jle(heKTaMu Heo0X0-
JIMO IIOZIIePKUBATh ITPeNTPAaHCPY3HOHHYIO
KOHIIeHTparuio IgG Brie 6 rfi. Jaxxe mpu
aZIeKBaTHOM De)KHMe TepaIlnuy IIpernapaThl
BBUI, KOTOpbIe He MOTYT OOeCIIEINTD ITOBbI-
mrenue IgG /10 1ieTeBbIX 3HAYEHIUI IPU COOJTIO-
JIleHUY JO3UPOBKY, He OyyT UMeTh OXKUzae-
Moro 3¢ deKTa MPY CTAOVITH3AIY COCTOSTHUS
IanyeHTa ¥ COKpalleHnuY Yncia nHpeKIu-
OHHBIX 31IM3070B. Tak, 110 HAallIM JaHHBIM,
GOJIBIITMHCTBO UCIIONb3YeMbIX JUIA 3aMeCTH-
TeJIbHOU Tepanuu mnpemnapaTroB (OKTaram,
IpuBumxeH, U.T. BeHa) oGecriequBaroT Tpe-
OyeMbIil IpeTpaHC)Y3NOHHBIA yPOBEHb
IgG pu coGrofneHUN HeOOXOAUMBIX 103

¥ KPaTHOCTHU BBeZleHUA. VIcKiIIoueHueM
ABJIAETCA penapar [abpurnobuH-IgG —
YyeTBepPTHIN II0 YaCTOTe UCIIOJIb30BaAHUA
B HaIell BLIGOpKe. B mpoBeZieHHOM ucCIe-
JIOBaHUM OH He IoKa3aa 3(pGeKTUBHOCTU
B IIOJiep>KaHUY aZleKBaTHOTO IIpefTPaHC-
(dysuonHoro IgG (puc. 2).

Kak MHOrOYMC/IeHHBIE NIPpeAbIAyInye pa-
00TBI, TAaK U IIPOBEJIeHHOe HAaMHU HCCJIe-
JlOBaHNe IeMOHCTPUPYIOT, YTO HeaJleKBaT-
Hada Tepanud BBUT' y manuenTos ¢ [TN]]
NIPUBOAUT K YBeITMYEHUIO YaCTOTHI HHPEK-
LIAOHHBIX 3IIU30/[l0B, B TOM YMCJIe TsXKe-
JIBIX, TPeOYIOIMMX BHEIJIAHOBBIX TOCIIH-
TaJIU3aIUuH.

ApnexBaTHasA Tepanua BBUI He TONBKO yiryd-
maeT COCTOAHME MallMeHTOB U CHIKaeT
PUCK TAXKeJbIX }KU3HeYTPOXKAIOITUX OCTIOMXK-
HeHUH, HO U CyIleCTBeHHO BJIMAeT Ha Kave-
CTBO >KM3HU OOJBHBIX BCeX Bo3pacToB. Hamu
OBbLI IPOBEJleH CPAaBHUTEILHBIN aHAIU3
KadecTBa »XU3HU JieTeli ¢ [TU]] c nepexTom
TYMOPaJIbHOTO 3BeHa JI0 Hadaja Tepanuu

l'ymopanbHble gedekTbl
16 T p = 0,001
p=0,01
o el
12 +
=10 T
—
0]
2 gt
*. < 24,
+
6 +
4l +*
2 1
0L
MpueupxeH Okrtaram [a6purno6uH W.I. Bena
Yueno
naumeHToB 65 58 18 11
MuH. 0,9 3,0 1,2 37
Makc. 13,0 11,4 9,0 13,1
MepunaHa 7,0 6,9 5,0 75
Cpepntee 71 6,7 52 7,7
PucyHok 2. MpepTpaHcdy3nOoHHbIN
YPOBEHb CbIBOPOTOYHOrO MMMYHOITIO6Y-
NIMHa Y NaumneHToB ¢ rymopansHeivMu MU
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HOBbBIE BOSMOXXHOCTI

Ka4yecTBO XU13HW feTen ¢ rymoparbHbiMU gedpeKktamm
HaNPsIMYLO 3aBUCUT OT PErynspHON 3aMeCcTUTENbHOMN
Tepanuv BBUI 1 gocTuraet TakoBOro y nx 300poBbIX
CBEPCTHMKOB, fjaXxe HECMOTPS Ha NOCTOAHHOE fiedeHne
npenaparamu s BHyTPUBEHHOIO BBEAEHWS

BBUT u Ha doHe peryssspHON 3aMeCTUTeTb-
HOU Tepanluy BHYTPUBEHHLIMY UMMYHO-
mrobynmuHamu. Ha ¢oHe afieKBaTHOI Tepa-
UM BBIABJIEHO JOCTOBEPHOE ylIydllleHue
(p <0,05) rokazaTeyiell Ka4eCcTBa KU3HU I10
OTZIENIbHBIM KaTerOpUAM — 3[I0POBbE, CaMO-
YyBCTBUeE, 00IIeHUe, MKoJA (PUC. 3) U IO
CyMMapHOII mKajie orpocHuka PedsQL 4.0
B IleJIOM — 62,95 + 5,5 6ayuia 1o BBUT
u 85,45 + 2,3 6ayuta Ha BBUT (p <0,01).

DTO 3HAYMUT, YTO Ka4eCTBO XU3HU JleTel
C TyMOPAaJIbHBIMU Je(deKTaMU HaIIPAMYIO
3aBUCUT OT PETYJIAPHOMN 3aMeCTUTeIbHOMN
Teparuy BBUI' 1 MOKeT JOCTUTaTh TAKOBOI'O
Y UX 3[0POBBIX CBEDCTHUKOB, JAXKe HeCMOT-
P Ha IIOCTOAHHYIO TePAIIXIO IIpeliapaTaMu
JUL BHYTPUBEHHOIO BBEI€HUA.

YUUTBIBaA IJIMTEILHOCTD 3aMECTUTEILHOM
Tepanuu, JOCTUTAIYI HECKOIbKUX
IEeCATKOB JIET Y OTAEJIbHBIX IAIEeHTOB,
a TaK)Ke HEeYKJOHHBIN POCT UX YUCIA,
KpaiiHe BayKHO CO37IaBaTh OOJIBLHBIM KOM-
dopTHBIE YCIOBUS IJIA JIEYeHUs C MUHU-
MaJIbHBIM OTPBIBOM OT PabOTHI U y4eOBbL.
Tak, IT0 JAaHHBIM eBPOIENCKOTO PEerucTpa,
B IIOCJIeAHUE TOAbl OOJBIIUHCTBO IIa-

M=DIPAL

3[10POBbLIN B3rnan

HA )KXU3Hb!

=2

Y

nueHTOB — 8182 u3 15840 (52 %) — Ha 3a-
MeCTUTEeIbHOU Tepalluy UCIOIb3YIOT IIpe-
TapaThl UMMYHOIJIOOYJIMHOB /IS IOTKOXK-
HOTI'O BB€JIeHUA, YTO, BO-II€PBLIX, OGCCHE-
YUBaeT HOJJepKaHUe PaBHOMEPHOH
KoHIleHTpanuu IgG, a BO-BTOPBIX, II03BO-
JifgeT u36eKaTh BHIHYKIEHHBIX 00paIIeHUi
B aMOyJIaTOPUIO WJIM TOCIUTANU3ALUI
B CTaIlMOHAP JJIA IpOBeJeHNA NHDY3UHU.
JlanHaa dopma BBeZeHUA IIpeliapara He
TpebyeT BEHO3HOT'O [OCTYIIA, YTO KpaliHe
BaXKHO JJI4 JeTell. Mbl OUeHb HafleeMcH,
4To ¥ B Poccuu mpemnaparsl I ITOAKOXK-
HOTO BBeJIeHU: CTAaHYT BCKOPE MUPOKO
JOCTYITHBI.

