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O6ocHoBaHMe. [Mnep3o3nMHOPUIbHbIN cuHApoM (FT3C) — reteporeHHas rpynna 3aboaeBaHui, 4719 KOTOPOM XapaKkTep-
Hbl 203MHOGUAbHAsA UHPUALTPALMSA TKAHEN U LUMPOKUI CNEKTP KIMHUYECKMX MposiBAeHUI. OcTaeTcs OTKPbITbIM BOMPOC
0 rnaTtoreHeTu4ecKomn Tepanuu aHHOro COCTOSIHMSA, MOCKOJIbKY YacTb MalMeHTOB pegpaKkTepHb! K TpaauLUMOHHOMY Jedye-
Huto. OnMMcaHue KJIMHUYECKOoro cay4as. B ctatbe paccMOTpeHbl OCHOBHbIE P06eMbl AUpGepPeHLnaIbHON AUarHoCTm-
KM 1 COBPEMEHHbIE MOAX0AbI K nedeHunto 'AC B neanaTpuyecKon npaKkTUMKe, a TaKxe npeactaBieH PeaKui KIMHUYECKMM
cnyyan nepBuyHoro F'ACy pebeHka 14 net. [locne npoBeAeHUs TiaTebHOro AMarHOCTMYECKOro NomMcKa v noATBEPKAEHUS
AnarHosa naumeHTKe b6bla Ha3HadyeHa Teparusi CACTEMHbIMU [JIIOKOKOPTUKOMAaMM, AaBluasi BOeMEHHbIN 3 peKT. OqHaKo
B Aa/IbHeHLWeM, Y4UTbIBasi pa3BUTUE TAXKEIOro 060CTPEHUS MPU MOMbITKE OTMEHbLI FOPMOHAaIbHOW Teparuu, 6b110 MHULN-
MPOBaHO ie4eHNe Mernoan3ymabom — ryMaHu3npoBaHHbIM MOHOK/IOHa/IbHbIM @HTUTEIOM K PeLIeNTopy MHTepAeHKUHa 5.
3aknyenne. BegeHune nauymeHToB ¢ [GC HepeaKo npeacTaBasieT 3Ha4YnTe IbHble TPYAHOCTH, YTO CBS3aHO C NOJIMMOPOU3-
MOM KJIMHUYECKUX MPOSBAEHUI, HEOBXOAUMOCTbIO UCK/TIOYEHHS LLIMPOKOIro CrieKTpa 3aboeBaHui U BO3MOXXHOM pedpakK-
TEPHOCThIO K CTaHAapTHOM Tepanuu. [IpuMeHeHne reHHO-UHXeHepPHOro 6MoJI0rM4ecKoro npenapara npPoAeMoHCTPUPOBa-
J10 BbICOKYIO 3¢PEKTUBHOCTb, MO3BOJIMB MPEOA0ETh 3aBUCUMOCTb OT [TIIOKOKOPTUKOUAOB M NPEAOTBPAaTUTL Pa3BUTUE KX
M060YHbIX 9PPEKTOB.
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aHTuTes1a, Menoan3ymab, KJIMHUYECKUI caydaun, JeTn
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OBOCHOBAHME

TepMUH «rMnepao3nHoPuIbHbIN cuHApom» (FIC) 06b-
eIMHAET rpynny natosorMyecKUx COCTOAHNM, XapaKTepuay-
IOLLIUXCH CTOMKUM MOBbIWEHWEM KOJIMYeCcTBa 303MHOPUNIO0B
(6onee 1,5 x 109/n) B nepudEpUHECKOR KPOBU 1 MOBPEX-
AEeHUEM BHYTPEHHWX OpraHoB, 06YCIOBNEHHbIM X 903UHO-
dunbHOM MHdUnbTpaLmen [1]. 303MHObKUABI CMOCOOHbI CUH-
Te3UpoBaTb M HaKanJIMBaTtb B rpaHynax BbICOKOAKTUBHbIE
O6€eNKU — rNnaBHbIM OCHOBHOM MPOTEWUH, 3903UHODUNbHbIN
KaTWMOHHbIN 6eNoK, HenponenTna, 303MHObUNLHYIO NEPOK-
cupasdy, daKkTop HeKkposa onyxonu, daxkTop axkTuBauuu
TPOMOOUUTOB, NenkoTpueH C4 n pasnuyHble UHTEPSIENKK-
Hbl (IL). 3TM 6MONOrMYECKN aKTUBHbIE BELLECTBA U LUTOKM-
Hbl y4aCTBYIOT KaK B peanndauunn 3awmnTHbIX MEXaHU3MOB,
TaKk U B BO3HWKHOBEHWW NOBpPEMXJalolWmMX, TOKCUYECKUX
3ddeKToB. B CBA3M C 3TUM BblparkeHHas 303uHoDUNINS
MOXET BbI3blBaTb NOBPEXKAEHNE TKAHEN, HEMOCPEACTBEH-

HO KOHTaKTUPYIOLMX C KPOBbIO (COCYAbl, 9HAOKapA), a TaKxe
OpraHoB, B KOTOPbIX HaKanauMBaloTCd 303MHOODUNbI (KOXKa,
CNN3KUCTble 060M104KHN, nerkue) [2].

PacnpocTtpaHeHHocTb F'3C cocTaBnset okono 0,4 cnyyas
Ha 1 MNIH HaceneHus. [laHHOe CoCTosIHME Yalle HabnwaaeT-
€Sy ML, MOI0ZI0r0 M CpeiHero Bo3pacTa, NPenmMyLLeCTBEHHO
Yy MY>4YMH. B 3aBMCMMOCTU OT 3TUONATOrEHETUHECKMNX MEXa-
HM3MOB pasnn4yaloT UANONaTUYECKUI, MEPBUYHbBIN (KNOHAb-
HbIM) M BTOPUYHBIN (peaKTUBHbIN) BapuaHTbl [3C [3]. OgHako
HEe3aBUCMMO OT aTMonoru4yeckoro paktopa natoreHes AC
obycnoBneH M36bITOYHOW Mposavdepaunen 303MHOPUNOB
M UX NpeawecTBEHHUKOB, CBA3AHHOW C runepakTuBaumen
psiga UMTOKMHOB, rMaBHbIM 06pa3om IL-5, a Takxke IL-3 u rpa-
HY/IOLMTapHO-MaKpodaraibHOro KOOHUECTUMYIUPYIOLLErO
dakTopa [4].

3HauunTenbHas YyacTtb cnydyaeB [OC HOCUT peaKTUBHbIN
XapaKkTep M pa3BuBaeTcsa Ha GOoHe pa3l/iMyHbiX 3aboseBa-



HWUW U COCTOAHWIK. Hanbonee 4yacto peaKTMBHas 303MHO-
dunusa Habnwgaetcs Npu MHOEKUMSAX, NPEUMYyLEeCTBEHHO
napasuTapHblX, 0COGEHHO TKaHeBbIX (OMUCTOPX03, TPUXM-
Hennes, TOKCOKapo3, IXMHOKOKKO3, GUNSapuos, ackapmaos,
CTPOHIMAOMA03, Wmnctocomos, BUY, mansapus). Kpome Toro,
OHa MOXeT BCTpeyvaTbCs Mpu annepruyeckux 3abonesa-
HUSAX (BPOHXManbHasa acTma, anlepruyeckuin puHUT, Kpa-
NUBHMLA, NULLEBAs anieprus, aHrMOHEBPOTUYECKUI OTEK),
peBMaTUYEeCKUX 6GONE3HAX (CKAepoaepMus, Y3enKOoBbIN
nepuapTepmnT, BaCKyIUTbl, aCCOLMMPOBaAHHbIE C aHTUHEN-
TPOOUNbHBIMUK LUTONNa3MaTU4eCKUMKN aHTutenamum (AHLA),
cvHapoM Yepxkaa — CTpocc, cMcTeMHas KpacHas BonYaHKa),
naToNornn KOXM (4ecoTKa, TOKCUKoLepMUS, repneTndopm-
HbIM 4epMaTuT, NnemouUryc, UCTUHHAs aK3eMa), MoparKeHUsX
KENYAOYHO-KMLEYHOro TpaKTa (MepBUYHbIA AW BTOPUYHbIN
903MHOOWNbHBIA 330darnT, racTPOIHTEPUT, KOMUT, Lenna-
Kus), AblxaTeNbHOM CUCTEMBI (OCTPas U XpPOHMYECKas 303u-
HOOWNbHAA MHEBMOHMS), NMEPBUYHBLIX UMMYyHOZeduUUTaX,
onyxonsix (conupHble HOBOOGpPazoBaHUs, NMMMPOMBI), Haj-
NO4YE4YHMKOBOW HEAOCTATOYHOCTH, CapKouo3e, LMppo3e
neyYeHu, a Takxe Noj BO3AENCTBUEM MOHUIUPYIOLWETO N3NY-
yeHus [5].

