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OCo06EeHHOCTN KITMHUYECKOrO TeYEeHUA U NoAXoAbl K Tepanun ngnonatTn4eckKkunx
BOCNanuTenbHbIX MMONATUN: aHaNU3 KNMHUYECKUX HabnageHun

B.A. Mycypkynosa’, I'M. Caamosa ?, A.)K. bonombekosa ', XK.LLI. Mycmanaesa ', A.K. bakaesa ', b./]. bypabaes ?
" Kblprelackast rocyaapcTBeHHas MeauumHekas akagemus um. U.K. AxyHbaesa,
yn. N. AxyHbaeBa, 92, r. buwkek, 720020, Kbipreiackast Pecny6bnvka
2 HaumoHanbHbIN LEHTP OXpaHbl MaTepuHcTBa 1 AeTcTBa MuHncTepcTBa 3apaBooxpaHeHns Kelproiackon Pecny6nmku,
yn. AxyHbaeBa, 190, . Buwikek, 720038, Kbiprbizckas Pecnybnuka

AHHOTaums. Wpguonatuyeckme BocnanuTeneHble Mmuonatum (MBM) — pepgkue peBmatuyeckue 3aboneBaHusi [ETCKOrO BO3pacTa,
XapakTepusylolmecs Mo3gHen AMarHoCTUKOW M BapuabenbHOCTbIO KMuHMYeckoro TeveHus. Llenb uccnegoBaHuMs — oueHUTb OCOBEHHOCTM
KIMHWYECKOro TeveHus n TepaneBTuyeckne nogxodbl npu MBM B Kbipreidckont Pecnybnuvke. MpoBegeH peTpocnekTBHBIA aHanma AaHHbIX 23
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nauneHToB ¢ VIBM, rocnutanuanpoBaHHbix B HLUOMu[ M3 Keiprbidckoi Pecny6nvku B 2022—2025 rr. MNpeobnagan oBeHUNbHbIA AepMaToOMUO3NT
(91,3%), nebioT 3abonesaHns otmeyeH B Bo3spacte 7,5 (4,5; 9,0) net. Hanbonee yacTbiMM NposiBNEHUSAMU ObiNMM MUONATUYECKWUIA CUHAPOM,
renvoTponHas CbiMb, MOPaXKeHWe Nerkux 1 XenyaovyHo-KuLIeYHoro TpakTta. 3aboneBaemMocTb yBenuyunacb B 2,5 pasa no cpaBHeHuto ¢ 2015—
2022 rr. Tepanusa BknoYana CUCTEMHbIE TTIOKOKOPTMKOCTEPOUabI, METOTPEKCAT, BHYTPUBEHHBIA UMMYHOMMOBYNMH 1 B PE3UCTEHTHBIX Cryyasx
reHHO-UHXXeHepHble Bronornyeckre npenapartbl. Pemuccns 4OCTUrHyTa y BCex NauMeHTOB B TEHEHME NepBoro roga nevyeHus, ogHako 6e3 nomnHow
OTMEHbI ITHOKOKOPTUKOCTEPOUOB.

KnioueBble cnoBa: I0BEHWMbHbBIN 4EPMATOMUO3NT, NONMMUO3NT, namonaTnyeckas BocnanuTenbHas Muonatusi, AeTU, KIMHUYECKOE TeYeHne,
reHHO-UHXXeHepHas Guonoruyeckasi Tepanusi, Tounnuaymab, puTykcumat, kanbLmMHO3, MMONaTUYeCcKnin CUHAPOM

Abstract. Idiopathic inflammatory myopathies (IIM) are rare pediatric rheumatic diseases characterized by delayed diagnosis and a variable
clinical course. The aim of the study is to evaluate the clinical course characteristics and therapeutic approaches regarding IVM in the Kyrgyz
Republic. A retrospective analysis was conducted on data from 23 patients with IVM hospitalized at the National Center for Maternal and Child
Health of the Ministry of Health of the Kyrgyz Republic between 2022 and 2025. Juvenile dermatomyositis predominated (91.3%), with disease
onset at a median age of 7.5 (4.5; 9.0) years. The most common manifestations were myopathic syndrome, heliotrope rash, and involvement of
the lungs and gastrointestinal tract. The incidence rate increased 2.5-fold compared to the 2015-2022 period. The therapy included systemic
glucocorticosteroids, methotrexate, intravenous immunoglobulin, and—in resistant cases—genetically engineered biological agents. Remission

was achieved in all patients within the first year of treatment, though without complete discontinuation of glucocorticosteroids.
Keywords: juvenile dermatomyositis, children, clinical course, biological therapy, tocilizumab, rituximab, calcinosis, myopathic syndrome

®PuHaHcupoBaHue. ViccnegosaHve He UMENO CMOHCOPCKOW NOAAEPKKN.