K Ba)KHBIM aprymMeHTaM I PaclIupeHus
BO3MOKHOCTEH HCIIO/Ib30BAHMS IIONKOKHBIX
VT OTHOCUTCA U IePCITIEKTUBHOE CHIDKEHEe
3aTpar Ha JledeHue 33 CYeT YMeHbIIeHUs
BBIHYK/I€HHBIX TOCITUTATU3AINN U 3aHATO-
CTH MEeIUIIMHCKOTO IepCcoHaIa, YTO MO-
TBEP)KJAETCS HeOMHOKPATHBIMU UCCIIE]0-
BaHUAMM B cTpaHax EBpoOIbL.

HEHAMNPACHbIE YCUNUa
Vicxons U3 JaHHBIX PETUCTPA YCTAaHOBJIEHO,
4YTO y 35 % HBbIHE B3POCJIBIX ITallUEeHTOB

O

U3AENNA
AKYLUEPCTBO
MEAULUUHCKOIo
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TEXHUYECKMUE
OP®AHHBIE PEAHUMALINS CPEACTBA

3ABOJIEBAHUA W AHECTE3UOJIOTUA PEABWJIUTALUN

Peknama

bonbe nHpopmaumm
HaO caure:

www.medipal.ru

CpepnHue 3Ha4eHusi OTAENbHbIX NoKasaTenen onpocHMKa KadecTsa Xu3Hn PedsQL B 6annax
[0 Havana Tepanuu BBUI™ n Ha choHe perynspHoi 3amecTuTenbHou Tepanum (p <0,05)
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PucyHok 3. 3amecTtutensHas Tepanusa BBUIN naumeHToB ¢ nepBnYHbIMK
UMMYHOAEMULUTHBIMU COCTOSIHUSIMU — OLIEHKa Ka4ecTBa XWU3HU

¢ IT]] 3amecTUTeIbHAA Tepanyis ObLIa MHY-
IUUPOBAHA B IeTCKOM Bo3pacTe. Takum
00pazom, yepes 5-10 jieT YMCI0 GOIbHBIX,
JOCTUTIINX 18 jIeT, 3Ha4UTEJIbHO yBe-
JIMYUTCA U HarpysKa Ha B3pOCJIOe 3B€HO
MMMYHOJIOTUYeCKOU IIOMOIIY yCUIUTCA
MHOTOKPATHO.

IIpu coxpaHeHUY IPOGJIeM C aZleKBaTHBIM
obecredyenrieM BBUTI Go/IbIIas 4acTh Ieecro-
COOHBIX B3POUIBIX IanueHToB ¢ [TU]] moa-
BEPrHYTCA PUCKY Pa3IMIHbIX MHPEKINOH-
HBIX OCJIOKHeHUM. CiefoBaTeIbHO, YCYIINA
nefuaTpUYeCKOro 3BeHa I10 MOoAlePXKaHuIo

O

~
1 A

HAPYLUEHME
FEMOCTA3A

=

TPAHCIMJIAHTOJIOTUA

BBICOKOI'O KayeCTBa KM3HU MalleHTOB
¢ [T MOIyT OKa3aTbCs HAIIPACHBIMU.

Bosee Toro, mpu CTONIb HEOIATOIPUATHOM
PasBUTHY COOBITU IleHA JIeYeHUA MalyeH-
ToB ¢ [TM]] GyzmeT pacTH 3a cUeT BHICOKOM
CTOMMOCTH Te€PaIvHU B CTALIMOHAPE, OIUIATHI
GOTbHIHBIX JICTOB U T.A. BoT oyemy perre-
HUe IepedyrCIeHHbIX IPo0IeM OKa3aHUA
MEeIUIMHCKOM IIOMOIIH 00nbHEIM ITW/] B 3Ha-
YUATEJIBHOI Mepe YIy4dIIUT IIPOTHO3 U Kade-
CTBO »KM3HU STUX IIAIIIE€HTOB, a TAK)Ke COKpa-
TUT 3aTPaThl HA UX JIeYEHHE.

CnuvcokK niuTepatypbl HaXo0[NTCS B peaakumm

MEOUMAJ — cospemeHHas dapmauesTMyeckas
AUCTPUOLIOTOPCKAS KOMMAHMS, OCYLLECTBASIET
KOMMJIeKCHoe obecneyeHue yUpexaeHMm CUCTEMbI
3APOBOOXPAHEHUS MHHOBALMOHHBIMM

NEeKAPCTBEHHbIMU CPEACTBAMM U U3AENUAMMU
MEAMLMHCKOro Ha3HA4YeHKUs Ha TeppuTopmm Poccuuy,
ctpaH CHI v ganbHero 3apy6exbs.

r@{O

OHKoJIornsa

SHAOKPUHONOINA

Appec: 115230, Mockeaq,

Bapwasckoe wocce, a. 47, kopn. 4

+7 (499) 426 09 95
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MHoronukumn doeHoTUn
T-peronatun — gecouumnt LRBA

T-peronatunu, niam CUHZPOMbI UMMYHHOU NCPErYISLNU,— 3TO KOMOUHWNPOBAHHbIE NePBNYHbIE UMMYHOLEMDULNTHbLIE
coctosiHnsa (MALC), o6ycnoBneHHbIe HapyLLIeHNEM MEXaAHN3MOB ayTOTOJIEPaHTHOCTY n3-3a AeeKkTa CyrnpeccopHOU
QYHKUMN T-perynsaTopHbIX IMM@OLUNTOB C Pa3BUTUEM TSXKESIbIX MyJIbTUOPraHHbIX ay TOUMMYHHbIX U MHEDEKLMOHHbIX
OCJIOXKHEHMU, a TaKXe BbICOKUM PUCKOM rosiBSIeHUs onyxonen. OnucaHo 6onee 10 MONEKYISPHO-reHeETUHECKUX
AeeKToB, xapaKTepHbIX 4115 rpynrbl T-peronatuv, Hanbosee sipkne u3 Kotopbix — IPEX-cuHgpom, a Takxe gegu-

yntel CTLA4 n LRBA.

Onus
h AnekcaHOpoBHa
POOVNHA
K.M.H., anneprosior-mMmyHorsor, 3amectuTesnb
3aBepytoLliero otaeneHnemM MMMyHosnormm

