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Paccmotpetbl pasnnuHbie Hapywenus B cucteme nHtepdeporos (MPH) — unrepdeporonatum. MpusopunTcs paspaboTaHHas asTo-
pom knaccudmkaums MHtepdepoHonatuit. OxapakTepusoBaHbl KuHUYeckue ocobeHHocTH uHTepdepoHonatu | Tna, accoupmmpo-
BAHHOW C rUNepnpoayKumneit MHTeppepoHa anbda — peakue reHetndeckue Gonesin Menpens, HekoTopble ayTOUMMyHHble 3a6onesa-
HWSI, CMHAPOM WMMYHHOM ancperynsummn. OnucaHbl paspabaTbiBaemblie METOAB MHTEPPEPOHKOPPEKTUPYIOLWEH Tepanuu. TapreTHas
Tepanus MHTeppepoHonaT1it | TMNa, HanpaeneHa Ha 6nokuposaxue rnepnpoaykumn MPHao. Hanbonee yacto scrpevatotest nntep-
dbeporonatun no tuny pedpuumta MAOH: sBpoxaerHbie unu npuobpeternbie neduuntsl MOHo/B u MDHy y peteit u sapocnsix, acco-
LMMPOBAHHbIE C HETUMMYHO MPOTEKAIOWMMM BUPYCHBIMM MM MUKOBAKTEPUATbHBIMU MHPEKLUMAMM. [TaupueHTam ¢ BpoXaeHHbIM fedu-
untom MPHa nokasaHa samectutensHas nHtepdeporotepanus. [Mpu npuobpeterHom aedpuumnte MPHa nposoantes anddeperum-
POBAHHAS MHTepdepOHKOPPUIMpYtoWas Tepanus. [Ins npoBefeHUs 3aMECTUTENBHOM WU MHTEPHEPOHKOPPUIMPYIOLIER TEpanmu ¢
XOPOLLIEN KIMHUYECKON 3¢PPEKTUBHOCTBIO MCMONb3yeTcs Ge30MACHbIM, He MMEIOLLMI MTOBOYUHbIX 3¢ PEeKTOB PEKOMEUHAHTHBIN Yenoseye-
ckuit MIPHa2b B kombuHawmm ¢ antmokenpantamm — BUPEPOH®.
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Various disturbances in the interferon system (IFN) — interferonopathy are considered. The classification of developed by the author is given. The clinical features of
Type | interferonopathy associated with the overexpression of type | interferons in the rare Mendelian genetic diseases, some autoimmune diseases, the immune
dysregulation syndrome, are characterized. The developed methods of targeted therapy of type | interferonopathies aimed at blocking overexpression of type I in-
terferons as hyperproduction IFNo are described. Interferonopathies most often occur as IFN deficiency: congenital or acquired IFNo/B and IFNy deficiencies in
children and adults who are associated with atypical viral or mycobacterial infections. Patients with congenital IFNo. deficiency are shown to have replacement in-
terferon therapy. With the acquired deficiency of IFNa, differentiated interferon-corrective therapy is performed. For replacement and interferon-corrective therapy,
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Wutepdeponsl (MPH) urpatot uentpanbHyio ponb  MyHHoro otseta. [lpu ocTpoi BUPYCHOM MHbEKLUMM 3HAUM-

B MMMYHHOM 30LUMTE NPOTUB BUPYCHOM 1 GAKTEPUATBHOM MH-
dekumn. MMpu koHTAKTE C BUPYCAMM MPOMCXOAUT AKTUBALIMS
NDH | tMna, MHAayurMpyemas natrepH-pacnosHaoWmMMmK pe-
LENTOPAMM BPOXAEHHOM MMMYHHOW CUCTEMBI, KOTOPbIE paC-
NO3HAIOT MATOreH-ACCOLMUPOBAHHbIE HYKIEUHOBBIE KMCIO-
o1 (PHK, OHK). Oanee MPH | tuna (MPHo u MPHPB)
[l Tuna (MPHy) peanusyiot ceom adpdekTsl yepes KorHUTHB-
Hble peuentopHbie komnnekcsl (IFNAR u IFNGR). Beictpas
cekpeuus, a B fanbHeiwem 1 boictpbii cuntes MPH | tvna
MHAYLMPYET OKTUBHOCTb KNETOK BPOXAEHHOTO M QAANTUBHO-
ro MMMyHWTETA MOCPEACTBOM 3AMyCKa CeKpeLyu nposocna-
NIUTENBHBIX LMTOKMHOB U, TAKUM OBPa30OM, MPOUCXOANT OKTH-
BALMS KNETOYHOTO M FYMOPQSIbHOTO MPOTUBOBUPYCHOTO MM-