Ona untupoBanua: MycypkynoBa B.A., Caatoa M., bonot6ekoBa A. XK., Myctanaesa X.LU., bakaesa A.K., Bypabaes b.[]. OcobeHHOCTM
KIMUHNYECKOro TeYeHWS 1 NoAXoAbl K Tepanum ManonaTn4ecknx BOCNanuTeNbHbIX MUONaTUA: aHanma KNMHUYECKUX HabnioaeHnn. AKyTCKkuin Meau-
LMHCKMI xxypHan. 2026. 95(3): 152-157. https://doi.org/10.25789/YMJ.2026.95.32

BeBepeHue. Vpononatmnyeckme BOC-
nanutensHele muonatum (VMIBM) — ato
CMCTEMHOE MMMYHOBOCManuTenbHoe 3a-
boneBaHue, xapakTepuayloLieecs cnew-
nryecknM nopaxeHneMm MUKPOLMPKY-
NSTOPHOrO pycna, CKeNeTHON MycKynary-
pbl M KOXHbIX nokposos [1-3]. B rpynny
VIBM BXOAAT HOBEHUIBbHBLIN 4EPMATOMMO-
3uTt (KOAM), TONMMMO3KMT, HEKPOTU3UPYHO-
Lwas ayTouMMyHHas MuonaTust 1 MMo3uT
C BKIoyeHusaAMn. 3aboneBaHune aBnseTcs
Hanbonee pacnpocTpaHeHHo VIBM B
neguaTpuyeckon NpakTKe C eXEerogHowm
3aboneBaemMoCTblo OT 2 40 4 cryyaes Ha
MUIIIMOH OEeTEV W BbIpaXXEHHOW npea-
pPacnonoXeHHOCTbI0 Yy TWL,  XKEHCKOro
nona (cootHolueHune 2,3:1) [2-4].

WccnepoBaHna nocnegHux nert, cBs-
3aHHble C M3y4YeHWeM FeHOTWUMOoB, ayTo-
aHTuTen npu KOOM ganv npeacraBnexve
0 pas3nuuHbIX deHoTMnax 3aboneBaHus,
KOTOpblE OTMMYAKOTCA W3HaYanbHO Xa-
paKkTepoM TeYeHusi, BOBIIEYEHMEM B
npoLuecc Tex UMW WMHbIX OpraHoB U Cu-
CTEM, KIMUHWYECKUMWU MPOSIBNEHUSMU U
pyckamMn pasBUTUS TAXKEMbIX CUCTEM-
HbIX ocrnoxHeHun [1, 3, 5-8]. BaxHbiM
anMaemMnonornyecknm akTopom crana
naHgemuss COVID-19, BbicTynuBLUaSA
Tpurrepom pocrta 3abonesaemocTv, B
TOM uuncne nosierneHus deHomerHa MIP-C
(MDA5-ayTOMMMYHUTET U MHEBMOHMUT,
cBg3aHHbIM ¢ COVID-19) [9, 10]. Tepa-
neBTMYeCKasi 3BOMOLUS NOCNeaHUX neT
XapakTepusyeTcsl CHWKEHWEM KOPTUKO-
CTEPOUAHON Harpy3ku, paHHUM BHeppe-
HMEM TEHHO-MHXEHEepHbIX Bronoruye-
ckux npenapatos (FMBI1) (putykcnmaba,
ToumMnmaymaba, MHrMGUTOPOB dbakTopa
Hekpo3a onyxonew-a) U WHIMGUTOpPOB
AHyC-kKMHa3 (TodaunTnHuba, Gapuuuntu-

HMba, ynagaumtnHmba) npu pedpakrtep-
HOM TeyeHun 3abonesaHuns [11-13].