Orey «HMUL OArovt um. Omutpus Poravesa»
MwHsppasa Poccumn

KNIOYEBOW ®AKTOP

KitroueBbIM TPaHCKPUIIIMOHBIM (PAaKTOPOM
i pudepeHTUPOBKU T-perynaTopHbIX
JIUM@ONUTOB CIy>KUT 6etoK FOXP3. MyTa-
U1 B ONHOMMEHHOM reHe NMPUBOJAT
K X-CIleIUIECHHOMY CUHJPOMY UMMYHHOU
JUCPeryJIAnyy, MOJTUIHIOKPUHOIIATUH
u 3HTeponaruu (Immune dysregulation,
Polyendocrinopathy, Enteropathy, X-linked,
IPEX-cunzipom). B nociefHee fecaTuieTue
JIOKa3aHa U U3y4eHa KPUTHUYeCKasa PoJb
mosieKynbl CTLA4 perlenrTOpPHOrO ammapara
T-mnmonuTos (B TOM yncie T-peryaarop-
HBIX) B PeaIn3aliii KOHTPOJLA Itepudepu-
4ecKoH TonmepaHTHOCTU. Mosnekyia CTLA4
SKCIIPeccHpyeTcs Ha aKTUBUPOBAaHHBIX
T-mumdorutax u T-peryraTopHsIx auMdo-
LIUTaX, OTPAHUYNBASA UMMYHHBIN OTBET
IyTeM CBA3BIBAHMA ¢ Juragamu CD80/86
Ha aHTUTeH-TIPe3eHTUPYIOMUX KIeTKaxX
(AIIK), a TakXe myTeM KJIETOYHO-OIIO-
CcpeJloBaHHOM cyIrpeccuu ¢ yyactueM T-pe-
TYJIATOPHBIX TUM(OLUTOB. BpLIO IOKasaHo,
410 MyTanusa B reHe CTLA4 nmpuBogur
K HapylIIeHUI0 CyIIpecCOpHON GyHKIUU
T-peryaaTopHBIX KIETOK if Vivo U in vitro.
BaxxHas posib JaHHOM MOJIEKYJIBI ITIPOAEMOH-
cTpupoBaHa B onbITax Ha CTLA4-HOKayTHU-
POBaHHBIX MBIIAX, Y KOTOPbIX CTPEMUTENb-
HO pasBUBAIACh daTasbHaA TUMboLUTap-
HadA UHQWIbTpaUKA OpraHos. B 2012 roxy
OIIMICAHBI UCTOPUHY OOJIE3HU ILAITH IAIVIeH-
TOB C KJIMHUYeCKUMU IIPU3HaAKaM¥ UMMYH-
HOU JJVICPeTY/IAIINY CO CHIDKeHNeM dKCIIpec-
cuu CTLA4, HO 6Ge3 MyTalluu B COOTBET-
cTByIoIeM reHe. OKasajaoch, YTO BTOPUY-
HBIN AeUIUT JAHHOTO pellelITopa BhI3BaH
IedeKToM ero peryaaTopHoro 6enka LRBA
(lipopolysaccharide responsive beige-like
anchor — iMnononaucaxapyz-4yBCTBUTEb-
HBIN AKOPHBIN 6eJIOK), 00YCIOBIeHHBIM
ayTOCOMHO-PelleCCUBHO HacleAyeMbIMHU
MyTauuAMU B reHe LRBA (puc. 1).

Mocoma
Perpandiiih
o\ 1
\\*‘*’”‘\un

PucyHok 1. MexaHn3am B3anMopencTems
monekynel CTLA4 n LRBA

T-kneTka

LRBA — GeJIOK 13 ceMeliCTBa IIPOTENHOB TOMO-
JIOTMYHOTO IUIEKCTPHHA U JUTIEeNITHA/A aclia-
ParHOBOM KUCIOTEI C TPUITO(PAHOM, CBA-
3aHHBIM C pa3BuUTHEeM CuUHApoMa Yenu-
aka-Xuracu (pleckstrin homology-beige and
Chediak-Higashi-tryptophan aspartic acid
dipeptide, PH-BEACH-WD40). [laHHBII GeToK
9KCTIPeCccUpyeTca B FeMOIIO3ITUYEeCKIUX, HepB-
HbBIX U Jpyrux KieTKax. [eH LRBA pacrionoxeH
Ha 4¢31.3, comepXuT 57 3K30HOB U KOTUPYeT
GEJIOK, COCTOALINIA 13 2851 aMUHOKUCIIOTHBIX
ocTaTkoB. LRBA perynupyeT sKCIIpeccuio
CTLA4 Ha T-perynaATOpHBIX U aKTUBUPOBAH-
HbIX TtnM@oIUTax MOCPe[CTBOM B3aIMO-
JIeMICTBUSA C IUTOIUIAa3MaTUIeCKUM YIaCTKOM
aTOrO OesKa, 3aMeJIsiA ero AerPafalliio
B iu3ocoMax (puc. 1). Jedekt 6emka LRBA
TIIPUBOJIUT K MacCUBHOU Aerpagarum CTLA4,
a MHTMOMPOBaHMe JIN30COMATLHOM Aerpajia-
MU B KJIeTKax ¢ gedexroM LRBA BoccTaHas-
JIMBaeT YPOBeHb dKcripeccuu CTLA4.

NMPU3HAKN JE®ULIUTA LRBA

Jna peduniura LRBA xapakrepen IPEX-mio-
JOOHBIN (eHOTHIT 3a60eBanust. [Ipu aTOM
y MAIleHTOB (KaK MPaBWIO, C PAHHETO BO3-
pacTa) Bo3HUKaeT S3HTepOIaTus C aTpoduelt
BOPCUHOK U JTMMGOUUTapHOM UHGMIBTPa-
I[Ueli CJIM3KCTOM 0O0JIOUKY KUIIEYHUKA 110
THUILy TUITePIUIA31H MyKO3-aCCOLIMMPOBAHHOMN
suMbounaHou Tkanu (MAJIT) c pasBuTeM
I y3HOTO KOJIUTA, a TAKXKe IIOpaKeHUe
JIETKHUX 110 TUILYy UHTePCTULIUAIbHOM JIM-
(dorurapHoii 60me3nu (VIBJI). Pexxe HabITIO-
JAIOTCs ayTOMMMYHHbIE SHIOKPUHOIIATHH,
caxapHbIi guabet (CII) 1 TuIra, ayTOMMMYH-
HBII TUPEOUJUT, a TAKKe peBMATOWUJHbBIN
apTPUT, IICOPUA3, YBEUT, MUACTEHNUA TPABUC
u ap. K remaTonoruyeckuM MposBIeHUAM
Jedunura LRBA otHOCAT mMonponnde-
PaTUBHBINM CUHAPOM U ayTOMMMYyHHBbIE ITATO-
TIeHUY (TeMOJINTIYECKYI0 aHEMUIO, TPOMOO-
IIUTONIeHUIO U HeUTporeHuto). IBJI kak
ayTOUMMYHHOe/MMYyHHOe OCJIOKHeHUe
IMNAC BriepBble onricaHa MeHee 10 JieT Ha3ay,
V B3pOUIBIX ITAITEHTOB C 001Iel Baprabestb-
HOH HeIOCTaTOYHOCTHI0. OCOOeHHO 4acTo
(o 52 % ciy4aeB) 5TO OUIOKHEHUE BCTpeda-
eTcA B TPyIIe UMMYHHOM AMCPeTyJIALNY,
B TOM uucie y neteit. WJIBJI pa3BuBaeTca
¥13-3a IIaTOJIOTUYeCKOU (POUTUKYIAPHON
rulepIuIasuyl 6pOHX0-aCCONMUPOBAHHOMN
JIMMGOUTHOU TKaHU WK AU (Y3HOTO JIUM-
(bOLIMTapHOTO MOBPEXKAEHNA MHTEPCTUIIA.
DTO NPUBOAUT K IIPOrPeCCUBHOMU IOTepe
(YHKITIM JIETKUX, COKpAIad MPOfO/LKUTE b
HOCTb YKU3HU IallFeHTa.

WJIBJI ipencraBieHa TpeM: 1aToMopgoiro-
ruyeckuMu popMamMu: QOLITUKYIAPHBIN
opouxuonut (PB), HoxynsApHAasa muMpous-
Had runepiviasu (HIT) u numdonurapHas
WHTEePCTUIUAIbHAA THeBMoHuA (JINII), —
HO 3a4aCTyI0 HOCUT CMelIaHHbIN XapaKTep.
Kaxxzmaa ¢popma uMeeT 4eTKO O4epYeHHbIe
PEHTIeHOJIOThYeCKre CUMIITOMBI ¥ TUCTO-

JIOTUYeCKYI0 KapTUHy. TaK, 04aru KOHCOJIU-
Jlallyiy 110 TUILY MaTOBOI'O CTeKJIa WIN CUM-
IITOM «XJIOIIKOBOTO KyCTa B IIOYKax» Xapak-
TepHBI I QOJUTUKY/ISIPHOTO GPOHXUONNTA,
KpYIHbIE CAaPKOMOIO00HbIe IPaHyIeMbl —
JUIA HOAYJLIPHOU JTUM(OUAHOM TUIlepILUIa-
34U (3a cUeT aKTUBHOU nponaudepanuu
B-muM@onUTOB repMUHATUBHEIX IIEHTPOB),
a muddysHble UHTEPCTUIIUATbHbIE U3MeHe-
HUA — 1A TUMQPOIUTAPHON UHTEPCTULIH-
QIHHOM ITHEBMOHUY BBUTy aKTUBHOM UHBa-
3UBHOU T-KJIeTOYHOM MHPWIbTPALIVIU.