[epBrYHas (K1oOHaNbHas) rmnepao3nHodUIns, Kak npa-
BWN0, 06yCIOBNEHA reHETUYECKMMU NepecTporKamu, 3aTpa-
rMBaOLWMMKN onpeaeneHHble OHKOreHHble MULLEHW, B TOM
yucne reHbol, Kogupytowue a- 1 B-uenun peuentopa Tpom60o-
uMTapHoro dgaktopa pocta (PDGFRa, PDGFRf3), oTHOcsLLe-
rocsi K CEMENCTBY TMPO3MHKMHA3HbIX PeLenTopoB, a Tak-
e peuentop daKkTtopa pocta ¢mbpobnactoB 1 (FGFR1),
AHyC-KnHagy 2 (JAK2) w ap. [6, 7]. B panbHehwem 6bina
yCTaHOB/IEHa POb APYIMX reHeTUYeCcKnx 4edeKTOB B pa3Bu-
TMK MuenonponudepatuBHbIX 3a6oneBaHnit, NPOTEKAKOLWMX
C 303NHOPUNMEN, oNpeaenstolmx 0COBEHHOCTU UX KIUHK-
4YecKoro TeyeHus [8].

B HacTosillee Bpemsa K KaTeropuu nepBUYHbIX (KO-
HaNbHbIX) TMNEP303MHODUANI OTHOCAT MUENOUAHBIE U IUM-
donHble HOBOOOGpPa30BaHWS, COMPOBOXAAOWMECSH 303U-
HobUAMERn U OBYCNOBNEHHbIE MATOrEHHbIMKM BapuWaHTamu

BbllenepeyncneHHblX reHoB [9], a TaKXe XPOHWYEeCKuMn
303UHODUNbHbBIM NenKko3a [10].

TepMuH «vamnonatmyeckuin F3C» (MIFAC) 6bin NpeanoxkeH
M.J. Chusid u coaBT. A1 0603Ha4YE€HNS YCTONYMBOWM 303UHO-
dunnmn nepndeprnyecKkomn KPoOBM HEACHOTO NPOUCXOXKAEHUS,
npesbiwatowein 1,5 x 109/n (unu cebiwe 37% o6LLero Konu-
yecTBa BCeX NENKOLMTOB), NMPOLO/IKAlOWENCS B TeyeHue
6onee 6 MeC M COMPOBOXKAAMOLWENCS NpU3HaAKaMKW nopa-
KEHUST OPraHoB WK HapylweHneM MX GYHKLMK NPU UCKNIO-
YEHUW APYruX MNPUYUH 303nHODUAMK [11]. XpOMOCOMHbIX
W uuTOreHeTu4yeckux aHomanui npu UIr3C He onucaHo,
B CBSA3M C YEM 3TO COCTOSIHME B HacTosLee BpeMs paccMa-
TPMBaAETCH KaK AnMarHo3s nckaw4vexus [12].

KnuHunyeckne nposBnexnuns 3C BapbupyloT B 3aBWUCU-
MOCTHM OT JIOKann3aumm 303MHOGUNbHBLIX MHOUNLTPaToB [13,
14]. Yalle Bcero OTMeYaeTcs MopaxeHue KOXMu, cepaua,
NErknx M HEepBHOM CUCTEMBI, YTO W Onpeaenser nporHos
[15]. NMaTonornyeckne M3MEHEHUS KOXKMK PEerncTpupytoTcs
y 40-70% nauuneHToB, 06bIYHO B BUAE YPTUKAPHBIX 3/1€MEH-
TOB IM60 3PUTEMATOSHbIX 3yAALWMX Nanyn v y3eaKoB, Hamo-
MWHAIOLWNX NPOABAEHNS UCTUHHON 3K3eMbl [16]. MoparkeHne
HEpPBHOM cuCTeMbl anarHocTupyetcs y 5-20% nauueHToB
B Buae audodysHon asHuedanonatMn u nepudepuyeckon
Henponatuu [17]. BoBneyeHne B NaTtonormMYyecKuin nporecc
nerkux peructpupyetcsy 25—-40% naumneHToB, Npu 3TOM Kiu-
HUYeCcKas KapTuHa BapbUpyeT OT BPOHXMANbHOM runeppeax-
TUBHOCTM A0 OCTPOro PecnupaTopHOro AMCTPecc-CHHApoOMA
[18]. HecKonbKo pexxe BCTpevatoTcs UIBMEHEHUSI CO CTOPOHbI
pPas3nnyHbIX OTAENOB KENyAOYHO-KMILEeYHOro TpakTta (15—
35%) B BMAE 203MHOMUILHOIO 330daruTa, ractpuTa, sHTe-
poKonuta unn Konuta [19]. MopaxeHne muoKapaa npu 3C
CEpPbe3HO yXyAWwaeT NPOrHo3, xapakTepusyeTcs pa3BUTUEM
303MHOPUIBHOIO MUOKapAnUTa C BHyTpUCEpAEeYHbIM TPOMBO-
obpasoBaHMeM U pedpaKTeEPHOW cepaevyHOn HeLOCTaTOYHO-
CTblO C Npeo6nagaHMeM npoueccoB dnbpo3a u TpaHchopma-
LiMen B PECTPUKTUBHYIO Kapanomuonatuto [20].

BblgensaioT ABa KAMHUMYECKUX BapuaHTa N9C — mueno-
n numdonponndepatuBHbIR. K OTAMYUTENBHBIM NPU3HAKaM
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muenonponudepatuBHoro BapuaHta [3C, 06ycnoBNEH-
Horo dopmupoBaHuemM rnépuaHoro reHa FIP1L1/PDGFRA
(C TMPO3MHKMHA3HOM aKTUBHOCTbIO, TPaHchOpPMUpPYOLWEN
reMOMno3TUYECKNE KNETKM), MOXKHO OTHECTU FMNepKNeToY-
HOCTb U GMOPO3 KOCTHOrO MO3ra, aHOManuu KIETOYHbIX
JIMHWUWA (@HEMUIO, TPOMOBOLMTOMNEHMUIO, TEMKEMMUIO), CMNIEHO-
Merasinio, NoBblWEHHbIN YpOBEHb BUTaMWUHa B, M TpunTasbl
B CbIBOPOTKE KpoBW. JlIumdonponubepaTnBHbIN BapuaHT
[3C, cBA3aHHbIN C KNOHaNbHOW nponndepaunen T-KneTok
¢ abeppaHTHbIM GEHOTUNOM, BCTpevaeTcs y 4eTBepTu
60/bHbIX M XapaKTepunayeTcs nuMmdpoageHonaTmen, SpKkumMu
KOXHbIMW MPOSIBAEHUAMM (3ya, KpanuBHMLa, Makynonany-
Ne3Has CbiNb, 3PUTPOAEPMUS, aHTMOHEBPOTUYECKUI OTEK),
a TaK)Ke MOoBbIWEHNEM YPOBHEN LMPKYIMPYIOLUX UMMYH-
HbIX KOMM/JIEKCOB M runeprammMarnobynmHeMmnen (0Co6eHHo
IgE) [8].

OvnarHoctuka [3C, nepByl o4yepenb, Hanpasne-
Ha Ha BbliBNEHWE €ro BO3MOXHbIX MPUYUH, MOCKOMbKY
B 6O/IbWIMHCTBE CAy4YaeB rMnepao3vHodMInsa oKasblBa-
eTcq BTOPMYHOM M Yalle BCEro CBfizaHa C aTOMUYeCKM-
MU W annepruyecknmun 3abonesaHuaMu, napasdmTapHbIMU
U OPYTMMU UHOEKLMSMU, NEKaPCTBEHHbIMU peaKuusamu,
reMatonorMyecKMMmM u CONMAHLIMKM HOBOOGPA30BaHUAMM
(napaHeonnacTMyeckas 303MHODUANS) U PAAOM APYrUX
cocTosHuM [21, 22]. Ana 3Toro Heo6XxoAMMO MPOBECTU KOM-
nnexkcHoe o6cnefoBaHWe OPraHOB-MULWEHER U KOCTHOMO
Mo3ra (6uoncuto ¢ mopdosiornen, NPOTOYHO-LUTOMETPU-
YEeCKMM aHaln30M, LMUTOreHEeTUYECKUM TeCTUpPOBaHMWEM,
06paTHO-TPAHCKPUNTA3HOM MOIMMEPA3HOW LENHOW peak-
unen (otMUP) wnn dnyopecueHTHOM rubpuansaumen in
situ (FISH-aHann3), NoCKoNbKY Aeneuuns yyacTka AIMHHOIo
nneva 4-m xpomocombl del4(ql2) nmeeT mManblli pasmep,
W ee, Kak NpaBuo, He yaaeTcs BbISBUTb NPU CTaHAAPTHOM
KapuoTunupoBaHuu [8].