Lenb: npoaHanuavpoBaTb 0CObGEH-
HOCTW KNWHUYeckoro TeyeHus WMBM wu
OLEeHNTb 3PPEKTUBHOCTb NPUMEHSIEMbIX
TepaneBTUYECKNX NOAXOAO0B.

MaTtepuan u metoabl uccneposa-
HUA. Bbin npoBefeH PeTpOCNEKTUBHbIN
aHanua uctopuin GonesHn 23 geten c
KOOM, HaxoauBLUMXCA Ha NeYeHun B OT-
JerneHun Kapguopesmarornornv Haumo-
HanNbHOMO LEHTpa OXpaHbl MaTepPUHCTBA
n pgerctea (HUOMu[) M3 Keiprbizckoi
Pecnybnvku 3a nepwog ¢ sHBapsa 2022 r.
no siHeapb 2025 r. iccnegoBaHne BKtO-
Yyano B cebs1 M3yveHre aHaMHECTUYECKNX
OaHHbIX, KMMHUYECKUX MPOSIBIEHWUN, pe-
3yneratoB nabopaTopHbIX U UHCTPYMEH-
TanbHbIX WCCNeaoBaHWi, TepaneBTude-
CKUX MOAXOO0B U UCXOO0B 3aboneBaHus.

WccnepgoBaHve ogobpeHo KOMUTETOM
no 3TMKe MPOBEOEHUsI KIMHUYECKUX UC-
nbiTaHUA 1M BUOMEOULIMHCKMX uccneno-
BaHun npu HUOMu[ M3 KP (npotokon
Ne K-01 ot 13.03.2026). HapyLlueHwuii
npae nauneHToB He 3admkcmpoBaHo. OT
3aKOHHbIX NpeacTaBUTENeln U NauneHToB
cTapwe 14 net nosnyyYyeHo MHAPOPMUPO-
BaHHOE cornacne Ha WCnonb3oBaHue
@HOHUMU3NPOBAHHbIX MeANLIMHCKNX
OaHHbIX B HayyHbIX uensix. JaHHble na-
LUMeHTOB Obinu ob6e3nuyeHbl. Takke oOT
poauTener nauMeHToB OblNo Mnory4YeHo
MHOPMUPOBAHHOE corfacue Ha npeao-
CcTaBreHne MeanumnHckux otorpacuii B
Hay4HbIX 1 0Opa3oBaTernbHbIX LIENsX.

Pasmep BbIGOpkM npenBapuTENbHO
He paccuyuTbiBanu B CBS3U C PETPOCMEK-
TMBHbIM CMIIOLHBIM XapakTepoM uccre-
poBaHusA. CtaTtnctudeckyto obpaboTky
NPOBOAUNN C WCMONb30BaHMEM MakeTa

SPSS Statistics (Bepcusi 16.0). Konu-
YeCTBEHHbIE MNEepeMEHHbIE MPOBEPSNN
Ha HOPManbHOCTb pacnpeneneHnss ¢
nomowbio  Kputepmna LWanvpo-Yunka.
[ns nepeMeHHbIX C HOpMarbHbIM pac-
npegeneHneM [aHHble nNpencTaBre-
Hbl Kak cpegHee apudmeTnyeckoe u
cTaHgapTHoe oTkrnoHeHune (M+SD); aons
nepeMeHHbIX, pacnpeneneHne KoTopbix
oTnnyanocb OT HOpMarnbHOro, — B BMAE
MeanaHbl 1 MEXKBaApTUIIbHOIO pa3maxa
(Me (25%; 75%). KaTeropmanbHble aaH-
Hble onucaHbl abCOMTHLIMK YacToTaMu
1 npoueHTHbIMK gonsamu (%). Ana mex-
rPYnmnoBbIX CPABHEHMWI KONMYECTBEHHbIX
NPU3HaKoB MPUMEHANN HenapameTpu-
yeckun kputepuii MaHHa-YuTHW, Ons
OLEHKN OMHAMUWKWU NokasaTernen B xoae
neyeHns — Kputepun YunnkokcoHa. Cpas-
HEeHWe KaTeropuasnbHbIX MNEepPeMEHHbIX
BbIMOSHAMM C MOMOLLbIO TOYHOTO KpUTe-
pus duwepa.