TensHo nosbiwatotes yposrn MPH v 6onee 70% knetok Ha-
XOOSTCS B COCTOSIHMM QHTUBMPYCHOTO CTATYCA, T.€. 3allmLie-
Hbl OT BHEAPEHMs BUPYCOB, M CMOCOBHBI AKTUBHO MX 0bes-
Bpexueate. B TeueHnne nocnegHux 15 net onucanbl
BPOXAEHHble reHeTunyeckme pedektsl cuHtesa MPHo /B
NDHy, nedektsl peuentopos k MPHo u MPHy (IFNAR u
IFNGR), koTopble cOnpoBOXAQIOTCS KIMHUYECKMMM MPOSB-
NEHUAMM TAXENOM BUPYCHOM M/ Mnu MUKOBAKTEPUANBHOM MH-
dexummn. MHOTrOUNCIEHHBIMU MCCIIEROBAHMSIMU YOEeaUTENBHO
MOKA3QHO CYLLECTBOBAHME BTOPMUHBIX, MPUOBPETEHHBIX HA-
pyweHuit B cucteme MPH, kotopsie BrekyT 3a coboi cHu-
XeHWe NPOTUBOBUPYCHOM PE3UCTEHTHOCTU. TaK, BUPYChI MC-
MNONb3YIOT PA3AUYHLIE KOHTPMepPLI Ans 6opbbbl ¢ cMCTEMOM
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M®PH n cnocobHbl nospexaats cuHtes u npogykumio MPH
HQ PA3HBIX 3TANAX UHTEPPEPOHOreHe3q, a TsXesble BUPYC-
Hble MHbEKLMM MTPUBOAST K €€ UCTOLLEHMIO M, KAK CNEACTBME,
NPUCOEAMHEHMIO BTOPUUYHOM MHPekumn. [Tpu aToM BUpyChl
MOTYT He TONIbKO YCKOnb3aTb oT BodpeicTems MPH, Ho u mH-
rbuposats geicTene yxe cuHtesnporanHbix MPH. Onuca-
Hbl NpuobpeTeHHble gedekTsl B cucteme MPH y nmu, ctpa-
patoux sosspatHsimu OPBU 1 pasnunuHbiMM XpoHUyecknmm
repnecsupycHeiMM nHpekunamm. B nocnepHne roppl B Hayu-
HOM NIUTEPATYPE MOSIBUNOCH OMUCAHUE KITMHUYECKMX OCOBEH-
HOCTeM MHTepdepoHonaTHit | TMNA, acCoLMMPOBAHHBIX C M-
nepnpogykumeit MPHa, koTopele BCTpedatoTes Npu pepkmx
reHeTMdeckmnx BonesHsx MeHaens, HEKOTOPbIX AYTOMMMYH-
HbIX 3060NEBAHMSIX, CUHAPOME UMMYHHOM OUCPErYNSLMM.

Takum 0Bpa3oMm, NATONOMUS CUCTEMbI MHTEPHEPOHOB
BECbMA MHOroobpasHa, OBHAKO, MHPOPMALMS, MPEACTAB-
NIEHHAS1 OTEYECTBEHHbIMM M 3APYBEXHBIMM CBTOPAMM, HE
OYeHb XOPOLIO CMCTeMATM3MpoBaHA. Bce nasectHbie Ha ce-
rOAHAWHMIA feHb HapyweHus cuctemsl MPH, BpoxaeHHoro
MM NPUOBPETEHHOTO MPOUCXOXAEHMS, BKIIOHAIOWME PA3-
NIUYHBIE BUbI POCCTPOMCTB: AePULMT, COCTOsIHUE HeaaeKBaT-
HOrO OTBETA MPU KOHTAKTE C BUPYCAMM, BAKTEPUSIMM, MYyTH-
POBABLUMMM MIIM OMYXOJEBLIMU KIETKAMM — MAPANM3KUC CUC-
Tembl MPH, runepnpogykums MPH — sto natonorus cucre-
Mbl MPH, — nutepdeporonatim.

Basunpysice Ha cCOBCTBEHHOM OMbITE, OMbLITE OTEYECTBEH-
HbIX M 3apYyBexHbIX WCCrepoBaTenei, Hamu paspabortana
knaccudukaums MHTepdpepoHONATUM, KOTOPAs MPUBOAMTCS
HUXe.

Knaccudpukaumsa nureppepoHonarmi

BpoxaeHHble MHTepdepoHonaTtumn

1. Jeduuunt nureppepoHos

1.1. Oedbunupmt nntepdepora ansda (MPHa);

1.2. Dedunumt untepdepona 6eta (MPHP);

1.3. Oedbuunt untepdepora ramma (MPHy);

2. lmnepnpoaykuus nHtepdpepoHos

2.1. Tunepnpogykums MPHao:

2.1.1. AytoBocnanuTensHble CUHAPOMbI 1 AYTOMMMYHHbIE
3060neBaHMS (CMCTEMHAS KPACHAS BOMYAHKA, CUCTEMHbIE
BACKYNUTHI, AEPMATOMMO3NT), cuHapom dayHa;

2.1.2 Wutepdeporonatum | tuna: Aicardi-Goutiéres
syndrome, familial chilblain lups, spondyenchondromatosis,
proteasome-associated auto-inflammatory syndrome (PRAAS),
Singleton-Merten syndrome (MHTepdpepoHonaTtun Men-
nens).