CornacHo npoBeaeHHOMY 0630py nuTepatypbl [23], ume-
€TCS He3HayuTenbHoe YMCNo UccneaoBaHMm N0 0COBEHHO-
ctam 3C y aetei, KOTopble 06bIYHO OrpaHUYUBAlOTCS OMNK-
CaHMeM eAMHUYHbIX KIWHUYEeCKWX cnydyaeB [24]. JledyeHue
MI3C HauyMHaeTca ¢ rNoKoKopTukomaoB [25]. Mpu ped-
PaKTEPHOCTU MAM HENEePeHOCMMOCTU [IOKOKOPTUKOUAO0B
B KayecTBe CpeAcTB BTOPOM JIMHUM paccMaTpuBaloT UHTep-
depoH anbda n UMMyHOCYNpPeCCHBHbIE Npenapathbl (LLMKo-
CMNOPWH, a3aTUOMpuH, METOTpeKcaT, MMAPOKCUMOYEBUHA),
a B OTAENbHbIX TAXKENbIX CAyYasx onncaH onblT NPUMEHEHUS
annoreHHom TpaHcnnaHTaunmM reMono3aTUYeCKUX CTBOSIOBbIX
KNEeTOK KOCTHOro Mo3ra / nepudepuyeckon KpoBM, JIEMNK-
adepesa ¢ Bapbupytoller adheKTUBHOCTbIO [26].

Ba)kHbIM JoCcTuxKeHuem B Tepanuu nauueHtos ¢ 3C,
06YC/IOBJ/IEHHLIM MEPECTPONKOM TEHOB CeMencTBa TUpPO-
3UHKMHA3, CTaNo NPUMEHEHNEe MHIMbUTopa TMPO3UHKUHA3bI
umaTuHMbGa — MepBOro TapreTHoro npenapaTa Ana neye-
HWS 3TOM rpynnbl 3ab6oneBaHU, KOTOPbIM COXpaHseT BbICO-
Kyto apdEeKTUBHOCTb NpU Haubonee pacnpocTpaHeHHbIX
nepBUYHbIX BapuaHTax, CYWEeCTBEHHO yny4ywas MnporHo3
nauveHToB [27]. Ana Tepanuu nauuMeHTOB C MWENOWIHbI-
MU U AMMOONOHBIMU HOBOOGPA30BaHWUAMM, CBA3AHHbLIMU
C NepecTponkon B reHe FGFR1, 6bin NpeanoxeH UHrmbu-
Top FGFR1 nemuratnHmn6 [28]. B HacTosillee Bpems Tak-
e uccneayetcs 3ddEKTUBHOCTb MHrnMéuTopa JAKL/JAK2
PYKCOANTUHMGA — npu TAC M NepBUYHbIX 303UHODUIIBbHbIX
Heonnasuax [29].

C y4yeTtom Kiawo4yeBow ponu IL-5 B anddepeHuUnpoB-
Ke M aKTMBauuu 303MHOGMNOB BCe 6Onbliee BHUMaHWe
B nedvyeHun IC npuBneKalT MOHOKJIOHabHble aHTUTe-
Nna, HanpaBfeHHble NPOTMUB 3TOr0 LIUTOKMHA, B 4aCTHOCTH
mMenonndymad — rymMaHM3MpoBaHHOE MOHOKJIOHasbHOe
aHTUTeno, Kotopoe cBaA3biBaeT IL-5 M npenatcTByeT ero

B3aMMOAENCTBUIO C a-LEenbio peLentopa Ha MNOBEPXHO-
CTW 303MHOMMNOB, TEM CaMbiM MOAaBASAA nocneayoune
IL-5-onocpegoBaHHble addEKTbl, BKOYAd MMMYHHbIN
otBeT T-xennepoB 2-ro tmna [30]. MNpenapaT pekoMeHAao-
BaH B Ka4yeCTBE AOMOJ/IHUTENbHOM Tepanuu ANna nauueHToB
C HekoHTponupyembiM [9C 6e3 naeHTUdULMPYEMON BTO-
PUYHOW MpUYMHBL. Menonnaymab no3BosseT 3PPEeKTUBHO
M BbICTPO CHU3UTb YPOBEHb 303MHODUNOB B KPOBU, YMEHb-
WKWTb NOBpPEXAEHWE BHYTPEHHWX OpraHoB BcCleAcCTBUE
303UHODUNBHOM MHPUABTPALMK, NOLAEPKNBATL PEMUCCUIO
npY MCMONb30BaHUM MUHUMAasbHbIX 403, @ B psge clyya-
eB — 6€e3 MioKoKopTukonaos [31].

PaHpomnaupoBaHHoe nnaue60-KoOHTpoaMpyemoe
nccnegosanue dasbl lll NpogeMOHCTPMPOBANO, YTO leYeHUe
mMenonudymabom (300 Mr NoaKOXKHO) 6b110 cBsA3aHo ¢ 50%
CHWMXKEeHMeM aonu nauueHToB ¢ [3C, y KoTopbix Habnto-
nanocb 1 unu 6onee obocTpeHue B TeyeHue 32-Heaelb-
HOro nepuvoda NlevyeHuss Nno cpaBHeHWO ¢ nnauebo [31].
PekomeHayemble [03bl BapbupyloT B LUMPOKMX Mpeaenax,
W, COrnacHo macwrtabHOMy MCCNefOBaHWUIO MO NleYeHuio
nauneHtToB ¢ MN3C, He BbISIBNEHO CYLWECTBEHHbIX Pa3nn4ymn
B KOHTpofie 3abofeBaHus Mpu MUCNONb30BaAHUU BbICOKMX
(700-750 mr/mec) 1 H13Kkux (100 mMr/mec) 403 Menonndyma-
6a [32]. Menonnaymab obecrneynBaeT YyCTOMYUBYIO PEMMUC-
cuto 3ab6oneBaHus Npu AOArOCPOHHOM NPUMEHEHUH (CBbILWE
10 net HabNOAEHMS), HECMOTPS Ha NOCTEMEHHOE CHUXKEHUE
[03bl MMIOKOKOPTUKOMAOB, M addEKT npenapata He 3aBu-
CUT OT ypoBHeN 303nHodmnoB u IL-5 [33, 34]. OgHako psaa
nccnefoBaHWM NoKasan, 4To OTBET Ha Menonn3ymab y naum-
€HTOB C IMMdoumnTapHbIM BapuaHTom MIC MeHee BbiparKeH,
4yem npu apyrux noatunax [35].

B 2021 r. menonu3ymab 6bi1 ofo6peH B AmepuKe
n B EBpone ans neyexusa geten crapwe 12 net ¢ HegocTa-
TOYHO KOHTponupyembiM F'3C 6€3 BTOPUYHOM NMPUYUHbI [36].
B nutepatype nmetotca oTaenbHble coobueHns 06 UCNosb-
30BaHMK pecnmdymabda (MOHOKIOHaNbHOrO aHTuTena, Hen-
Tpanuayiollero uuMpkynupyowmn IL-5) y naymentoB ¢ MNIC
[37]. Apyrve aHTuTena K IL-5 (aenemoknmab) nnun peuentopy
IL-5 (6eHpann3dymab) Tak»Ke Nnokasann MHoroobellalolmne
pesynbTatbl B paMKax KIMHUYECKWUX ucnbiTaHui [38-40]
M B OMWCaHUK OTAENbHbIX CllydaeB y B3pocnbix [41, 42].
CornacHo AOCTYMHbIM [aHHbIM, B OT€4ECTBEHHOM Hay4YHOWM
nutepaType OTCYTCTBYHOT ny6anKauunm o6 abdeKTUBHOCTH
aHTaroHucToB IL-5 npu N3C y geten, B CBS3K ¢ 4eM 0CObbIN
WHTEepecC NpeacTaBnseT aHann3 CO6CTBEHHOIO onbiTa ieye-
HWMS NAUMEHTKM 4EeTCKOro Bo3pacTa ¢ nepBuyHbimM M3C.

KJMHUYECKHUHA NPUMEP

O nayueHTte

[eBoyka J1., 14 netT. Pe6eHOK M3 rpynnbl Yacto 6one-
lowmnx geten. U3 nepeHeceHHbix 3abosieBaHUM OTMeva-
€T YacTble pecnupaTopHble 3aboneBaHus, BETPSHYIO OCny,
KOPOHaBMPYCHYIO MHOEKUMIO, OAHOKPATHO — KWLWWEYHYI0
MHbeKumo. HacneacTBEHHOCTb NO MHUKM OTLA OTHAroleHa:
y depa — caxapHbi gnabeT 2-ro Tuna 1 3710Ka4eCTBEHHOE
3a6o0neBaHMe CUCTEMbI KPOBM (TOYHbIM AMArHO3 MaTb yKa-
3aTb He MOXET). ANneprofiorMyecknh aHaMHes: CO CloB
MaMbl MaUWMEHTKM, NpU NPUEME aMOKCULMANIMHA OTMeva-
nacb KpanueHuua.