PesynbraTtbl. B aHanus 6bino Bkto-
YyeHO 23 naumeHTa, cpegun KoTopbix 11
(47,8%) cny4aeB bbino gnarHocTMpoBa-
HO paHee (2015-2022 rr.) un 12 (52,2%)
crnyyaeB — BNepBble B yKa3aHHbIN nepu-
o[ HabnoaeHus.

BospacT nauneHTOB BapbupoBan ot 4
[o 17 net, c He3HauWTEmNbHbLIM Npeobna-
naHvem geovek — 13 (56,5%). Megunana
Bo3pacta gebiota coctasuna 7,5 (4,5;
9,0) roga. AnuTenbHocTb 3aboneBaHus
00 BepudvKaumMm amvarHosa BapbupoBa-
na OT HeckomnbkMx MmecsiueB go 1,5 net.
Ha porocnutansHom atane Haubonee
4acTo BbLICTaBMANUCH Takue AMarHo3bl,
KaK annepruyeckuii Aepmartut, HeyTou-
HEHHbI MUO3UT, TOKCUKO-annepruiyeckuin
hepMaTtuT, cuHapom PelriHO n peakTuB-
HbI apTpuT.



. AKYTCKU MEONLIMHCKNW KYPHAT

B knuMHM4eckon kapTuMHe npeobna-
panun naumenTel ¢ KOOM (n=21; 91,3%),
pexe BCTpedancs nonumuosnt (n=2;
8,7%). Yawe amarHoctupoBancsa nogo-
CTpbIN BapuaHT TedeHmns (n= 14; 60,9%)
naLueHTOB, B TO BPEMS KaK OCTPOE Hava-
no otmeyeHo y 7 (30,4%) 6onbHbIX Ny 2
nauneHToB (8,7%) MMeno MecTo nepBuy-
HO-XpOHUYeckoe TeueHue 3aborneBaHus.
MvionaTuyeckuii CUHAPOM 3aperncTpu-
poBaH y BCeX MauMeHTOB, MoOpaXeHune
OynbbapHon MyckynaTypbl (FHycaBoOCTb,
OncOoHUSA, HapyLLeHNe rnoTaHus) —y 3
(13%). Cpeamn KOXHbIX NPOSIBMEHUA Han-
bonee 4acTto BcTpevyanacb renvoTpor-
Has cbinb, BbisBneHHas y 20 (86,9%)
geten, cumnTtom loTTpoHa 6bin gnarHo-
ctmposaH y 12 (52,2%) peten (puc. 1
n 2), kKanbumHaTtbl (puc. 3) BbISBMEHbI Y
4 (17,4%) GoNbHbIX C peLVAMBUPYOLLUM
TEYEHUEM.

Puc. 1. Cumntom [oTTpoHa (3pUTEMaTO3HbIe
Y3€mnK1 Ha NsICTHO-hanaHroBbIX CycTaBax)

Puc. 2. Cumntom loTTpoHa (apuTeMaTosHble
y3ernku B 061acTy rofIeHOCTONMHbIX CYCTaBOB)

Puc. 3. BekpbiBluvecs kanbumHaTbl B 06nactu
NOKTEBOro cycTasa

BucuepanbHoe nopaxeHue  6bino
NpencTaBneHo  BOBMEYEHMEM  NETKMX
(n=8; 34,7%), cepaeyHO-cOCyaMCTON

cuctembl (N=3; 13,0%) 1 >xenyao4Ho-Ku-
weyHoro TpakTta (n=7; 30,4%). MNopaxe-
HUEe NErkMx nposIBNANOCL OPOHXUTOM,
NMHEBMOHMEN N TMHEBMOHWUTOM; Cepaeyd-
HO-COCYAMCTOM CUCTEMbI — KapAMTOM,
apUTMUSIMM 1 HapPYLLEHVSIMU NPOLEeCCOB
penonapusaummn no AanHeim KT xeny-
[OYHO-KMLLEYHOro TpakTa — racTpogyo-
[EHUTOM, 3HTEPOKOITUTOM, peXxe NepuTo-
HUTOM W renaTtomMeranuven.