MMMYHOJIO'MYECKUE HAPYLLEHUA

ITpu peduite LRBA BO3HMKAIOT TUIIOTaM-
MamIOOY/IHEMYIS WIM IVICTAMMAarIo0yvHe-
MU (32 cYeT 3HaYMMOro IToBbIeHus IgM),
cHIKeHUe o6mero mysa CD3+ u CD4+ T-mum-
(oruTos, a Taxxke Treg-mMQGOLIUTOB, IIOBBI-
LIeHue 9ucia GoUIMKYIAPHBIX T-mumdo-
LIUTOB, BO3MOKHO YMEHBIIIEHIE KOJTTIeCTBA
NK-xs1etok. Co cropoHs! Bymimgonuros orme-
YaeTcs yMepeHHO BhIpaykeHHad obmmasa CD19+
JIUMGONeHHUsA C 3aMeTHBIM JePUIUTOM

TepeKIIoYeHHBIX B-mumonuTos naMATH.
[TaTOTHOMOHWYHO CHIKEHUEe[/OTCYyTCTBHE
akcrpeccun LRBA u CTLA4.

TEPAMNEBTUYECKUE Onunn

C y4eToM KOMOMHUPOBAHHOTO NMMYHOZIE-
¢dunura npoBoaUTCcA MpoduIaKTIIecKas
TIPOTMBOMUKPOGHAA Y 3aMeCTUTeIbHAA Tepa-
M IperapaTaMy BHYTPHUBEHHBIX IMMYyHO-
m1o6ynuHOB (BBUT). JleueHre Kiaccude-
CKMIMU UMMYyHOCYIIPECCUBHBIMU IIpernapa-
TaMH (IVIIOKOKOPTUKOCTEPOUIBI, a3aTHO-
IIPUH, TUKIOCIOPUH, MOodeTHIa MUKO-
(eHOTIAT) He JaeT IMOTHOTO KOHTPOJA Haf,
3abosieBaHIIEM U HEPeIKO COITPOBOXKAETCS
MHOKeCTBeHHBIMU IT0O0YHBIMU 3G QeKTaMH,
B TOM 4HCJIe yBeIMYMBAeT PUCK NHQEKIH-
OHHBIX OCJIOKHeHUI. CaMOH ITepCIIeKTUBHOMN
TepalleBTUYeCKOH oIlyel Ipu Aeduriure
LRBA cuuTaercs nprMeHeHVe abaTanernTa
B KayeCTBe aHaJIora eCTeCTBeHHOIO MH/IYK-
TOpa UMMYHOJIOTTYeCKON TOJIePaHTHOC-
Tu. [Ipeniapat npeacTasiaeT co60i Xumep-
HOe TyMaHU3UPOBAaHHOE MOHOKJIOHAIBHOE

Ta6nuua 1. OCHOBHbIE OTKITOHEHWS Ta6OPATOPHbIX NOKa3aTenen y nauneHTKm

¢ gecomumtom LRBA

Mokasatenb

Jlevikoumtbl, x 10%n
[emornobuH, r/n
Tpom6ouuTsl, r/n, x 10°/n
Hentpodunsl, x 10%/n
Petukynouwntbl, %

Mpsamas npo6a Kymbca
MmmyHornobynuH A, r/n
MmmyHorno6ynuH M, r/n
WmmyHornobynux G, r/n
CD3+,x 10%n

CD3+/CD4+, x 10°/n
CD3+/CD8+, x 10°/n
CD19+,x 10%n
CD19+/CD27+, IgD, %
CD3-/CD16+/CD56+, x 10°/n
Treg (CD4+CD25+CD127-), %
TREC, x10° /neiik.

KREC, x10° /nek.

m Hopma
3,1 7-12
90 115-160
125 150-400
0,01 2,27-5,66
59 0,2-1,2
Monoxur. (++) OTpuuart.
<0, 246 0,3-1,5
51 0,6-1,8
23 4-14,6
1,144 1,4-2,5
0,90 0,9-2,0
0,214 0,6-1,9
0,6 0,7-1,3
3,2 8,7-25,6
0,035 0,276-0,896
2,1 5-6,1
120 470-4100
0 780-7700
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anTtureno (Fc yuacTok uMMyHODITOOY/IMHA
G1 wrroc BHeKIeToYHbIN oMeH CTLA4). TTo
JAHHBIM KPYIIHBIX KOTOPTHBIX MCCIIEN0BA-
HUH, abarauent no3eosaeT 3pPpeKTUBHO
KyIHPOBAaTh CUMIITOMBI 3200JIeBaHUA,
BKuTIouas MJIBJI, B Gosee YeM IOJIOBUHE CITy-
vaeB. KnuHudeckuil a2 @eKT u noaHas
pemuccys GbICTpee BCEero JOCTUTAIUCH IIPU
HCIIOJIb30BAHNUM BBICOKMX /103 IIperapara
(20 mr/kr 1 pas B 2 Hegmenw). [Ipu ToKeIOM
TedeHUY 3a60IeBaHNsA IPUGETaoT K TPAHC-
IUIAHTALUY TeMOIIO3THYECKIX CTBOJIOBBIX
KJIETOK.

KNMHUYECKUI CNTYHAN

JeBouka A., 8 1eT, 2013 I.p., BIIepBbIe
IOCTyIIMJIA B OTAeJIeHue NMMYHOJIOTUN
HMUILl ATOUN um. Imutpua PoraueBa
B 3 roga ana uckimodenud [IU/l. C gByx
MecAIleB — pelUANBUPYIONIUMN GypPyHKY-
Jle3, OTUT, TIHEBMOHUM. B 1 roz 8 mecAres
y peGeHKa PasBUIKCH TsKEIbIA TUMGO-
nponudepaTUBHBIA CUHAPOM (IIedeHb
+5 CM, ceJle3eHKa +7 CM U3-TIOZ, Kpas pebep-
HOU 1yTH, TuMQaTeHOaTHA), TPeXPOCTKO-
Bad quTolleHUus:A (HeTponeHuda — 0,1 X
10°/n1, TpomM6onuTOIeHU — 47 X 10°[11,
aHeMUsA — reMOIIOOUH 70 T/JI) M XpOHUYe-
CKUU IUapeHBIN CUHAPOM 0e3 JOKa3aH-
Horo nHQeKINOHHOro areHTa. I[Ipu nocry-
IUIeHUU B OTJejleHre NMMYHOJIOTUM OT-
MeYaJICsS BhIPaKEHHBIN GPOHXO0JIETOUHBIHI
CUHZPOM C AbIXaTeJbHON HeJJOCTaTOYHO-
CThIO 1-2-11 cTeleHU (Kalleyb, UHCIUPA-
TOpHAas OABIIIKA, PAa3HOKaJIUOEepHbIe
XPpUIBI, CHUKeHUe caTypanuu g0 93 %),
renaTocIieHoOMeTanus, SHTeponaTus. Jla-
GOpaTOPHO OOHAPYKEHBI TPEXPOCTKOBAS
VMMYHHAs IIUTOITeHUS (KyMOC-TIO3UTUBHAS
reMoiuTU4YecKasd aHeMUs, HeUTpOIleHUs,
TPOMGOITUTOIIEHN), AUCTaMMarIoGyIIHe-
muA (noBbimenue IgM o 5,1 rfn Ha doHe
mIy6oKoro cHYKeHuA IgA u IgG), nedunur
LUTOTOKCUYecKUuX JuMdonutos (CD8+),
NK-xi1eTok, Buimmdonuros namaru, T-pe-
rynaTopHbIx tuMponutos, TREC u orcyT-
crBue KREC (3KCIIU3MOHHBIE KOJIbIIA, OHU
J)Ke KPYTU UCCeYeHUsA PeKOMOUHAIUU
T- u B-kyreTouHbIX peniennTopoB — TCR/BCR
rearrangement excision circles — Mapkepsbl
HOPMAaJIBHOTO co3peBaHusA T- u B-kieTou-
HOTO pellenTopoB) (Tabur. 1). IIpu MysbTH-
CIIUPAIBHONM KOMIIBIOTEPHOU ToMorpaduu
(MCKT) opraHoB rpyIHOI KJI€TKU 1 OPIOII-
HOU IIOJIOCTU B IIapeHXUMe JIeTKUX BbIAB-
JIeHBI CyOCAaHTUMETPOBbIe MHMIBTPATUB-
HbIe OYaru 10 TUITy MaTOBOT'O CTeKJIa (CUMII-
TOM «XJIOIIKOBOT'O KyCTa B IIOYKax») Ha poHe
1uddy3HOro mopakeHusa HHTepCTULUA,
a Taxke TMMGaZieHONaTuA BHYTPUTPYIHBIX
JUM(}OY3JI0B U IPU3HAKU rellaToCIUIeHO-
Meranuu. MUKpOOHOIOTHIecKoe UCCIeo-
BaHUe OPOHXO0AJbBEOJIAPHOTO JIaBaXka
NIPUYUHHO-3HAYMMOTO IIaTOreHa, 00y CIOB-
JINBAIONIETo UMeloIyecs JerouYHble u3Me-
HeHUA, He BBIABUIO.