AHamHe3 3aboneBaHus: ¢ 2021 r. nocne nepeHeceH-
HOW KOPOHAaBWMPYCHOM MHOEKLMU OTMEYaEeT eXeMecCsayHble
OCTpble pecnupaTopHble 3a60/1eBaHUSA C BbICOKOW IMXOpaj-
KOW, TOH3WUNIIUT, cpeaHni oTut 3—4 pasa B rog, numdaaeHur,
peunansupylowmin GypyHKynes, no noBogy KOTOpOro Heoa-
HOKpaTHO HaxoAnNach Ha CTaLMOHAPHOM NEeYEHUN B XMPYpP-
rMYECKOM OTAENEHUU AETCKOM pecnybaMKaHCKOM KanHuye-
CKow 60nbHULbI I. CapaHcka (APKB). C 2022 r. nosiBunach



peunanBMpylolas KoxKHas cbifb (3yaswas), pacLeHeHHas
neaMaTpom Kak MHOEKUMOHHO-annepruyeckas aKk3aHTema,
OAHOBPEMEHHO BbISIB/IEHbl U3MEHEHUS B aHanu3ax KpoBw
B BMae 303nHoodunmm go 30-50%. OcmoTpeHa annepro-
IOFOM — [AMarHoCTMpPOBaH pacnpoCTPaHEeHHbIN annepru-
YEeCKUIM KOHTaKTHbIM aepmaTuT. lNonyyana npeaHW300H,
TOMUYECKME TNIOKOKOPTUKOMUAbI, @aHTUIMCTaMUHHbIE npena-
paTbl ¢ BpeMeHHbIM addeKTom. B mapTe 2023 . KOHCYNbTH-
poBaHa 4epMaToNoroM no MeCTY XWTeNnbCTBa, YCTaHOBNEH
anarHos: «4ecoTKa, ocfoXKHEeHHas nuogepmuein». Monyvana
Kypc cneumdnyeckom Tepanmm B KOXHO-BEHEPOIOrMYECKOM
ancnaHcepe No MecTy KUTenbcTBa.

BnepBble nauneHTKa 6blia KOHCYNbTUPOBaHa annepro-
IOFOM-MMMYHO/IOTOM U OHKOJIOFOM KOHCY/IbTaTUBHOM NONu-
KnnHWKKM PKB no noBoay BbiparKeHHOM 303UHODUANK, ANN-
TEeNbHOW NNXOPaAKK, UBMEHEHUIH Ha KOXe M Kalng NieTom
2023 r., nocne 4yero rocnuTanu3vpoBaHa AN pacliMpeH-
Horo o6cnepoBaHus. Mpu noctynnenunn B APKB B ceHTa6pe
2023 1. y pebeHKa oTMeYanuch *}anobbl Ha cnaboCcTb, KOX-
HYI0 CbiNb, ANUTENbHbIV Kawenb, yBenmyeHme numdartmye-
CKMX y3/10B, NOBbIWEHWE TemnepaTypbl Tela MakCMManbHO
no 39,7 °C.

PusnkanbHaa AUarHocTuKa

lMpu nocTynneHMn B cTauMOHap COCTOSIHUE AEeBOYKMU
OblNI0 pacLeHeHO KaK cpefdHen cTeneHu TaxecTu. PocT
pebeHka — 163 cm, macca Tena — 50 Kr, Temnepartypa
Tena — 37,5 °C. leBo4Ka 6bls1a KOHTAKTHa, CO3HaHUe ICHOe,
HO acTeHM3upoBaHa, annetuT mabupaTtenbHbll. Buanmbix
ngedopmauunin ckeneta He OTMEYEHO. KOXKHble MOKPOBbI
6nejHO-PO30Bble, MOHUMKEHHOW BRaxHOCTU. [lopaxkeHue
KOXKW 6bIN0 NpefcTaBieHo B BMAE Nanyn po30BOro LBeTa,
dYPYHKYNOB, AKCKOPMALIMIA, TOKaNUM30BaHHbIX Ha KOXe Ty/0-
BULA, BEPXHUX U HUKHUX KOHeYHocTen (puc. 1A, b).

becnokonn ymepeHHbIn KOXHbIM 3ya. 1o Bcen nosepx-
HOCTM KOXMW Ha MecCTe CTapblXx 3/1EMEHTOB Onpeaensiimcb
y4acTKM BTOPMYHOM NOCTBOCMANUTENbHON AenUrMeHTaumuu,
MHOXEeCTBEHHble pPy64YMKM po3osBoro upeta 0,5-1,5 cm
Ha MecTe BCKPbITbIX PyPYHKYNOB. BoiaBnsnack nuxeHndura-
LumMs B 061aCTH Ny4e3ansiCTHbIX U FONEeHOCTOMHbIX CYyCTaBOB.
B npaBoi nogmbilieyHON 061acT U Ha 3aAHEN NOBEPXHO-
CTW neBoro 6egpa — yBenuMyeHue nuMdaTU4YECKUX y3M0B,
dYpYyHKybl 4O 3 CM B AMaMeTpe ¢ Npu3Hakamu abcueam-
poBaHua (puc. 2, 3), yMEPEHHO 60/e3HEHHbIE. BMANUMBIX
OTEKOB He 6bl0. Canaunctole 060M104KM 61elHO-PO30BbIE,
6€e3 NaTo/IorM4YEeCKUX UBMEHEHUN.

B 3eBe — HesApKasa runepemusi, HeGHble MMHAANNHbI yBeE-
nun4eHbl o ll-Ill cteneHn, HanoxeHun HeTt. MNepudepryeckune
nMMmbaTtMyeckne ysnbl — nanblMpoBannCb €AUHUYHbIE
3aTbl1o4Hble A0 1,5 ¢M B AMameTpe, WwenHble — o 1,5 ¢cwm,
NnoAMblLWEeYHbIn — 40 2,5 CM crnpaBa, MHOXECTBEHHbIE NOA-
YenoCTHble — A0 2 CM, MSATKO3/1aCTUYECKON KOHCUCTEHLINH,
He cnasiHHble APYr C APYrOM M C OKPYXKalWMMKU TKaHSAMM,
npu nanbnaumm 60Me3HEHHbIl IMWb B NOAMbILLEYHOM o6na-
cTu. KocTHo-cycTaBHasi cuctema 6e3 BMAMMOM MaTtono-
FMKW, MbIWEYHbIN TOHYC AOCTaTOYHbIN. pKn NepKyccumn rpya-
HOW KJIETKU MO BCEW MOBEPXHOCTU 3BYK ACHbLIN JIEFOYHbIN.
[bixaHne XKecTkoe, Xpunbl He BbicaywusalTcs. YacToTa
AblXxaTeNbHbIX ABWKEHUH — 18/muH, Sat O, 98%. Mo AaH-
HbIM MEPKYCCUU FPaHuLLbl cepaLla HaxoanMnucb B npeaenax
BO3PACTHON HOPMbI. TOHbI cepaLa He U3MEHEHbI, ayCKyb-
TaTMBHO PUTM MpaBuU/bHbIM. HacToTa cepaeyHblXx CoKpalle-
HUN — 88 ya./MWH, apTepuanbHOe AaB/iieHWe Ha npaBoWn
pyke — 100/60 mm pT. cT. KMBOT Npu nanbnaumm — MArkuin,
6e360/1e3HEHHbIN. [ledyeHb — y Kpas pebepHOn Ayru, Kpam
31aCTUYHbIN, 6e360ne3HeHHbIN. Cene3eHKka He nanbnupo-
Banacb. PM3nonornyeckme oTnpaBieHUs He HapyLIEHbI.

Puc. 1. MHOro4YMcNeHHbIe BbIChINaHUs Ha KOXe TynoBuLLa
M KOHeYHocTen (A — nanynbl Ha TynoBuue; b — nanynbl Ha
BEPXHWUX KOHEYHOCTSIX)

NcToyHuK: Murayesa 0.10., 2024.

Fig. 1. Multiple skin eruptions on the trunk and extremities
(A — papules on the trunk; b — papules on the upper limbs)
Source: Pigacheva 0.Yu., 2024.

Puc. 2. YBenunyeHHbI
NoAMbILLIEYHbIN
nMMmbaTn4ecKum ysen
cnpaBa; GypyHKyNbl 40 3 CM
B lMaMeTpe C NpU3HaKamu
abcueanMpoBaHus
NcToynuk: Murayesa O.10.,
2024.

Fig. 2. Enlarged right axillary
lymph node; furuncles up to
3 cm in diameter with signs
of abscess formation
Source: Pigacheva O.Yu.,
2024.

Puc. 3. MNanynbl u GypyHKyn
Ha HUXKHMX KOHEYHOCTAX
NcTo4yHuK: Murayesa O.10.,
2024.

Fig. 3. Papules and a
furuncle on the lower
extremities

Source: Pigacheva O.Yu.,
2024.

MpeaBapuTenbHbIA AUArHo3
AC HEeyTOUYHEHHbIN.