B nepuvop aktuBHOCTM 3aboneBaHuns
nabopaTopHO OTMeYarnochk MoBbILLEHNE
COD3 po 28 mm/4y (n=8), C-peakTnBHOrO
b6enka — go 54 wmr/n (n=16), KpeaTnH-
docdokmHasel — go 6690 Ea/n (n=11),
naktatgerngporeHassl — go 1213 Ea/n
(n=3). MeguaHa ypoBHA K®K cocta-
Buna 287 (96; 1418) Epn/n, ogHako y

NnaumMeHToB C ANUTENbHbLIM TEYEHUEM
3aboneBaHna nokasaTtenu 4acTto Ha-
Xxoaunucb B npegenax pedepeHCHbIX
3HaYeHun.

JleyeHne HasHayanocb nocne ycra-
HOBMEHWsi [OMarHo3a no CTaHgapTHOM
cxeme: nynbc-Tepanusa  MeTUnnpeaHu-
30MoHOM B ao3e 15-20 wmr/kr Ne 3-5,
C MOAKIIOYEHMEM  KOPTUKOCTEPOWIOB
(MpeaHN30NoH, MeTUNNPEHN30NOoH) ne-
popaneHo B fo3e 1 Mr/kr B KomOGuHaumm
C MeToTpekcatom B fose 15 mr/m?; npu
HenepeHoCMMOCTM MeToTpekcata npo-
WCXOAMIO NEePEKoYeHne Ha umknodoc-
dhamug, rmapoKCUXIOPOXMH, MUKOEHO-
nata modetun. Takke [OMOMHUTENBHO
MCNonb30Bancs BHYTPUBEHHbI UMMYHO-
rmobynuH B ose 1 r/kr B cyT 1 pa3 B 4
Hegenu. B kayecTBe cMMNTOMAaTUYECKOWN
Tepanuu HasHayanucb cocyaopacLumpsi-
IolmMe npenapatbl, npenapaTtbl Kanbuus

XapakTepucTHKA 1e010Ta, TeYeHHUs] M MCXO010B I0BEHUJIbHOI0 1epMATOMHO3UTA

[Tapamerp

Pesynbrar (n=23),
n (%) / Me (25%; 75%)

JleBouku / Manpunku

13 (56,5) / 10 (43,5)

Tun BocmamuTeIbHON MUOTIATUU

- IepMaTOMHO3UT 21 (91,3)
- IOJIMMUO3UT 28,7
Teuenue:

- OCTpoe 7(30,4)
- MOJIOCTPOE 14 (60,9)
- IEPBUYHO-XPOHUUECKOE 2 (8,7)
Bospact nepBbIX NposiBICHUH, FO1 7,5 (4,5;9,0)
3anepKKa NOCTAaHOBKH JUArHO3a, MeC. 6(3;12)
Knunnyeckne n nHCTpyMEHTasIbHBIE posiBiieHUs (%):

- OpUTEeMa JIuIa 20 (86,9)
- henomen ['oTTpona 12 (52,2)
- MHOTIATHUS 23 (100)
- riceB1o0yIb0apHasi CUMIITOMATHKA 3(13,0)
- MOPa’KCHUE JIETKUAX 8(34,7)
- nopaxkerne XKT 7 (30,4)
- mopakerne CCC 3 (13,0)

- merKonuThl, X 10°/1

- TpomMOoIUTHI, X10°/11

- COD, mm/gac (Hopma: 0-15)
- CPB, mr/xn (Hopma: <5)

- KOK, En/n (HOpMma: 150-250)

Tlokaszarenn akTUBHOCTH B Jie0r0TE 3a00/I€BaHMUS:

7,55 (6.,45; 9,20)
403 (337,5; 444,25)
13 (6; 19)

6,7 (4,95; 9.,8)
287 (96; 1418)

Tepamus (%):

- IyJbC-TEPAITHS 23 (100)
- HepopaibHbIe KOPTUKOCTEPOU LB 23 (100)
- METOTpeKcaT 8 (34,7)
- UKII0(ochaMus 9(39,1)
- TonmIn3ymat 3(13,0)
- pUTYKCUMab 1(4,3)
- BHYTPHBEHHBII HMMYHOTIIOOYIHH 4(17,4)
HUcxomert (%):