ITo COBOKYITHOCTU KIMHUYECKUX U peHTre-
HOJIOTUYEeCKUX CUMIITOMOB 3aII0l03peHa
WHTePCTULMATbHAA TUMOIUTapHaA 60-
JIe3Hb JIETKUX. [MCTOIOrYecKoe UccIesoBa-
HUe IPOBeIeHHOU OHMOIICHY JIETKOTO TIO-
TBepAwWIo Hanmuuue MJIBJI cMeIaHHOro
XapakTepa — KOMOMHAIMY (QOJUIMKY/LIPHOTO
OGpoHXUONINTA 3a cdeT posrdeparyy CD20+
B-muM@oruToB 1 TMMGOLUTAPHON UHTEP-
CTULIMAILHON THEBMOHUU C YMepeHHOU
T-KIeTOYHON UH(PWIETpALe MHTePCTUIA
(CD3+). IIpu ¢hpuGposzodaroracTpoayoseHo-
cxontuu (POI/IC) 1 KOTOHOCKOIINY TaKKe
BBIABJIEHO UMMYHHOe IIOpaXKeHUe pa3jind-
HbIx otaenoB JKKT: A3Ba IykoBUIIbI 12-1€p-
CTHOM KUIIIKY, SPO3UBHBIN OYJILOUT, TEPMU-
HaJIbHBIN uineurt, su@@ysHeiil 1umdo-
(G OJUTUKYIAPHBIN KOJUT C MHOKeCTBOM
AITONTOTUYECKUX TeJIell, KPUIITabCI[eCCoB,
KPHUIITUTOM.

Ha ocHOBaHUY COBOKYITHOCTH JIAHHBIX ObLI
zanofosped ITUJIC ¢ IPEX-riomo6HbIM (heHo-
TUTIOM. MOJIeKy/IApHO-TeHeTIiecKoe 1ccie-
JIOBaHMe C MCIIO0JIb30BaHUeM CeKBeHUPOBa-
HUA HOBOTO nokoseHusd (NGS, “MMyHOJIOTU-
JecKas MaHesb) OOHAPYXWIO MyTaIUIo
B reHe LRBA ¢.1359G>C, p.GIn453His, mpu-
BOJAIIYIO K IOBPEXIEHUIO JOHOPHOTO caliTa
CIUTafiCUHTa (3aMeHa I0C/IeJHero HyKJIeo-
THZA B 9K30HE) B TOMO3UTOTHOM COCTOSHUY.
Y 060mX 30pOBBIX POLUTENIEH ITOITBEPK-
JIeHO HOCUTEILCTBO HaliZIeHHOM MyTanuu
B I'eTepPO3UTOTHOM COCTOSHUU. Takyke Ipu
OIleHKe 5Kcrpeccuul LRBA MeTomoM IIpoToy-
HOI IIUTOMETPHUU BBIABJIEHO pe3Koe ee

CHIDKeHYIe IT0 CPaBHEHMUIO CO 3[0POBBIM KOH-
Tposnem. Takum 06pa3oM, B BO3paCTe ISITU
C TIOJIOBUHOM JIeT y peGeHKa BepudUIupo-
Bad [TVl — pnedurtur LRBA. B kauecTBe marto-
TeHeTIYeCKOM Tepalny IIPOBeeHO JiedeHre
nperaparoM abararent B 03e 20 MI/KT B[B
1 pa3 B 14 fHell B TeueHUe 18 MecAneB.
Ha oHe Tepanuu yIydImmiocs oblee camo-
YyBCTBUe, IIPOU30IIENI perpecc IuMdomnpo-
J(epaTUBHOTO CHHIPOMA, HOPMAaJIN30-
BAJICA CTYJI, HUBEJIMPOBATIACH IUTOIIEHUA,
YMEHBIIWINCh UHTePCTUITUNATbHbIE U UH-
($uIBTpaTUBHBIE N3MEHeHU: B ITapeHXMe
000MX JIETKUX, a TAKXKe pa3Mepbl KOHIJIOMe-
para mMMQaTIIeCcKUX Y3/I0B B CPEJOCTEHUN.

A Oupasup

MKaATUOGAHT

NNEMEHUE NMPUCTYNOB
HACJIEACTBEHHOTIO
AHIT'MOHEBPOTUYECKOIO

OTEKA

(D”Pa?-ldp

10 mr/pp
Mm"

3 trmen g

L
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f) XpaHuTca npn KOMHaTHOI TeMmnepaTtype
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[OTOB K NpMeHeHUIo
MoXxeT npuMeHATbCA Yy fleTeln € 2-NeTHero Bo3pacra

BBOANTCA NOAKOMXHO, CAMOCTOATENbHO

YauTHIBas TAKECTDb TedeHUs 3a00IeBaHusA
¥ PasBUTHE MYJIBTUOPTaHHBIX OCIOKHEHUH,
B ceMIIeTHeM BO3pacTe MaljieHTKe BbIIOJ-
HWIY TPAHCIUIAHTALMIO TeMOIIO3TIYeCKIX
CTBOJIOBBIX KJIETOK OT raIUIOUJeHTUIHOIO
noHopa (otua). Ceryac JOCTUTHYTA MOJTHAA
VMMYHHAas PEKOHCTUTYIVIA. TaKuM 06pasom,
PaHHAA AUMArHOCTHKA C y4acTUeM KIMHUIIY-
CTOB, PeHTIeHOJIOI'OB, TIaTOMOP(OJIOTOB,
CIIEI[UAIICTOB B OOJIACTU MOJIEKY/ISIPHOM
TeHeTUKU U AuddepeHITPOBaHHBIN TOAXOT,
K TapreTHOM Teparvy CIy»KaT 3aJI0T0M ycIiexa
JedeHud gaHHoro [TA]I.

Crimcok JinTepartypbl HaxoguTcs B peaakuymmn

2 no OUPA3MP®

Oupasnp®. i Homep: JICP-008206/09. : VikaTv6anT. opwma: pacteop gna BBeneHUA. rpynna: B; it aHTaroHmcT.