[AnarHocTuyeckue npoueaypbl

MpoBefeHO KOMMNEKCHOe ob6cnefoBaHne Ans UCKIoYe-
HUS NEPBUYHBIX UMMYHOLEDULMTOB, TMCTUOLIUTO3a, CapKOU-
[03a, peBMaTUYECKUX U ayTOUMMYHHbIX COCTOSHWUW.

O6WKMN  (KNIMHUYECKUN) aHann3 KPOBW: NENKOLMTO3
[0 41,59 x 109/n (Hopma 4,0-13,0 x 109/n) ¢ BbipaKeHHON
oTHocuTenbHo — o 40% (Hopma 0,5-6%) u abcontoT-
HoM — fo 12,7 x 109/n (Hopma 0,02-0,65 x 109/n) 3031-
HodUNMet, aBCOMOTHLIM HelTpodunesom — 22,0 x 109/n
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CLINICAL CASE

KJIMHUYECKWUM CNYYAN

(Hopma 1,8-5,8 x 109/n), OTHOCUTENLHO! IMMbONEHnen —
10% (Hopma 28-48%), ysennyeHnem CO3 no 30 mm/4y (Hop-
mMa 2-12 Mmm/u).

B umMMyHOrpamme: Npu3Haku yYMEPEHHOW aKTuBauuu
T-xennepoB ¢ guc6anaHCcoOM CofepyKaHus OCHOBHbIX Cy6no-
nynsumi T-KNETOK; OTHOCUTENbHOE W abCONOTHOE YMEHb-
weHne copepxaHnsa NK-Knetok; CHuxeHue B-numboumnTos;
UMMyHornobynmH kKnacca E — 658,6 ME/mn (Hopma
0-200 ME/mn).

B 6uoxumMuyeckoM aHanuse KpoBu: C-peaKTUBHbIN
6enok — 103,54 wmr/n (Hopma O-5 wmr/n), nokasatenu
dYHKLMM NeYeHn n noyek — 6e3 naTonoruu. AHanu3 KpoBu
Ha MapKepbl Anddy3HbIX 3abosieBaHW COEAUHUTENBHON
TKaHW (aHTMTENa K ofgHO- M aByxcnupanbHon AHK, aHTu-
HyKNneapHbln daKTop, aHTUTeNna K 6eTa-2-rMUKONPOTENHY,
aHTUTENa K KapAWONIUMUHY, BOMAYAHOYHbIV aHTUKOArynsHT,
aHTUHENTPOOUNbHbIE ULMTONNa3MaTMYECKMe aHTuTena,
aHTUTEeNa K SM-KOMMOHEHTY, aHTUTena K UMKIMYECKOMY
UMTPYNIMHUPOBAHHOMY NEnTuay, peBMaTouiHbln dakK-
TOp) — OTpULaTeNbHbIE.

MuKpoburonornyeckoe (KynbTypanbHOe) ucchefoBa-
HME KPOBM Ha CTEPUSIbHOCTb ABYKPATHO — MWKpodaopa
He oGHapyKeHa.

Mpu ynbTpa3ByKOBOM UCCIEA0BaHUM BbIBAEHbI MPU3Ha-
K numdageHonatum Hag-/NogKAOYMYHBIX, MOAMbIWEYHbIX,
naxoBblX MMdaTUYECKUX Y3N0B; TUMYC — 6€3 naTofioru-
YECKUX U3MEHEHWUI; 3X0-NPU3HAKK renatocnjieHomeranmnu,
nmmdageHonaTum BHYTPUOPIOWHbBIX TMMdaTUYECKMX Y3/10B.

Mo pgaHHbIM 3xoKI pa3mepbl MonocTen cepaua, Kna-
naHHbIM annapat, NnoKasaTenn reMogMHamuKu B npegenax
HOPMbI.

Ma3oK M3 paHbl (MMKPOCKOMNWS): LMUTONOrMYecKkas Kap-
TMHa COOTBETCTBYET AECTPYKTUBHO-BOCMNANUTENBHOMY MPO-
ueccy. bruoncus Koxu ¢ BHYTPEHHEN NMOBEPXHOCTU NPaBOro
6eapa v nepeaHen NOBEPXHOCTU FOSIEHW: AaHHbIX 3@ TMCTHO-
LMTO3 He Nony4eHo, MOPGDONOrMYECKM UBMEHEHNS COOTBET-
CTBYIOT COEAMHWUTENBbHOTKAHHbIM HeBycaM. [10CeB M3 KO-
HblX paH: oTMeYeH pocT Staphylococcus aureus.

KocTHOMO3roBas MyHKUMS: AaHHbIX 3a OCTPbIA IENKO3
HeT; oTMeYaeTcs runepnnasva «6enoro» PocTKa; 303UHO-
GUNbHBbIN POCTOK TaKXXe runepnnasvpoBaH, cocTaBnseT
26,1%; 9pUTPOUAHBLIA POCTOK C YMEPEHHbIM CHUMKEHWEM
BbIpabOTKK M cocTaBnseT 8,9%; apuTponoa3 no Hopmobna-
CTUYECKOMY TUMy, 6€3 HapylleHUs NpoLeccoB reMornobu-
HU3aLmK.

32Bcm
350 Mo Filter

CnNMHHOMO3roBas NyHKUMSA: AaHHbIX 3@ HeWpouHdeK-
LMt0, HEMPOJIEMKOS HET.

KoHcynbTaumsa OKynucTa: KepaTOKOHBIOHKTUBUT Hesic-
HOW 3TUONOTUN.

KoHcynbTaumsa ¢tusnatpa: AaHHbIX 3a TY6EpKynes HeT.

Cnuporpadusa: He3Ha4uTeNbHOe yxXyaleHne 6poHxmanb-
HOM MNPOXOAUMOCTH.

KomnbtoTepHaa Tomorpadusa opraHoB rpyaHOM KneT-
KW: KapTuHa AMdbY3HOro MHTEPCTULMANBHOIO MOPaXKeHus
NEerKux, eMHWYHble KanbLuHaTbl B S9 npaBoro /ierkoro
(puc. 4).

C y4yeTOM BbISIBAEHHbIX U3MEHEHUI pebeHKY nepBoOHa-
YanbHO 6blf HA3HAY€H aMOKCULMIMH C KNaBy1aHOBOWM KKC-
noton B fo3e 1000 Mr 2 pa3a B CYTKM BHYTPUBEHHO B Teye-
Hue 5 gHen. OQHaKo B CBS3M C OTCYTCTBMEM NONOXKMTENBHON
AVHaMUKM B COCTOSIHUM AeBOYKM (bebpunbHasa nuxopagka,
COXpaHeHWe MHOXECTBEHHbIX GYpPYHKYNoB B cTaanu abcue-
OMpoBaHus) Oblna NpoBedeHa CMeHa aHTubaKTepuabHON
TepanuM Ha MMWUNEHEM C uunactaTMHom B aoze 750 mr
2 pasa B CYTKW BHYTPUBEHHO B TeYeHWe 7 AHEN U BaHKOMM-
uMH no 1000 mr/Kr 2 pa3a B CyTKM BHYTPUBEHHO B TeYEHUE
7 OHen. TaKXKe NpoBOAMAM MECTHYKO CaHauWio THOMHbIX
oyaroB. Ha ¢oHe npoBeaeHHON Tepanuun Temnepartypa tena
HOpMann3oBanach, KOXHble NPOSBAEHUS YMEHbLUWANCD.

Ona BepuduKaumMm [OuarHo3a M YTOYHEHUA TaKTu-
Kn BeaeHns pebeHOK 3a04HO KOHCYNbTMPOBaH cneuwua-
nMctammn defepanbHOro rocygapCTBEHHOro GHOAKETHOro
yypexaeHus «HauuoHanbHbIM MEeAMLMHCKUMIA nccnepoBa-
TENbCKUI LeHTP AETCKOM remMatonormmn, OHKOOrMn U UMMY-
Honormm umeHun Omutpua PoraveBa» (Prby «HMULL Arou
uMm. Omutpua PoradeBa» MuH3apasa Poccun) ¢ nocneayto-
en rocnutanu3aunen B despane 2024 .

Mpu gononHuTenbHOM 06GCNEeAOBaHUM WM MPOBELEHUM
reHeTU4eCKUX muccnenoBaHnin cneundu4yeckon nepecTpom-
Ku reHoB PDGFRa, PDGFRP He o6HapyeHo. Bbino nposefe-
HO onpegeneHue cyénonynsauMoHHOro coctaBa MMMGOLNTOB
B nepudepmnyeckon KpoBu: abeppaHTHbIM UMMYHODEHOTHUN
CcDh4*, CD3*, CD 5%, CD2*, CD7*, CD45R0O* onpegeneH
B 26% numdoLMTOB.

KocTHOMO3roBas MyHKUMS: AaHHbIX 3a OCTPbIA NENKo3
HeT, rMnepnnasns 303MHOMGUABHOIO POCTKA KPOBETBOPEHMS
[0 26,1%.