MpuobpeteHHbie — BTOpUYHbIE MHTEpdEpOoHONATUM

3.1. Aeduumnt nnrepdpepoHos:

3.1.1. Jedbuunt uutepdeponra ansda (MPH);

3.1.2. Jedbuunt untepdepona beta (MPHP);

3.1.3. Jeduunt uutepdepona ramma (MPHy);

3.2. Mapanusuc cucremol uTepdepoHoB:

3.2.1. bnokaaa apekBATHOro OTBETA MHTEPdEPOHA anb-
da (MPHa);

3.2.2. bnokapa ageksaTtHoro oteeta MHTepdepoHa beta

(MPHB);

AETCKI/IE NMHOEKIINN

3.2.3. bnokapa afekBATHOrO OTBETA MHTEPPEPOHA raM-
ma (MPHy);

3.3.Iunepnpoaykumns nHtepdepoHoB:

3.3.1. LIMTOKMHOBBIM LUTOPM.

N®DH | Tna cuHTe3npytoTCs SNUTENUanbHbIMKU KIETKAMM,
MHOTUMM KIETKAMM UMMYHHOM CUCTEMBI, B TOM YMCIIE MNas-
MALMTOMAHBIMU AEHAPUTHBIMM KIETKAMM, PACMO3HAIOLWMMM
4yXWe WM COBCTBEHHBIE HYKNEMHOBBIE KMCHOTbI. [eHeTuye-
CKMe M MOJNEKYNPHbIE HAPYLIEHMS, MMEIOLME MECTO MpH
peaknx GonesHsx Mengens, accouMMpoBaHsl ¢ runepnpo-
pykuner MPH | tvna, BosHMKaAIOWEN BCIEACTBUME BPOXAEH-
HbIX HOPYLIEHUIA BHYTPUKNETOYHOTO HYKIEMHOBOTO MeTabo-
nmama, gedpuumta [JJHK-asbl unm pedekros cercopHoro pac-
MO3HABAHMS HYKNEMHOBBIX KMCNOT. B pesynstate atmx pac-
CTPOWCTB B UMTOMIA3ME KIETOK MPOUCXOAMT 0Bpa3oBaHME
6ONbIIOTO KONMYECTBA COBCTBEHHBIX HYKNEMHOBBLIX KMCNOT.
B otBeT BO3HMKOET akTHBHOE pacnosHasaHue OHK u nato-
nornyeckas runepnpopykums MPH | tvna, kotopbie sanyc-
KQIOT MMNEPAKTUBALMIO OYTOMMMYHMTETQ, 4YTO MPUBOAMT K
PO3BUTUIO QYTOMMMYHHOTO BOCMQSIEHMS, MOPAXAIOLLEro
LEHTPANbHYIO M NepudepruyecKyto HEPBHYIO CUCTEMY, Bbi3bl-
BAIOLLErO MOPAXEHUs KOXM U COCYAOB (BACKYAMTHI), KOCTEM
M CYCTOBHBIX MOBEPXHOCTEM, NETKMX M T.4. TaKUM 0Bpasom,
BbicTpasi 3pPEKTUBHAS PEaKLMS UMMYHWUTETA HA 4YyXepoa-
Hble HYKNEMHOBbIE KUCNOTbI MO3UTUBHA, KOTAA NMPUBOAMT K OK-
eaumn MPH | Tvna Bo Bpems BTOpXeHMs NATOreHOB U pe-
QnM3auMK NPOTUBOMMKPOBHOM 3ALLMTEI, HO KPAMHE HETATHE-
HQ, KOTAQ OHA MPOMCXOAMT B OTBET HA TMMEPMNPOAYKLMIO
cobereentoit [JHK, BosHukalowyo B pesynstate Hapylue-
HUM MeTaBONM3MAa COBCTBEHHBIX HYKNEMHOBLIX KMcroT. [lo-
flyYEHHbIE ACHHBIE O BPOXAEHHBIX HAPYLUEHWSIX BHYTPUKIE-
TOYHOTO METABONM3MA HYKIIEMHOBBIX KMCIIOT M CBA3CHHBIX C
3TUM TEHETUYECKMX M MOMEKYIISIPHBIX AedEKTAX, CYLIECTBEH-
HO PACLUMPSIOT MOHUMAHME MEXAHM3MOB, KOTOPbIE 3ALUMLLA-
IOT OPrOHM3M OT UMMYHHOM TMNEPAKTMBALMM, YTO B PE3YIib-