MaKOAVHAMUKa. VIKaTVGaHT ABNAETCA C: Tom a2 (82). N oot cuHTeTH 110 X/MUYECKOT! CTPYKTYpe i HO UMeloLi B CoCTaBe 5 I Gpau-
KUHWHa ABIAETCA KITKOMEBLIM MeAATOPOM Pa3BUTUA KNHUMECKIX CMITOMOB OCTPOTO npucTyna HAQ. YCTaHOBMIEHO, UTO UKATUGAHT NPOABNAET CBOVICTBa paxe B cnydae i AO3b1 84 pasa. K Mpenapar Oupasup® nokasak AnA
CAMITOMATUNECKOTO NeveHiA OCTPbIX MPHCTYNIOB HACEACTBEHHOIO aH! P Koro oTéka Cl-5cTepashi) y B3pOCbIX, NOAPOCTKOB W AeTet B BO3pacTe 2 neT 1 Craplue. " HOCTB K npenapara Bewectsy
n selectsam). ) i1 NPUEM MHI bepmenTa. [leTckuit BO3PacT A0 2 NeT MM Macca Tena naumenTa meHee 12 kr n ™ He 4 y Npu 06OCTPEHIM MLLEMIYECKO ﬁoneznm
CEPALA WM HECTABNIbHOI CTEHOKAPAVM; B NIEPBbIE HEAenY NoCTe UHCYTa (c. «Oct Tb. Knthiuecs T oTcyTcTByior. [ KX

yKasbigaior Ha para Ha npotiecc iiua v va Ho i1 pUck anA wenosexa He onpepener. Mpenapat GUpasnp® Moxet npu T TonbKo nocne it ouenki nonb3a/puck ANA MATEPU 1 N0,

HaNPIAMED, A3 NE4EHIR YTPOKIOUETO K3Hi TPWCTYNa HAO, CONPOBOXARIOUIETO OTEKOM rOpTaH. YAHOE BCKApMIMB3E. HENSSECTHO, TPOHHKAET AU UKATIGAHT 8 TPYAHOE MOTOKO SENOBEK3, NOSTOMY NOCAE NPMNEHEHAA TIPeNapaTa QUPasUp" y KOPMAUIEH NALIEKTKM CEAYET UCKTIOAUT: KOPMIEHAE TPYLI0 Ha No-

KNMHUYECKN SHAUYMbIX

cnepytoue 12 vacos. O o, H

nonoBbix
J Pewenvie o

i1 11 TOpMOH-C

NepeAHe/i GpIoLHOI CTerHKv. MTpUMEHEHUE NPeNapara NPOBORAT oA KOHTPONEM

nevieruts HAO. TIaLEHTbI C KNVHUNECKIMI oTeKa ropTani

po3bl. Bapocnsie. 71032 7477 B3poCbix

(3 wrvexumm pueckas nonyAALI.

SKCTPeHHO

an pivecoit Macca ena /flosa (06

VIM CRlefiyeT HaxoBuTbCA Mop Bpava

JKEHILUK, Tak 1y MyH. CIoco6 npumeHeHs u 4obi. Mpenapat Gupasup® np ana
BBeeHA Npenapata DYPa3sup® NAUMEHTOM WK NILOM, OCYLECTBARIOWMM YXOA 33 HIM, MPUHIMAET BpaY, UMEIOLMI OfbIT AUArHOCTAKI 1
npuictyna HAO. LUNpy, copepxauui npenapat Gupasup®, np:
WbeKuMA 30 Mr npenapata QuPasvip”. B GOMbLINHCTBE Cnyuaes OJHOKPATHOTO BBEEHYA penapaTa DUPasMP® AOCTATOUHO A1 KyNMPOBAHA CAMNTOMOB HAO. B Cryuae HEAOCTaTOuHOM SGGEKTUBHOCTI Wi peuvavEa npucTyna HAO, MOXHO
BBecTM npenapar &Dmpasmp NIOBTOPHO Uepes 6 4acos. EC Nocie MOBTOPHOTO BBeAeHiA npenapara cumombl HAO coxpaHaioTcs wnu npucTyn HAO peLmaviBupyer, TRETbA IHbeKLA penapara MOXeT Gbirb BbiMonHeHa elie depe3 6 4acos. He Mk

BBEACHIS, NIpY

TonbKo ANA

YTOUHYIO 403y Npenaps

032 npenapata O1Pasp®, PACCUATaHHaA C YUETOM MaCChi Tena peGeHKa v MoAPOCTKa (B Bo3pacte 2 ropa — 17 ner), ykasaa & Tabnuuie 1. ECAW OCTaloTCA COMHEHWA B OTHOLLIEHUM M3BNEKaEMOro OB bEMa MpenapaTa, HyXHO OBPATUTLCA K Bpavy. Pexim
:12-25 ke /10 wr (1,0 M) 26-40 K /15 wr (1,5 mn); 41-50 Kr £ 20 r (2,0 mn); 5165 Kr /25 wr (2,5 wn); > 65 Kr /30 M (3,0 wn). B pamikax KU1 npumeranit He Gonee 1 ubbeKun npeniapara Qupasip® A neveHin npucrynia HAO. Moxnbie.
[lakHble O npumeHen npenapata GUPasvp® B ryNINe NALVMEHTOB CTaplue 65 IET OrPaHVIEHbi. YCTAHOBNEHO, UTO Y MOMWIBIX MALMEHTOB CUCTEMHAA IKCTIOIMLVA MKATMBAHTA MOBBILLIEH], OIHAKO, KNMHIMECKAA 3HAUMMOCTb AAHHOTO HAGNIOAGHIA B OTHOLLEHUY Ge30MacHOCTM npenapata BupPasup® He onpepeneHa. Cnocob
npumereny. Bapocbie. Mpenapar Dupasip® MOeT GbiTb BBEAEH CAMOCTORTE/IbHO MALMEHTOM U AMLIOM, OCYILIECTENAHOLLMM YXOZ 32 HIM, TONKO MOCE 06y eHIIA TEXHYKE BbINOTHEHWA MOJKOKHLIX MHBEKLIWIA MO/ KOHTPONIEM MEAVILIHCKOTO COTPYAHMKa. [leTi 1 NoApOCTKM B Bo3pacte 2-17 net. Mpenapat Gupasup® Moxer

Bobnacts

Moa6op

6biTb BBEAEH IMLIOM, OCYLLEC A 3a TONbKO NOCH OAKOKHBIX MHBEKLNIA NIOR Mo6ouHoe peiicraue. HITP, vacTo (21/ & MecTe
BBezeHNR (B MeCTe BaepeHNs rematom KOXH, CHIPKEHYIE 1 OTCYTCTBYE MyBCTBATENHOCTI KO, , IPUYXNOCT, Gotb, O B, OTéK, v owywerue Tenna); acto (21/100 - <1/10): FONOBOKPyAeHYe, FONIOBHas GOrb, TOWHOTA,
coinb, 3y, Tena (nupexcws) 4aCTOTa HeU3BeCTHa (He MOXET GbiTb yC naHHbI Meavatpueckan nonynsLws. Y GONbLIMHCTBA ACTei 1 IOAPOCTKOB, KOTOPBIX NIEHHNA C MIOMOLLHO MOAKOKHBIX
VIHBEKLMIA MKATUBAHTa, Gbinit OTMEUEHb! HEXENATEIbHbIE PEaKLY B MECTe BBEAEHIA NPEnapaTa, Takite KaK MOKPACHEHME 1 OTEK KO, 3yA, 6O 1 OLLyLeHYe XokeHws; 311 HTTP Gbini O NerKoit A0 CPeAHeit CTeneHn TAxecTi 1 Goinv cxoxmmi ¢ HITP, 3aperuc y B3pocnbix. Mep 1 3¢pexton
no cnywaes npenapara Gupaup®. < apyrumn K JicTens npenapata Gupasup® ¢ usodepmenTamit (CYP) utoxpoma PASO He

Bceanc posuy HAO, pasup’ AN . Mpenapar cneayer 1o npy yenosusx. I'IauMeNvaM

Oupasvp®, nenyer wwnoa Bpava. B cnyuae HeAOCTaTOUHOTO SpeKTa npenapaTa VW peLvAvBe NPUCTYNa NOCNE BBEACHUA NIPENaPaTa NALMEHTOM WAV MM, 3aHm,
0BpaTHTB K apaty. Mo HeabbeTHEHOCTH MEPBO WieKL F1A NCHeHIA NPUCTYTa NOBTOPHBIE BBEACHUA MPENapaTa B3pOCTM NaLeHTaN RO . MaHHbix 0 BBeAeHUV NpenapaTa NP HeadAEKTVBHOCTY NEPBOVt VIHBEKLIMN A1A NeUeHVA NPUCTYNa y AeTeii 1 oA

POCTKOB Her. 06

&Ka ropTaHV, B TOM UiCne B CRyuasX, KOr nocne

Ha K

" MauvieHTam 8 iepoA neveHvA creayer

Qupasup® obnapaer

A OT BOXfIeHUA w

Ten: +7 (495) 787-04-77. Gac: +7 (495) 787-04-78. Monuas

yo, Poccuinc

HAO - HaCNeACTBEHHbIVi AHTVIOHEBPOTHYECKHIA OTEK.