MarHuTHO-pe3oHaHcHasa Tomorpadus ronfoBHOro Mo3sra
C KOHTPacTMPOBaHUEM: B MSATKUX TKaHSX FOAOBbl BbISB-
NATCA MHOXECTBEHHble HOBOOOGPaA30BaHMA C HEYETKUMHU

L cm
Mo Filter

Puc. 4. KoMnbloTEPHbIE TOMOrPaMMbl OPraHoB rPYAHON KIETKU: ANDPY3HOE MHTEPCTULMANBHOE NOPaXKeHUE NIErKUX, ANHUYHbIE

KanbUuHaTbl B SO npaBoro nerkoro
MUcToyHuk: Murayvesa 0.10., 2024.

Fig. 4. Computed tomography scans of the chest: diffuse interstitial lung disease, solitary calcifications in segment S9 of the right lung

Source: Pigacheva 0.Yu., 2024.



KOHTYpamMu, MakCUMaJsibHbIM pasmMepom Ao 48 X 9 x 27 Mm,
WMHTEHCMBHO HaKanJanBatoLmne KoHTpacT.

MarHuTHO-pe3oHaHCcHas ToMorpadusa opraHoB rpyaHomn
KNIETKK, GPIOIHOM MOMOCTU, Manoro Ta3a C KOHTPacTUpO-
BaHMEM: MHOXECTBEHHble 04aroBble W3MEHEHWs B fer-
KWX, Y4aCTOK KOHCO/MAALMKN B NEBOM JIEFKOM, YBENIMYEHUE
pas3MepoB M Konu4yectBa IMMPaTUYECKUX Y310B (KapTuHa
MOXET COOTBETCTBOBaTb 903UHOPUIbHOM MHEBMOHUMN); yBE-
NIMYeHMe NeYeHn, cenedeHKn 1 SUYHUKOB.

BpoHXoCKONUSA: ABYXCTOPOHHUN BPOHXUT.

KonoHockonus: nMMGOoPOoNINKYNSPHbIA UNENT.

KnuHunyeckum gnarHos

XpoHun4yecKas 303nHodUNbHAA NeMKEMUS (TMNEPI03NHO-
GUNBHBIN CUHAPOM), TMMPOLUMUTAPHbLIK BapnaHT, abepaHTHbIM
nmmMmyHodeHotun CD4+, CD3*, CD5*, CD2*, CD7*, CD45R0O*
B Konun4yecTBe 26% OT NMMMQPOLIMTOB C NMOPAXKEHWEM KOXM,
MSAFKUX TKAGHEN rofIoBbI U NErKuX.

AnMHamuKa u ucxopbl

BXxogfe rocnurannsdaumm oTMeyanoch YepegoBaHue nepu-
010B 060CTPEHMS M yNyYLIEHUS COCTOSHUA. 3adpuKcnpoBaH
OAHOKpaTHbIM 3MM30[4 AblXxaTeNbHOW HEAOCTaTOYHOCTU CO
CHUXeHneM caTtypauun 4o 92%. B pamMKax KOMMNIEKCHOro
neyeHnsa 6blna npoBedeHa Mynbc-Tepanus MeTUANpeaHu-
30M10HOM no 1000 mr/cyT B TeyeHue 4 AHEN ¢ nepexonom
Ha NprveM NpeaHM30/0Ha U3 pacyeTa 2 Mr/Kr/cyT B Te4eHue
2 mMec ¢ nocTeneHHon oTMeHon. Ha aTom doHe oTMevanoch
KJIMHUYECKOE yny4ylleHne — HopManuM3oBanacb TemnepaTty-
pa Tena, 3Ha4YUTENbHO YMEHbLININUCH KOXHbIE NPOSIBIEHUS,
HUBENMPOBA/INCH AblXaTe/bHble HapyLWeHKS.

B mae 2024 r. rocnutanuaupoBaHa B APKB ¢ yxyauwe-
HMEM COCTOSIHMS B BWAE MOBbIWEHWS TemnepaTypbl Tena
0o 40 °C, nosiBneHns NpoayKTUBHOIo Kawns. B o6uwem (Knu-
HMYECKOM) aHanu3e KpoBu NenKouuTtos ao 20,57 x 109/n
¢ abCconoTHbIM HeilTpodunesom (10,93 x 109/n), MoHO-
unTo3om (1,59 x 10°%/n, Hopma 0,05-0,82 x 109/n), a6co-
noTHoM (1 x 109/n) so3nHodununeir, ysennuerHne CO9 —
0o 20 mm/u. Mpy NnpoBeaeHUM KOMMNbIOTEPHON TOMOrpadun
OpraHoB rPyAHOM KNETKU — MOSBAEHWE MHOTOYUCIEHHbIX
04aroB M GOKYCOB B JIEFOYHOM TKaHW Ha dOHEe YyNIoTHEHUS
NIErOYHOr0 UHTEPCTULMS, BEPOSTHO, CrneundryecKoro reHe-
3a — GpopmMUpoBaHUE 303UHODUIIbHBIX FPaHyneMm (puc. 5).

MNocne npoBefeHUss TenemMeanuMHCKON KOHCynbTaluu
pebeHOK MOBTOPHO rocnutanuauposaH B Prby «HMUL,
AOroOn wm. AmuTpusa PoravyeBa» MuH3apaBa Poccun (man —

nioHb 2024 r1.), rae WHUMUMMPOBAHa TapreTHas Tepanus
r€HHO-UHXXEeHEpPHbIM 6uonornyecknm npenapatom (FMBM)
Menonmdymab B go3e 300 mr nogkoxHo 1 pas B 28 aHen.
PekoMeHAOBaHbl NMPUEM KO-TPUMOKca3zona (cynbdameTok-
cason + Tpumetonpum) no 480 mr 2 pasa B CyTKM 3 pasa
B Hejeno B Te4yeHne Mecsua ana npodunakinku 6axktepm-
allbHbIX OCNOXHEHWW, Bbl3BaHHbIX Pneumocystis jirovecii,
W NPOJONIKEHNE NepopanbHOro NpueMa rMoKOKOPTUKOUA0B
B j03€e 2 MI/KI/CYT B Te4eHne MecsaLa ¢ NOCTENEeHHbIM CHU-
*eHnem 1o3bl (No 5 mMr B 10 gHel) c nocneayowen oTMEHOM.

B nioHe 2024 r. Ha ¢dOHe NOoMbITKM OTMEHbI NPEeAHU30-
/IOHa OTMEYEHO yXyALleHUe coCcToHMSA B BUae GebGpuibHON
NIMXOPaAKK, peLmanBa nopaxeHns KoxXu u nerkux. Mo gaH-
HbIM KOHTPOJIbHOM KOMMbIOTEPHON Tomorpadun opraHos
rPYAHOW KNIETKM OTMEYEHO YyXYALEeHWEe KapTuHbl B Buie
AWCCEMUHUPOBAHHOIO MOpa)eHus 060MX NIErKWUX, Bepo-
ATHO, BOCMaNMTENbHOM MNPUPOAbl Ha dOHE MHOXKECTBEH-
HbIX 04aroB, TUMWYHbLIX 415 TMNEP303UHODUNBHOIO CUHAPO-
Ma. B cBf3n ¢ atum pebeHKy npoBedeHa nynbc-Tepanus
MeTunnpeaHnMsonoHom B ao3e 1000 mr/cyT B TedyeHue
4 npHen Ha ¢oHe noalepXKuBatollen [03bl NPeaHM30J10-
Ha 2 MI/KF nepopanbHo. Y4uTbiBas Hanuyme uHOunbTpa-
TUBHbIX 04aroB B J€rkMX, pacLeHMBaAEMbIX KaK MNposiB-
NleHMe conyTcTByOWENn GaKTepuasibHOW MHOEKLMU, Oblna
Ha3HayeHa amnupuyecKas aHTMGaKTepuanbHas Tepanus
uedpenumom no 1000 mMr 2 pasa B CYTKM BHYTPUBEHHO
B TeyeHne 10 gHen. Ona npodunakTUKKM GaKTepuanbHbIX
OCNOXHEHUM, acCoUMMpPOBaHHbIX ¢ Pneumocystis jirovecii,
NPOJAO/MKEH MPUEM KO-TPMMOKCA30/a B MPEXHEM pexume
B TeyeHue 2 Heq. Y4uTbiBas BbICOKUI PUCK MPUCOELUHEHUS
rPMOKOBOM UHDEKLMK, NMPEX e BCErO BbISBBAHHOW rpubamm
poaa Candida, Ha3HavyeH ¢nykoHason B gose 200 mr/cyT.
KnnvHuyeckne npossieHns 6bin KynupoBaHsbl.