TATE MOXET MO3BONUTL PA3paboTaTh HOBLIE TepANEBTUYE-
CKME TNOAXOAbl K JIEYEHMIO QYTOBOCMAQSIUTENbHBLIX —PaC-
CTPOWCTB M HEKOTOPBIX AYTOMMMYHHBbIX 3a6onesanmi [1—3].
leHeTueckue pacctporctea — 6onesHn Mengens (Aicardi-
Goutigres syndrome, familial chilblain lupus, spondyenchon-
dromatosis, proteasome-associated auto-inflammatory syn-
drome (PRAAS), Singleton-Merten syndrome), & pesynstate
KOTOPbIX BO3HMKAET HEAAEKBATHO BbICOKAS rMMeprpomyKus
M®PH | Tvina, conpoBoxpaiowwasncs onpeaeneHHbIM CNEKTPOM
KITMHUYECKMX HOPYLUEHMH, HA3bIBAIOT MHTEPhEPOHONATUSIMM
| TMna. HekoTopble HeBponorMyeckme, COCYANUCTbIE U KOXHbIE
CMMMTOMBI, XOPAKTepPHble As MHTepdepoHonaTuii | TMna npu
BonesHsx MeHgens, npucywm MynbTUdakTOpUanbHbiM 6o-
Ne3HsM, TOKMM, KOK cuMcTemHas kpacHas sonyanka (CKB),
cuctemuble Backynutsl (CB), ayToMMMyHHbIE AiepMATOMMO3K-
Tbl. JJQHHbIE HOBbIX MCCNEAOBAHMI MO3BOASIOT NIyyLLE MOHSTH
MEXAHM3Mbl MMMYHOMATOTEHE3A 3TUX AYTOMMMYHHbIX 3060-
NIEBAHWI, B OCHOBE KOTOPbIX TOKXE NeXAT MHTepdepoHona-
mm | Tuna. Mporpecc B NOHUMAHUM MEXAHWU3MOB MMMYHOMQA-
TOreHe3a MO3BONAET OMNPEAENUTb TOUHBIE LENM Ans paspa-
BoTkM HOBbIX TepanesTudeckux crpaternin [1, 2]. B toxe
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BPEMSI, MPM TAKOM NEPBUYHOM UMMyHOAEPULUMTE, KAK CUHA-
POM MMMYHHOM AMCPEryNsiuMM, ONMUCAHA MHTEPdEPOHONATHS
[4], koTopas manudecTnpyeT BbicOkMMM yposHsmMM MPHa
Ha PoHe peduumTa perynsTopHbix T-MMmOUMTOB, AHOMAb-
HOoro ¢yHKUMOHMPOBAHMS B-knetok, nedekToB «ManbIX»
HenTpodbunbHbix rpanynoumtos (HI) — HI wmakoit nnotHoc-
TH, KOTOPblE XAPAKTEPUIYIOTCS MOBbILIEHHOM CNOCOBHOCTBLIO
K HETTUHIY — Nerko GopMMUPYIOT HEUTPODUIbHbIE SKCTPALIEN-
nonspHble cett — NET, B pesynsTaTte yero obpasosasLumecs
IHK-komnnekcsl nposoumpytoT noebiwexne cuHresa MPHa
[5, 6]. D11 HapyweHns HABMIOAQIOTCS, NPEUMYLLECTBEHHO,
npu CKB. PaspaboTaHbl HoBble NOAXOAbI K EYEHMIO TAXENOM
CKB v ppyrmx untepdpepronatuit | una. TapretHas Tepanus
MOHOKIOHANLHBIMU aHTUTENAMM (MOHAT) B nedeHuu uHTep-
deporonatuit | Tuna npu CKB: Sifalimumab, Rontalizumab
npotue IFNa, Anifrolumab npotue peuentopa k IFNa —
IFNAR B HacTosiwee Bpems npoxoant 2 u 3 $assbl KIMHUYE-
ckmx ucceneposanuit [7—9].