VIHCTPYKLUA MO MeAVLMHCKOMY NpyMeHeHWio npenapata GUPA3VIP® ot 10.01.2018, JICP-008206/09 ot 16.10.2009; URL: http//gri _View._\

000 «Takepa GapmacbioTukany»: yn. Ycauesa, 2, cTp. 1, 119048, Mockea, Poccua.

Ten.: (495) 933 5511, dpakc: (495) 502 1625. C-APROM/RU/FIR/0018
https://www.takeda.com/ru-ru/.

Matepuan npeaHasHaueH TONbKO 1A MEAVNLIMHCKIX PaGOTHNKOB.
[laTa BbIXoAa MaTepuana: okTA6pb 2020 .

Peknama

CUM (V.1) o7 01.09.2020 Ha ocHosakmu UMI ot 10.06.2020.

7-32a0-4eb6-bb9d-1e828c401127&t=b869d75e-9b75-4a38-b87b-7261de60bbe3. ‘

€CNI OHI UYBCTBYIOT YCTANIOCTS WM TOMOBOKDYKEHYE. YENOBM OTTYcKa. OTNYCKAIOT 10 PeLierTTy.

119021,r.Mocksa, yn. Tumypa Opykse, A 11,CTp. 1, 5Tax6, NOM.|, kom. 6;8; 12.
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KAHECTBO XI3HV

PoHp «[ToaconHyx»:
KaK XXUBYT nauueHTbl ¢ MNA?

B 2020 rogy ¢boHz «llogconHyx» Ha4as MHOrosieTHee nccrieqoBaHne kav4ecTsBa XU3HW naymneHToB ¢ nepBuYHbIMU
mmmyHopepuymtamm (NMNAL) n ux 6:mskux. OgHa na ero 3agady — orpefesinTb OCHOBHbIE rpobJieMbl, C KOTOPbIMU
CTasIkuBaroTcs 60JIbHble, N NMOATBEPAUTL UX CTATUCTUYECKUMU faHHbIMU. 10 nToram nccregoBaHns poHa Havasl
paspabartbiBaTb U BHEAPATb MHCTPYMEHTbI, KOTOPbIE MOMOrYT YCTPaHUTb (PaKTOPbl, CHUXAaIOLNE Ka4eCTBO XN3HU

naymeHtos c /.

MH®OPMALNA K PASMbILIEHAIO

IlepBbIe JaHHBIE UCCIEJOBAHUA ITOKA3bIBAIOT: HEIOCTATOYHAA MHOPMUPOBAHHOCTD
TIaIfreHTa O 3a00JIEBAaHUU U €T0 COITUATBHBIX aCTIeKTaX KpaliHe HeTaTUBHO BIUAET Ha Kade-
CTBO XU3HU. [TocsIe yCTaHOBJIEHNA AUAarHO3a BOSHUKAIOT HCIIYT, JIeIIPeCcCHs, PAaCTePAHHOCTb.
BoJIbHOM 9acTo He IOHUMAET, KaK OyZieT pa3BUBAaThCA 3a00IeBaHKe, HACKOJIBKO OHO ITO-
JlaeTcsA JIeYeHUIO, KaK ITOJIyIUTh ITOJI0KeHHBIEe JIbTOThL [1allleHThI OTMeYaloT BBICOKYIO
CTUTMAaTU3AIUI0, CJIOXKHOCTHU C PAbOTOH, OrpaHUYEHNEe COITUATBFHOTO B3aUMOJENCTBYS.
Tak, 0 HeIIOHMMAaHUU CTPYKTYPBI TEPAIIUY, OTCYTCTBUY MH(POPMAIUY O PeAKUX Hapylile-
HIIX IMMYHUTETA Y Bpadel B PeTHOHaX COOOIIIIN 49 % B3POCIBIX IAI[EeHTOB.

Jipyras BaKHasA IpobiieMa IoJOMeYHbIX (OHAA — HeIPeACcKa3yeMOCTh TedeHUsA 3a60eBa-
HUA U JJIATETbHOCTD TOCIUTAMN3anNi. O HeBO3MOXKHOCTH IUTAHUPOBATh CBOE Oyaylee
win Oyayiee peGeHKa 13-3a 00Ie3HU COOOUTIN 61 % B3POCIBIX U 75 % poauTesieil O0IbHbBIX
Ieteit. 75 % cemeii ¢ [TN]] haKTUYECKH KUBYT Ha ITOPOXOBOM G0OYKe. B TaKOM CUTyaIiuu
HeoOXOIMO IMeTh OIePATUBHBIH JOCTYII K aKTYAIbHONH MHMDOPMAIUY, KacaIoIencs
Pa3HBIX aCIeKTOB 3a00IeBaHUS.

CEPBUC ANngd NALUMEHTOB
HMpuna bakpanse,
npesuzgeHT ¢poHAa «[loacomHayx»:

— BaxHbIM HampaB/eHHeM Pa3BUTHA IPOrPaMMbI ITOBBINIEHN KaueCcTBa KU3HU HaIIUX
TIOAOIIeYHBIX CTAIO CO3AaHMe IIN(POBOro NanyeHTooOprueHTUpoBaHHoOro cepBuca (LII1IC).
DTO CUHTE3 UHCTPYMEHTOB ITU(PPOBOM SKOCHCTeMbI (POHZA, HAalIpaBJIeHHbIX Ha ITOBBIIIIEHHe
KayecTBa ;KU3HM marueHToB ¢ [IN]]. CepBUC BKIIOYAET B ceOsI TOPTAT propid.ru i MOGHIIE-
HOe IIpWIOXKeHNe.

ITpu paspa6orke 1IIC MBI B35UIM 32 OCHOBY IVIaBHbIE C(HePhI, KOTOPhIE BIUAIOT Ha KAYECTBO
JKU3HU. B paMKax cepBrca CO3IAI0TCs OI0KU 300POBBSI, CEMbH, y1e0bl ¥ KAPhePhl, O0IEeHH.
EC/IM KOPOTKO — 3TOT CEPBUC JOKEH TOAAEP;KATh HAITUEHTA C IIEPBOTO K€ MOMEHTA,
MOCJjIe TOro KaK eMy IocTaBiieH Auardo3. CO6CTBEHHO, AaKe A0 9TOTO MOMeHTa —
KOT/Ia YeJIOBEK ell[e TOJTHKO HauHAaeT 3aMeYaTh ONpe/eIeHHbIEe CUMITTOMBL. 371eCh OH
CMOJKET Y3HAaTh, UTO TaKoe [TN]I, KaKOBbI €r0 CUMIITOMATHKA, HACTOPAXKUBAIOIIHE IPU3HAKI
U Tepamnws, KaKue CYIIeCTBYIOT JbTOTHI IS HAIMeHTOB OTHOCUTENBHO MPENapaToB