C 05.07.2024 no 08.08.2024 Haxoaunacb Ha Jie4eHUH
B ®rby «<HMUL, ArOU um. Omutpua PorayeBa» MuH3apasa
Poccuu, rage nonyyana npeaHn3onoH BHyTpb no 100 mr/cyT
B TeyeHune 2 Hej C MOCTeneHHbIM CHUXKeHMeM [03bl, Led-
TpuakcoH no 2000 mr/cyT BHYTPUBEHHO B TeYeHUe 7 AHEN,
Menonuaymab 1 pa3 B 28 aHel. 3a nepuoa Habnwge-
HUS OTMEYEHO MOJIHOE pa3pelleHne BCeX paHee BbIBEH-
HbIX 04aroB B Nierkux. CocTosiHne AeBOYKM Ha PoHe neye-
HUA MenonuM3ymabom OcTaBanoCb CTabWAbHbIM, OAHAKO
NPW NOMbITKE OTMEHbI MIOKOKOPTUKOMAOB NPOMU30LLEN PELIU-
VB KJIMHUYECKUX cMMNTOMOB. B cBa3KM ¢ 3Tum ¢ 04.09.2024
[403a npeaHM3000Ha b6blna BHOBb yBenn4veHa go 20 mr/cyT.
Ha atom ¢oHe B TeyeHne 2 Mec cocTosiHMe pebGeHKa ocTaBa-

Puc. 5. KomnbloTepHble TOMOrpamMMbl OPraHOB FPYAHOM KNETKU: MHOFOYUCNIEHHbIE 04arn U GOKyCbl B 1IEFOYHOM TKaHU Ha GpoHe
YNIOTHEHWS NEFOYHOI0 MHTEPCTULMSA, BEPOATHO, cneunduyeckoro reHesda (popmMmnpoBaHme 303MHODUNbHBIX FPaHynem)
McToyHuk: Muradesa 0.10., 2024.
Fig. 5. Computed tomography scans of the chest: numerous lesions and foci in the lung parenchyma against a background of interstitial
lung thickening, likely of specific origin (formation of eosinophilic granulomas)

Source: Pigacheva 0.Yu., 2024.
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KJIMHUYECKWUM CNYYAN

NOCb CTabWNbHbIM, HO NOSIBUANCH TUMWYHbIE A1 CUCTEMHOWM
FMIOKOKOPTUKOMAHON Tepanuu HexenaTenbHble ABMEeHUS:
yBefnnMyeHne maccbl Tena, 6eCCOoHHMULA, HEeyCTOMYMBOCTb
HacTpoeHusl, 601 B KOCTSIX, 3NM30A4bl MOBbIWEHNUS apTe-
puanbHOro AasneHus. [pu MNONbITKAX CHUXEHUs [03bl
WM OTMEHbI MIOKOKOPTUKOMAOB BHOBb OTMEeYancs peunams
CUMMNTOMOB CO CTOPOHbI IEFKUX U KOXKMU.

C y4yeTom HecTabubHOCTU COCTOSIHUS BO BPeMS ovepes-
HoW rocnutanu3aumu B ®rby «HMUL, ArOU wvm. Omutpus
PorayeBa» MwuHsgpaBa Poccun B nepuoa ¢ 03.12.2024
no 25.12.2024 O6bina BbIMNONHEHA KOPPEKLUMUSA Tepanuu:
mMenonndymab 3amMeHeH Ha 6eHpanu3ymad — aHTUI03UHO-
dunnbHOE rymMaHUM3MPOBAHHOE MOHOK/IOHANbHOE aHTUTENOo
K anbda-cyobeamHuue peuentopa IL-5. MpenapaTt Ha3HayeH
B no3e 30 Mr NOAKOXHO KaxAable 28 AHen ¢ nocneayoLemn
nocTeneHHon OTMEHOM NpefHU30n0Ha. B HacToswee Bpems
COCTOSIHWE AEBOYKM OCTaeTCs cTabuibHbIM, pe6eHOK Habnto-
[JaeTca anneprosorom-MuMMyHONIOroM, neguatpom. B coot-
BETCTBMU C peKoMeHAauusMn deaepanbHOro LieHTpa npo-
JonmkKaeT nonyyatb 6eHpanndymabd nog KOHTPONEM 06LWero
(KNMMHMYECKOro) aHann3a KpoBK (exeHeaenbHO) U BUOXUMMU-
YECKMUX NoKasaTenem (EXXeMeECAYHO), a TaKKe NojaepxKusato-
LY TEepanuio rMOKOKOPTMKOMAAMHM C NOCTENEHHON OTMEHON
B TeyeHue 1,5 mec, HaunHas ¢ depans 2025 .

MporxHos

MporHos npu nMmdounTapHOM BapuaHTe rMnepaon3nHo-
dunbHoro cuHapoma (L-HES), Kak npaBuno, 6naronpuaTHbIN
npv Hagnexawem nevyeHuu, 4To CBUAETENbCTBYET O 3Ha-
YUTENbHOM YNyYWEHUN BbIXKMBAEMOCTH, MNpeBbiWatowem
90%. [Jonrocpo4HbI“ NPOrHO3 3aBMCUT OT NPEeA0TBPaLLEHNS
NOBPEKAEHNSA OPraHOB-MULLEHEN, OCOBEHHO cepaLa.

TeyeHne 3aboneBaHuss L-HES yacTo SBASETCA XPOHM-
4YEeCKUM, TpebyloWwmnM ANUTENbHOrO, MHOTAA MOXMW3HEHHOTO

HabnaeHna 1 neyerHms. Cnoco6HOCTb pa3iMyHbIX METOL0B
NevyeHunss BO34EeNCTBOBaTb HA aHOMaibHbIM KIOH T-KNeTok
4aCTO NPUBOAMUT K MONOXKMUTENBHOMY, XPOHUYECKOMY M yNpaB-
nemMomy Te4yeHunto. HecMoTpsi Ha BbICOKYIO BbIXKMBAEMOCTb,
B TSXKE/bIX ClyYasx CyWweCcTBYET 3HAYNTENbHbIA PUCK pa3Bu-
TUS OCMIOKHEHWI M3-3a MHOUIBTPALMK OPraHoB 303MHODU-
namu (cepaLe, nerkue, Koxa).

BpemeHHas wKana
XpoHonornga teyeHus 6on1e3Hu naymeHTku J1., 14 nert, ee
KtoyeBble cOObITUSA NpeacTaBNeHbl Ha puUC. 6.

OBCYXAEHHUE

MyTb K BepuduKaumMM guarHo3a B JAHHOM ciyyae Obin
[LOCTaTO4YHO CNOXHbIM BBMAY PEAKOCTM NaTofiorMu u Mnonu-
MOPOHON KAMHUYECKOW KapTUHbI C MOPaXKEHNEM KOXM, ner-
KMUX U MSATKUX TKGHEN ronoBbl, OCMOXHEHHON peLnanBupYto-
LLLeV THOMHON MHDEKLMEN. B fOCTyNHON nuTepaType onncaHbl
VWb eMHUYHblE HabMOAEHMUS, NOCBSALLEHHbIE KIMHUYECKUM
NPOSIBNEHUAM, MOAXOAAM K neyeHunto n nporHody NC y geten
[24, 41]. NoaTBeEpKAEHUE AMArHO3a OCMIOMKHSAIOCh CXOXKe-
CTblO K/IMHWUYECKUX MPOSIBNEHUA BTOPUYHBIX (PEaKTUBHbIX)
M NEPBUYHbIX TMNEPIOIUHODUINI, @ TaKKe psifa CUCTEMHbIX
BACKY/IUTOB, B YaCTHOCTU 303MHODUNBLHOIO rpaHynemato3a
C NONNAHIMUTOM, KOTOPbIM HEKOTOPbIE aBTOPbI paccMaTpuBa-
0T Kak BTOPUYHbIN AC, XapaKTepu3yoLMNCa rMnep3o3nHo-
dunmnen 1 BaCKynIMTOM COCYLOB Masioro n cpeaHero pasmepa
(C NpenMyLLEeCTBEHHLIM NOPAXKEHUEM NETKMUX) U HEPEAKO —
¢ o6pazoBaHuem AHLIA [43]. CxoacTBO NPOSIBAEHUI CO CTO-
POHbl NIEFKMX M KOXM, a TaKKe Npoduas CbIBOPOTOYHbIX
GMOMapPKEPOB MPU ITUX COCTOSHUAX, OCOOEHHO B KOHTEK-
CTe BO3MOXHOW CBSI3M C MEepeHEeCeHHOW KOpOHaBWMPYCHOWM
UHPEKLMEN, AUKTYET HEOOXOAMMOCTb TWATENIbHOr0 AMarHo-
CTUYECKOro noucka [44, 45].