MtorouncneHHbIMKM MCCNEOBAHUAMM MOKA3AHO CyLLECT-
BOBOHWE BPOXAEHHBIX M NPUOBPETEHHbIX JePEKTOB CHUCTEMBI
MNDH, accouMMpOBAHHBIX C HM3KMM YPOBHEM MPOAYKLMM
N®H. BpoxaeHHble nedpektel MPH | Tuna cessaHbl ¢ myTa-
UMSIMM TEHOB, OTBETCTBEHHBIX 30 MX CMHTE3, YTO BELET K Ae-
bULMTY PABAMYHBIX MONEKYT, YYACTBYIOLWMX B GKTUBALMM Te-
HOB, oOTBeTCTBeHHbIx 3d cuutes MPHa/B  (STATI,
UNC93B1, MCM4, TLR3, TRAF3, TRIF, TBK1) u Huskomy
yposHio IFNa/B. Onucanbl u yrounens aeduumt IFNY, pe-
dbextbi ero peuentopa IFNGR( IFN-yR1) v gednumr UI1-12,
urpaoLero BaxHenwyio ponb B perynsumn IFNy [10—12].
BpoxaeHHble HapyweHus B cucteme MPH Bbinu rmobansHo
cucrematuamposansl B 2014 r. 8 dyHaameHTanbHoM pabote
skcneptos W. Al-Herz, A. Bousfiha, J.-L. Casanova et al.
[11]. JokasaHo, 4To OHM BERYT K BOZHMKHOBEHMIO TAXENOM
BUPYCHOM M BGOKTEPUANBHON BHYTPUKIETOUHON MHOEKLMM,
4OCTO MPUBOASLIEN K NIETANBHOMY UCXOAY. TAKMM MAUMEH-
TOM NOKA3aHA 3amectutensHas Tepanua MPHa2b. Bpox-
AeHHbit gedekt peuentopa IFN-yRT accounmposan ¢ Ta-
XeNbIMU BHY TPUKNETOHHBIMU MUKOBAKTEPUABHBIMU MHBEK-
umsamu. OnmcaHbl TaKXKe COYETAHHble reHeTuYeckue gedek-
Thl, CBI3AHHbIE C AYTOCOMHO-PELECCUMBHOM MYTALMEN FreHa
STAT1, seayuwme k pedpuunty MPHo u MPHy ¢ npossne-
HUAMM TAKENOM BUPYCHOM M MMKODAKTEPUANBHOM MHpEK-
umi [10—12].

Hapsagy c BpoxaeHHbiMn pedektamn B cucteme MPH,
KOTOpbIE YALLE BCETO ACCOLUMMPOBAHBI C TSKENOM BUPYCHOM
MHpEKLMEN, CYLLECTBYIOT NprobpeTeHHble AedekTbl B cHCTe-
Me MPH, koTopble MOryT BO3HMKATbL KAK B AETCKOM BO3pac-
Te, Tak 1 y B3pocnbix cybvektos [10]. B nepsyto ouepenp 310
CBA3QHO C TEMM HETATUBHBIMM 3PEKTAMM, KOTOPbIE MHOTUE
BMPYCbl OKA3bIBAIOT HO CUCTEMY MHTepdepoHOoB. Tak, ybeau-
TENbHO MOKA3AHO, YTO BUPYChbl MOTYT He TOMbKO YCKONb3ATh
ot Bo3gemcteus MPH, Ho u uHrubuposats gercteme MPH,
HAPYLLATb MX NPOAYKLMIO MOCPEACTBOM PA3HOOBPA3HbIX Me-
XQHW3MOB. MHOrouMCnEHHbBIMM UCCIIEAO0BAHMSIMM NPOAEMOH-
CTPUPOBAHO, 4TO BONbLIOE KONMYECTBO BMPYCOB (BCE rep-
NECBMPYChl, MHOTME PECTIMPATOPHbIE BUPYChI, BUPYCbI XPO-

Huuyeckoro renatuta B u C, koHTarnosHoro monmiocka, na-
MUNIOMbI YEIOBEKA, TOM YMCNIE BbICOKOTO OHKOTEHHOTO PM-
cKa M T.4) npoayuupytoT 6enku, cnocobHbie MHIMBUPOBATL
cuntes m npoaykumio MOHa /B u MPHy. Onucansl sTopuu-
Hble pedekTbl B cncteme MPH y nuu, crpagatowmx Bosspar-
HBIMM OCTPbIMM pecnupaTopHbiMi MHbekunamn (OPBM) u
PA3MMYHBIMU XPOHUUYECKMMM, B T.4. YNTOPHO-PELMANBUPYIOLLM-
MM reprecBupycHbiMU nHbeKLmsMU. [Tpr STOM MMMYHOKOMM-
POMETMPOBAHHbIE AETM PA3HOrO BO3PACTA M B3POCble CyDOb-
eKTbl MOTYT cTpagaTs BosspatHsiMu OPBU ¢ yactotoit ot 10
no 16—24 v 6onee pas 8 rog, uro noytvt 8 100% cnyuaes
5TO COMPSKEHO C HAMMYMEM Y HMX MOHO- MW MMKCT-Tep-
necemnpycHom nHbekummn. Y Takmx NaumueHToBs B psge Cryvaes
4OCTOTO pPeunanMBOB XpPOoHMYeckoi reprnetndeckoit (HSVT,2)
nHdpekunn GaunanbHoN /MK TEHUTANBHOM NOKAAN3ALMM
moxeT gocturats 16—24 snn3ofos B rof, a ACCOLUMPOBAH-
Has ¢ Bupycom dnwrenna-bapp (BIB) undbekums moxer Bbi-
3bIBATb BO3HMKHOBEHWE ATMUMMYHOM XPOHMYECKOM OKTMBHOM
B2b mHdpekummn ¢ conyTcTBYIOWMM CUHOPOMOM XPOHUYECKOM
ycranoctn [10]. besycnosHo, 4To ans TakmMx NAUMEHTOB
YPE3BLIYAMHO CKTYQbHLIM OCTOETCS BOMPOC PA3paboTku
HOBbIX MOAXOAOB K MPOBEAEHUIO TEPANMM MPenapaTamm
M®PH npu BpoxaeHHbIX M npuobpeTeHHbIX aedekTax B cuc-
teme M®H [10, 13—15]. OuesunaHo, yto ans 3TMx uenen
BECbMA CIIOXHBIM SIBMISIETCS MPUMEHEHWUE MAPEHTEPANbHBIX
MDH, B cBA3M C HONMYMEM MHOTOUMCIEHHBIX MOBOUHBIX 3¢-
dektos. Crnepyer yuuTbiBOTE TakXe HEdhEPEKTUBHOCTb MC-
MoNb30BAHMS KOPOTKMX Kypcos Tepanun MPH ans soccra-
HOBJIEHMS1 HOPMAIBHOTO BYHKLMOHMPOBAHMS crcTemsl MIPH
npwm pekyppeHTHbix OPBU, xpoHuyeckoit repnetmyeckoit nn-
dekuMM GaLMANLHOM MAKM TEHUTANBHOM NIOKANM3ALMM, Na-
MUNIOMABUPYCHOM MHPEKLMU KOXM M CIIM3UCTBIX, XAPAKTE-
PU3YIOLLMXCS YNOPHO-PELMAMBUPYIOLLMM TEYEHUEM, KOrAd
yactota nostopHeix OPBM u/unn oboctpenuit repnetnye-
ckom uHbekumn (BMT1, BMI2) moxer cocraenats ot 14 go
24 pas B rog u boree.