78 %
67 %
50 %

XUBYT B NOCTOAHHOM CTpaxe OTCYTCTBUA NpenapaTtoB
OTMe4aloT CUJIbHYIO counasibHyrO nsonayuio

CTankuMBaloTCs CO CIOXHOCTAMMU Ha pa6oTe
13-3a He06XO0AMMOCTHW rocnuTanu3aumnm

61 %
75 %
49 %

B3pOCJbIX He MOTYT NJlaHMPOBaThb CBOEe GyayLiee
popuTenen He MOryT nnaHupoBaTtb 6yayuiee geten ¢ NAL
He MOHMMAIOT CTPYKTYpY Tepanum

U JIeYeHUs U UX IIPaBOBble OCHOBAHUSA, KaKas MapIIPYTU3AIVA U COITAATN3AIA Y HAIINX
TIONOIIEYHBIX U TaK Jjaiee. Ha Bce 3T BOIIPOCHI IAIMIEHT JIETKO HaW/IeT OTBETHI C IIOMOIIBI0
LITIC. U yxe cerofHA MHOTHE U3 3TUX BO3MOXKHOCTE! PeaIM30BaHbI HA ITOpTasie propid.ru.
Pecypc pacckasbIBaeT, ¢ YeM MPUAETCA CTOMIKHYTHCS YeJIOBEKY IIOCIe IIOCTAHOBKY AMarHo3a
U KaK JIBUTAThCA BIepe]], IPeofoyieBas TPYLHOCTH.

Anexcangp PyHOB,
PYKOBOAUTENH IICUXOJIOTMIeCKON CIIy:KOBI (hOHJA:

— B IIC npeaycmotpena «basa 3HaHUI» — OMOIMOTEKa CTaTel, I0AO0pKa BeOMHAPOEB.
3a OfIH TOJILKO MIPONUIBIH To7 o/ IpoBei 30 BeGUHAPOB IIPU YYACTHHU SKCIIEPTOB:
MMMYHOJIOTOB, IOPUCTOB U IICUXOJIOTOB. VIX BBICTYILUIEHUS IIOMOTYT HANTH OTBETHI
Ha BOITPOCHI KAK MMAIMEHTaM, TAK U BpayaM.

Ha noptaste ects py6puka «[Ipo IMMYHHTET 1 He TOJIBKOY, T7ie CIIeI[AIVCThI IOIMY/IIPHBIM
A3BIKOM H3JIaraloT I0JIe3HyI0 AJid nanueHToB c [IV]l nadopmanuio. B pasgene «HyxHa
IIOMOIITb» OOJIBHON MOYKET B OHJIAH-PeXKIMe 3aIIPOCUTH IOJIEP)KKY B JIEKAPCTBEHHOM
obecIieyeHNY YIY I0PUIIYEeCKYI0 KOHCYJIBTANNIo. TAKKe Yepes IOPTaJl 3aII0THAIOT aHKEThI
U 3aABJICHNA JIIOAU, KOTOPbIe XOTAT CTaTh BOJIOHTepaMu (GOHZA.

2021

Nog arupoi 06LiepOCCHIACKOI

UHGOpMaLMOHHO-06pa30BaTeNbHON MHMLMATUBDI
«[lepnatpus 1 HEOHATONOrUS: Pa3BUTHE K/IMHUYECKNX NPAKTUK»

XypHan «StatusPraesens.
Meawnatpus u HeoHaTonorUs»

Pa360p CNOXHbIX KNUHUYECKIX Cy4aeB, 0CTPbIX NPO6IeM,
PEKOMEHZAALNM MO AENCTBUAM B KOHKPETHbIX CUTYaLMsX

*I/IHH R MAPC StatusPraese

+7 (499) 346 3902
(&) ova@praesens.ru

£7 praesens
statuspraesens

Peknama

@ spnavig;

praesens.ru
[ stpraesens

18-20 deBpans
CaHkr-leTepbypr

VIl 06uiepoccuiickas KoHdepeHuus
C MeXJyHapOoAHbIM y4acTuem
JIEPUHATANbHASA MEAULIUHA:
OT NPETPABUJAPHOW NOArOTOBKMW
K 310POBOMY MATEPUHCTBY W IETCTBY»

4-7 ceHtabps
Coun

VIl 06wepoccuitckas KoHgepeHuus
C MeXAYHapoAHbIM y4acTnem
«KOHTPABEPCUN HEOHATATbHOM
MEAWLIMHBI U NEAUATPUN»

1-3 anpens
Mocksa
VI 06uiepoccuiickas KOHhepeHUmus

«FLORES VITAE.
NEAWATPUA U HEOHATONOI A

26-27 HosibpA
Mocksa
VIl 06wiepoccuiickas KoHepeHumus

«FLORES VITAE.
NOJINKNNHUYECKAA NEANATPUS»

4-7 ceHtabps
Coun
XII Bcepocenitckas Hay4HO-NpakTU4eckas

KOH(DepeHLNs 1 BbiCTaBKa
«[JIABBPAY XXI BEKA»

HayyHo-npakTuyeckue
LIKOJIbI

[IEQUATPUS: OT CUHAPOMA
K WATHO3Y U NEYEHULO»

«HEOHATOJ0rMA: UHHOBALIUK C nosuwuit
JOKA3ATENIbHON MEAWULINHDI.
WHTEHCUBHAS TEPANUSA B NEAUATPUN»
10-12 wKon B Te4eHue roga

ANg nepnaTpoB U HEOHATO/10roB
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CTELVANNI/POBAHHASI TASETA
ANITIEAVIATPOB

http://abvpress.ru/registration
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YYPEQUTEND

000 «M3pnarensckuit gom «AbB-npecc»
TeHepanbHbIi ANpeKTop:

Ileonug Mapkosuy Haymos

becryiarHas mogmcka Ha raseTy 7

PEQAKLMA

nasHblit pegakTop: AnekcaHpp fpuropbesny PymsHues

LLlech-pepakTop: M.B. Typkuta

PepakuvoxHas rpynna:

Bbinyckatowmi pegaktop: 1.B. Koanesa
OTBeTCTBeHHbIN cekpeTaps: H0.H0. Lupabokosa

[zanitH n Bepctka: t0.B. Mepesucna

KoppekTop: A.C. CaBenbes

npodheccop, A.M.H. E.W1. Anekceesa

O.M.H. N.A. KopcyHekuit

npodeccop, A.M.H. A.10. LLlep6uHa

[vpekTop no pexkname: A.I'. Mpunenckas
Pykosoautens npoekta: 0.A. CTpokosckas

W YYPEAUTENA
115478, Mocksa,

Ten. +7(499) 929

www.abvpress.ru

ALPEC PE[AKLUN

Kawwpckoe wocce, 24, ctp. 15
-96-19

NEYATb

OTneyataHo B Tunorpacun
000 «tOHMOH MpuHT»
HwxHuit Hosropoa,
OKckui cbesg, 2, kopn. 1
3aka3 82860

E-mail: abv@abvpress.ru

06wwmit Tupax 10 000 3k3.

PACMNPOCTPAHEHUE

Mo noanucke. becnnatHo.

la3era 3apeructpuposaHa ®efiepanbHoil Cnyx60i No Hafzopy
B Cchepe CBSA3M, MHOPMALMOHHBIX TEXHONOTMIA 11 MACCOBbIX
KOMMYHUKauui (PockomHaz3op). CBUAETENLCTBO O perncTpa-
wm MNIA Ne dC77-74576 ot 14 pekabps 2018 1.
Kateropuieckin 3anpeLaeTcsi nonHas W 4acTu4Has nepe-
neyaTtka marepuanos 6e3 o(uLManLHOMO COTNackA pefak-
uvn. MHeHMe pefakumu MOXET He COBMajatb C MHeHVeM
aBT0pOB. OTBETCTBEHHOCTb 3a JOCTOBEPHOCTb PeKNaMHbIX
0GbABNEHNIA HECYT peknamopaTeni.