( 1) (
MNMepBHUYHaa rocnutTannlaums
B CeHTA6pe 2023 I.: KOXHbIN
CUHAPOM C MHDEKLMOHHBIMMU
OCNTIOXXHEHUSAMMU, NUXopaKa,
CMHAPOM pecnupaTopHbIX
pacctponctB. OTHOCUTENbHAsA
303nHoOUINa — go 40%.
[AunarHo3a: N9C HeyToYHEHHbIN

Man 2024 r. —

pecnupaTopHbIv
CUHAPOM. YXyaLleHne
reMaTonorMyecKnx
nokasartenen u
KT-KapTuHbI nerkunx

yXyAWeHWe COCTOAHUSA:
debpunbHasa nuxopaaka,

M) ( 1)
MioHb 2024 1. — yxyaweHne COCTOSHUSA
Ha ¢oHe oTMeHbl 'K: nnuxopaaka,
pecnuMpaTopHbIA M KOXKHbIA CUHAPOMBI.
YXyaweHue remMatofiormyecKkmx

nokazarenen u KT-KapTuHbI NErkux.
PekomeHaoBaHa nogaepxupatouas

po3a K, aHTubaKkTepuranbHasa Tepanus

NS NOCTOSIHHOrO Npuema

_ J _ J _ J
Mauunentka /1., 14 net
( N N N N
C 2021 r. — peunaunsmpytoume deBpanb 2024 r. — B GLL, cKNtoYeHbI Ma [ekabpb
rHOMHbIE MHEKLMH, cneunduryeckme MmyTaunu, BolBEH 2024 r. — 2024 r. —
KOXHbl€ BbICbINaHus, He abeppaHTHbIN UMMYHODEHOTHM B ®L MHMUMMpPOBa- B ®L, npoBeaeHa
noajaBaBlUMecs CTaHAaPTHON nMMméeoumnToB. BepuduumpoBaH agnarHos: Ha Tepanusa MBI cmeHa MBI,
Tepanun, XpOHUYECKUIM Kallenb, «XpoHMYecKasn 303MHODUNbHAsA NENKEMUS (Menonusymao), Ha3HayeH
W3MEHEHUS reMaToNorM4yecKmx (r3C), numdoLMTapHbIN BapuaHT, npoBefeHa nynbe- 6eHpanu3yman,

nokasaresneu B Buae

abeppaHTHbIN UMMYHObeHoTUN CD4+,

303nHODUAMK 10 50% CD3+, CD5+, CD2+, CD7+, CD45R0O+ NpeaHU3010HOM
B KonnyecTtse 26% oT iMMbOLUTOB C
nopaKeHUeM KOXKM, MATKUX TKaHeM rofoBbl
N NIErKUX»
. J L J L J

Tepanus meTun- HayaTa oTMeHa K

Puc. 6. MNauneHTKa J1.: XPOHONOrMsA Te4EHUA 60NE3HU U KIOYEBbIE COOLITUS
lMpumeyarne. FAC — runepao3nHodUIbHbLIA CUHAPOM; TMBI — reHHOo-UHXXeHepHbIN 6uonoruyeckui npenapart; 'K — rOKOKOPTUKOUAbI;

&L — denepanbHblit LEHTP.
Fig. 6. Patient L.: disease timeline and key events

Note. HES (F'3C) — hypereosinophilic syndrome; GEBA (TMBI1) — genetically engineered biological agent; GC (TK) — glucocorticoids; FC

(L) — federal center.



M3BecTHO, 4TO MHbeKLMa COVID-19 MOXKeT 6bITb TPUITE-
POM He TOJIbKO CUCTEMHbIX BACKY/IMTOB, HO U APYrUX ayTOUM-
MYHHbIX 3a6oneBaHui [46]. CBA3b Mexay COVID-19 n '3C,
YYUTbIBAs CXOLCTBO KJIMHWYECKUX MPOSIBNEHUA U Hanunyune
AKTMBHOI0 303WHOMUIBHOrO BOCNaNEHNUS 1EFOYHON NapeH-
XUMbl MpU TSAXKENON KOPOHABMPYCHOM MHOEKLWUK, TaKKe
[OCTaTO4HO aKTUMBHO o6CyXKaaeTcs B nutepatype [47, 48].
Mpun aTOM B 04HMX paboTax HOBas KOPOHaBUPYCHas MHbEK-
LSl paccMaTpMBaeTCs NPeMMyLLECTBEHHO KaK daKTop, Npo-
BOLMpYtOLWMI 0e6oT unu yxyalweHue tedyenuns MaC [44, 49],
TOrAa Kak gpyrue aBTOpbl HE BbIIBUM BbIPaXXEHHOTO Hera-
TMBHOro BAnaHuA COVID-19 Ha TeyeHue yxKe Mmeltollerocs
3a6oneBaHua [50].

B cBA3K ¢ aTuM, B NepBylo o4epeab, Hamu Obla UCKIO-
YeH WWMPOKUI cnekTp 3aboneBaHui, acCOLMMPOBAHHbIX
C BTOpUYHbIM [AC, M TONbKO KOMMAEKCHoe ob6cnepoBa-
HWE W reHeTM4YeCcKoe TecTUpoBaHWe MO3BONUIO BEPU-
dunumpoBaTb anarHosd. OgHaAKO ropMoHasbHas Tepanus
He Mo3Bofinfla MOMHOCTbID KOHTpOAMpoBaTb 3aboneBa-
HWEe, M NPU NONbITKAX CHUXEHUS A03bl / OTMEHbI MMIOKO-
KOPTUKOMAOB KAuMHMYecKue npoasneHns MNIC peunansu-
poBanu.

HecmoTps Ha OTCYTCTBME 3HA4YMTENbHOM AOKa3aTesb-
HOM 6a3bl No 3ddeKTMBHOCTM, 6GE30MNacHOCTU U [OJTrOo-
CPOYHOMY MPOrHO3Y, UMEITCA OTAEe/IbHble KIMHUYECKKE
HabnoaeHus npumeHeHunsa MBIy geten ¢ F3C 1 BblpaxeH-
HbIMW OpPraHHbIMK NoBpeXaeHUaAMU [36, 51], a TaKKe eaun-
HUYHblE KJIMHUYECKME UcCNefoBaHus, NOATBEpXKAatolme,
YTO MOHOKJIOHaNbHble aHTUTENa NpPeacTaBnsalT Cco60w
npeanoYTUTENbHbIN METOA e4eHns oTAeNbHbIX Gopm nep-
BuYyHoro M3C y peten (B 0co6eHHOCTU pedpaKTepPHbIX
K FIOKOKOPTMKOMAAM), Cnoco6CTBYS YyYLEHMWIO NPOorHo3a
W KayecTBa XW3HW NauueHToB [52]. B gocTtynHom nutepa-
Type Mbl OGHaPYXWIKM TONbKO OAHO HabnwaeHue adpdek-
TUBHOIO UCMNOJSIb30BaHUA Menonusymabda y pebeHka ¢ [3C
M nopaxkeHuem nerkmx [53], 4TO XOpolo cornacyertcs
C JaHHbIMW HaLWKWX HaGIOAEHUN.

NMpumeHeHne Menonusymaba MNO3BONWMAO HWUBENUPO-
BaTb KJAWHWYECKME nNposiBNeHuns 3abofieBaHusi, CHU3UTb
[03Y MMIOKOKOPTUKOMAOB, YMEHbLUNTb BbIPAXXEHHOCTb U/ MUK
npeaynpeanTb pasBUTUE HEKOTOPbLIX OCMOMHEHWH [NOKO-
KOpTuKonaHow Tepanuun. OgHaKo Npu NOMbITKE MOMAHOCTbLIO
OTMEHWTb TIOKOKOPTUKOMABI pa3Buacs peunavs 3abone-
BaHWS, YTO BbIHYAMO «NEPEKIIOYUTE» NALMEHTKY Ha ApYrom
npenapart, obnajalolni BbICOKUM CPOACTBOM K anbda-
cybbeanHuue peuentopa K yenoBevyeckomy IL-5, — 6eH-
panu3ymab. OH 0ao6peH B KayecTBe [10MOJHUTENbHOM
noaepxuBatolwen Tepannu HEKOHTPOIMPYEMOMN TSKeNon
anneprnyeckon actmbl y ageten crtapwe 12 net. Nmeetcs
eAuHUYHOoe HabnogeHne npuvema npenapata npu [3C
y geten [54], ogHako gonrocpoyHas adGEKTUBHOCTb HYXK-
[aeTcs B U3YYEeHUMU.

3AK/IIOYEHHME

[9C — peakoe U AMarHOCTUYECKM CNOXKHOE COCTOSIHWE
C NMOJIMMOPOHON KIIMHUYECKON KapTUHOW. MNepCcrneKTUBHbIM
HanpaBAeHWEM Tepanuu npeacTaBnseTcs paclunpeHue
apceHana ne4vyeHus 3a cyet npumeHeHns MNMbI.

WHOOPMUPOBAHHOE COIJIACUE

OT 3aKOHHbIX NpeacTaBUTENEN MNaUMEHTKU MONYyYeHO
MHbOPMMPOBaAHHOE JOGPOBOMLHOE corflacMe Ha nybnuka-
LMI0 pe3ynbTaTtoB ee 06Cne0BaHUsA U NedYeHus.
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