B teuenne 6onee yem 20 net Hamu paspabatbiBatoTcs
MPOrPAMMBI MHTEPPEPOHOTEPANMM OTEHYECTBEHHBIM Mpena-
patom MPH — pekomburaHTHeIM Yenosedecknm MPHa2b
B KOMBUHAUMM ¢ aHTHoKcmaaHTamm — BUDEPOH® [10, 13,
14, 16—18]. B teyenune atoro nepuopa AokasaHa Gesonac-
HOCTb, MPOTMBOBMPYCHAS M MMMyHOMOBYNMPYtoLLas 3bdpeKkTuB-
HocTb npenapara BUPEPOH®, otcytcteme nobounbix sddek-
TOB, MPUCYLUIMX MapeHTepasbHbiM npenaparam MPH, otcyrer-
Bue obpasoeaHus aHtuten npotms MPH2b. 3amectutensHas
Tepanms npenapatom BUPEPOH® nokasana nuuam, Mmeto-
WM MEPBUYHbIE, TEHETUHECKM OBYCNOBNEHHbIE, BPOXAEH-
Hble Mnu npuobpeTeHHble Hapylwehus B cucteme MPH.
B cnyyasx Hanuums nepBuuHbIX HapyLweHuit B cucteme MIPH
MALMEHTBI HYXXAAIOTCS B MPOBEAEHUM BA3MCHOTO Kypca BOC-
CTOHOBMTENBHOM TEPAMMM, AAIOLLErO BO3MOXHOCTb MOKCH-
MQIbHO 3IMMMHUMPOBATbL BUPYCHbIE QHTUIEHbI, O fanee Heob-
XOMMO OCYLLECTBUTL NOJOOP [O3 1Sl MPOBEEHMS MOCTOSHHOM
3amecTuTensHoi Tepanuu npenapatom BUPEPOH®. B cryuasx
NPUOBPETEHHOTO MHTEPPEPOHOREPULMTA NPOBOAMTCS Anpdpe-
peHupupoBaHHas Tepanus npenaparom BUPEPOH® seicokumu,
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CPEAHUMM U HU3KMMM JO3AMM, KOTOPASH MPU KOMBUHUPOBAH-
HbIX MMMYHOLEDULUTAX MOXET COMETATLCS C UMMYHOMOAY-
nMpYylolWen Tepanmen, HANPABAEHHOW HA BOCCTAHOBNEHWE
BedeKTHbIX 3BEHbEB MPOTUBOBMPYCHOTO MMMyHMTeTa. [lpu
3TOM HEOOXOAMMO YYMUTBIBATE M PA3NMYHYIO CTEMEHb BbIPA-
XEHHOCTU BUPYCHOTO MHPEKLMOHHOTO CUHAPOMA, U TyBuHY
neduumta MPHo, a Takke ocobEHHOCTH HAPYLIEHUA WMM-
MYHHOM CMCTEMBI TPU BTOPHUYHOM MMMyHoaeduumTe [10, 14,
16—18].

O606wwas NPEACTABNEHHbIE JAHHBIE, MOXHO 30KIIOYUTD,
4TO pa3paboTKa M KIMHMYECKUE WMCCIEAOBAHMS, MPOBOAM-
Mble MO M3y4eHMIo 3PPEKTUBHOCTU 1 BE30ONACHOCTU NPUMe-
HEHMsSl HOBbIX GMONOrMYECKUX MPENnapaAToB HA OCHOBE
MOHAT, obnagatowmx cnocobHOCTbIO HUBENMPOBATL rUNep-
npogykumio MPHo npu nutepdeporonatuax | mmna, kak
npu reHetnyeckux bonesHsx Mengens, Tak M npu Takmx
ayTOMMMYHHbIX 3abonesanusx, kak CKB, CB, otkpbisaior
HOBbIE MEPCMEKTMBbI B JIEYEHMU AYTOMMMYHHbIX MPOLECCOB,
COMPOBOXAAOWMXCS MHTEpdepoHonaTUamm | Tuna. B To xe
BPEMSs JIOKQIbHOE U CUCTEMHOE MPUMEHeHWe PeKOMBUHAHT-
Horo MPHo2b B kombuHauMM c aHTMOKCMAGHTAMM —
BMPEPOH® npu BpoxaeHHbix 1 nprobpeTteHHbix aedektax
B cucteme MPH, accoummpoBaHHbIX € BUPYCHBIM MHPEKLM-
OHHbIM CMHAPOMOM, NPW UHAMBMAYONEHOM nogbope andde-
PEHLMPOBAHHOM [O3bl, C YH4ETOM My6uHbI fepUuMTa 1 apek-
BATHOTO MO ANMUTENBHOCTU — MPOJIOHTMPOBAHHOTO Kypca, siB-
NSIETCS ONTUMATbHBIM, MOCKONBbKY COMPOBOXAAETCS MO3UTUB-
HBIMM KITMHUKO-MMMYHONOTMYECKUMM SPPEKTAMM MPU OTCYT-
CTBMM KOKMX-IMBO HErATUBHBIX M MOBOYHBIX dpPpekToB. Haww
6onee yem 20-TU-NETHMIA OMBIT CBUAETENLCTBYET O TOM, YTO
npuMeHenue npenapara BUPEPOH® y nuw, ¢ BpoxaeHHbIMM
nnu npuobpeTeHHbiMK fedektamn B cucteme MIPH, Ges re-
HETUYECKOM NPeapPACNONOXEHHOCTH K MAHWUPeCTaLMK ayTo-
MMMYHHBIX MPOLECCOB, AEMOHCTPUPYET MO3UTUBHBIA KIMHM-
yeckmit adpdekT 1 He npeactaenseT onacHoctu [19].

ABTOpr 3a9Bn4t0T 06 OTCyTCTBMM BO3MOXHbIX KOH¢J'|I4KTOB UHTE-
pecos.

Nureparypa/References:

1. Crow Y. Type | interferonopathies: a novel set of inborn errors of im-
munity. Ann N Y Acad Sci. 2011. Nov; 1238:91-98.

2. Ginther C., Schmidt F, Kénig N., Lee-Kirsch M. Type | interferon-
opathies. Systemic inflammatory diseases triggered by type | inter-
ferons. Z Rheumatol. 2016; 75(2):134—140.

3. Lee-Kirsch M. The Type | Interferonopathies. Annu Rev Med. 2017;
68(14):297-315.

4. Crow Y. Human type | interferonopathies. Cytokine. 2015; 76(1):
58.

5. Rodero M., Crow Y. Type | interferon-mediated monogenic autoin-
flammation: The type | interferonopathies, a conceptual overview.
J Exp Med. 2016; 213(12): 2527—2538.

6. Caielli S., Athale S., Domic B., et al. Oxidized mitochondrial nucle-
oids released by neutrophils drive type | interferon production in hu-
man lupus. J Exp Med. 2016; 213(5): 697—713.

7. Khamashta M., Merrill J., Werth V. et al. Sifalimumab, an anti-inter-
feron-a. monoclonal antibody, in moderate to severe systemic lupus
erythematosus: a randomised, double-blind, placebo-controlled
study. Ann Rheum Dis. 2016; 75(11):1909—1916.

8. Kalunian K., Merrill J., Maciuca R. et al. A Phase Il study of the effi-
cacy and safety of rontalizumab (rhuMAb interferon-a) in patients

AETCKI/IE MHOEKINUA 2017 - Tom 16 « Ne 2

with systemic lupus erythematosus (ROSE). Ann Rheum Dis. 2016;
75(1):196—202.

Furie R., Khamashta M., Merrill J. et al. Anifrolumab, an Anti-In-
terferon-a. Receptor Monoclonal Antibody, in Moderate-to-Severe
Systemic Lupus Erythematosus. Arthritis Rheumatol. 2017; 69(2):
376—386.

. Hecteposa N.B., Manu+osckas B.B., Tapakaxos B.A., Kosanesa

C.B. NnutepdepoHo- 1 MMMyHOTEPANMS B MPAKTUKE NIEYEHMS YOACTO
n anutenbHo Gonetolwmx peten u sapocnsix. Capricorn Publishing,
Inc.USA, UK, Russia, 2004: 158. [Nesterova |.V.,, Malinovskaya
V.V,, Tarakanov V.A., Kovaleva S.V. Interferono- and immunothera-
py in the practice of treating often and long-term ill children and
adults. Capricorn Publishing, Inc.USA, UK, Russia, 2004: 158. (In
Russ.)].

. Al-Herz W., Bousfiha A., Casanova J.-L. et al. Primary immunodefi-

ciency diseases: an update on the classification from the Interna-
tional Union of Immunological Societies Expert Committee for Pri-
mary Immunodeficiency. Frontiers in Immunology. 2014; 5(6):1—

33.

.Andersen L, Mark N., Reinert L., et al. Functional IRF3 deficiency

in a patient with herpes simplex encephalitis. JEM.  2015;

212(9):1371-1379.

. Hecreposa M.B.,Cenunawsunu P./. MmmyHonornueckue npenapa-

Thl U COBPEMEHHAS MMMyHOTEPAMNMs B KIMHUYECKON MMMYHONOMMM
u MeanumHe. Annepronorms m ummyHonorus. 2000; 3:18—28.
[Nesterova IV, Sepiashvili R.I. Immunological preparations and
modern immunotherapy in clinical immunology and medicine. Aller-
gology and Immunology. 2000; 3: 18—28. (In Russ.)].

. Hecteposa N.B. MmMmyHoMopynupyiowas Tepanmsi HaNpaBneHHO-

o [EMCTBUA: CETOAHSALLHSS PEeanbHOCTL U NepcnekTusbl. Annepro-
norus u mmmyHonorns. 2015;1:18—20. [Nesterova V. Immu-
nomodulatory therapy directed action: today's reality and pros-
pects. Allergology and Immunology. 2015; 1: 18—20. (In Russ.)].

. Cenunawewnnmn P.N. OcHosHble NPUHUMIBI NPUMEHEHUA UMMYHOMO-

AYTMPYIOWMX NPenapaToB B KIMHMYECKOH NpakTuke. Anneproso-
rmst 1 mmmyHosnorus. 2015;15(1): 70—74. [Sepiashvili R.I. Basic
principles of the use of immunomodulating drugs in clinical practice.

Allergology and Immunology. 2015; 15 (1): 70—74. (In Russ.)].

. Nesterova |., Kovaleva S., Chudiliva G., Lomtatidze L. Defects in

functioning of interferon and immune systems and their correction in
chronic active Epstein-Barr infection. Allergy, Asthma & Immuno-
physiolosy: from basic science to clinical application. Medimond In-
ternational Proceedings, 2012: 187—191.

. Hecreposa M.B., Koeanesa C.B.,. Knewenko EM, Hyaunosa A,

JNomratmpse J1.B., Wunkapesa O.H., Mapgperos B.B., Kombuos
B.O. OntuMMaaums TaKTHKM MHTEPPEPOHO- M MMMYHOTEPANMM B
pPeabunuTauMu MMMYHOKOMMPOMETUPOBAHHBIX AETEN C MOBTOPHI-
MW PECNMPATOPHLIMU M reprneTMYECKUMM BUPYCHBIMU MHPEKLIMAMM.
Mepmarpus. 2014; 93(3):66—72. [Nesterova I.V., Kovalev S.V.,
Kleshchenko E.l, Chudilova G.A., lomtatidze L.V. Shinkareva
O.N., Parfenov V.V., Koltsov V.D. Optimization of the tactics of inter-
feron and immunotherapy in the rehabilitation of immunocompro-
mised children with repeated respiratory and herpetic viral infec-
tions. Pediatrics. 2014; 93 (3): 66—72. (In Russ.)].

. Hecteposa U.B. UHtepdpepoHbl B npaktke KAMHALMCTA: nyylime

ApYy3bsi vnu onacHsle spark. Annepronorms u ummyHonorus. 2016;
17(3):189—191. [Nesterova L.V. Interferons in the practice of a cli-
nician: best friends or dangerous enemies. Allergology and Immu-
nology. 2016; 17 (3): 189—191. (In Russ.)].

. Hecreposa WM.B., Koeanesa C.B., Yyaunosa lA., Jlomratnase

J1.B., Wunkapesa O.H., ManuHosckas B.B. DddektnsHocTs 1 bes-
onacHoctb BUPEPOH®a B MOHO- 1 KOMBUHUPOBAHHOM MMMyHOTE-
PANKUK UMMYHOKOMMNPOMETUPOBAHHBIX AETEi C BO3BPATHBIMU pec-
nupatopHbimmn nHdekumamn. Papmarexa. 2017; 4:48—56. [Nes-
terova 1V, Kovaleva S.V, Chudilova G.A., Llomtatidze L.V,
Shinkareva O.N., Malinovskaya V.V. Efficacy and safety of VIFERON®
in mono- and combined immunotherapy of immunocompromised
children with recurrent respiratory infections. Pharmateca. 2017; 4:

48—56. (In Russ.)].

53