- pemuccus 23 (100)
- B T.4. 0€3 KOPTHKOCTEPOHIOB 0(0)

- Oe3neKkapcTBeHHAS 0(0)

- aTpOQHsT MBI 4(13)
- KOHTPAKTYpPbI 0(0)

- KaJIbLIUHO3 4(17,4)
- naunoxuctpoduu 1(4,3)
- 3aJepKKa JINHEHHOro pocTa 4(17.4)




B KOMOMHauUmM ¢ BuTammHom D3. Y Tpex
nauneHToB (13%) Ha hoHe cTaHOapTHON
Tepanuu OTMeYanocb MNporpeccMpoBa-
HMe 3aboneBaHusi ¢ pa3BUTMEM KarbLm-
HaTOB, NEPCUCTUPYIOLLUM MbILLEYHbIM U
KOXXHbIM CMHApPOMaMW, a Takke MNoBblLLe-
HMEeM YpPOBHS wHTepneunkuHa-6 (UN-6),
yTto notpeboBano gobasneHus TouWnuW-
3ymaba. Y ogHoro nauueHTta (4,3%) He-
CMOTpS1 Ha NPOBOAMMYH 6a3nCHY0 Tepa-
Ny OTMEYEHO HapacTaHue nceeaobynb-
GapHoro cuHgpoma, 4to notpebosano
HasHa4eHusi putykcumaba.

Pemucenst 6bina gocturHyta y Bcex
nauMeHToB B TeYeHUe MepBOro roaa
NeYeHnsi, OHaKO MOITHOM OTMEHbI KOp-
TUKOCTEPOMAOB, PaBHO Kak W OTMEHbl
6a3ncHOM MMMYHOCYNpPECCUBHOW Tepa-
nnn, He yOanocChb BbIMNOMHUTL HU OOHOMY
nawumneHTy K OKOHYaHuo nepuoga Habnto-
AeHuvs. Y GonbLUMHCTBA MaUUEHTOB KOp-
TUKOCTEPOUAHbLIE Mpenapartbl  UCMorb-
30BanMCb B MOAAEPXKMBAOLWMX [03aXx
MeHee 0,2-0,3 mr/kr. KanbuuHatbl, acco-
LMMPOBaHHbIE C PeLuaBUPYIOLLMM Te-
yeHveM, amarHoctupoBaHbl y 4 (17,4%)
nauneHToB; y ogHon 6onbHow (4,3%) ¢
ANUTENbHOCTBIO 3aboneBaHnsa 5 net oT-
MeyeHa nunogucTpodms. 3agepxka po-
CTa NPEeUMYLLIECTBEHHO KaK OCIOXXHEHMWE
KOPTUKOCTEPOUAHOW Tepanuun BbisiBNEHa
y 4 (17,4%) peten, oTcTaBaHue B macce
Tena — y 5 (21,7%) peten. MNMoppobHas
XapakTepucTuka nauMeHTOB NpeacTas-
neHa B Tabnuue.

Ons gemoHcTpauun 6binv otobpaHsl
[OBa KMUHMYECKUX criydas 3aboneBaHus,
notpeboBaBLUNEe NPUMEHEHUSI TEHHO-UH-
YKEHepHoW Buonornyeckon Tepanmu.

KnuHuyeckun cnyyan Ne1. MaumneHT-
ka 11 net. 3a mecau Ao MaHudecTauum
nepeHecrna OCTpbIi ToH3UNNUT. [ebtot
XapaktepusoBarcs crabocTblo B KOHEY-
HOCTSIX, HapyLleHMEM MOXOOKWU, 3pute-
MaTO3HbIMM BbICBINAHUSMU Ha Nuue ”
KOHEYHOCTSX, OTEYHOCTbIO Bek. Yepes 1
MecsL, rocnuTanuavpoBaHa B TSXENOM
coctosHun. [lpn ocmoTpe: obunbHas
renuoTponHas CbiMb NnLA U YLWIHbIX pa-
KOBWH, OTEYHOCTb BeK, nanynbl [0TTpoHa
Ha cycTaBaMu KUCTEN W KOMEeHew, Bbl-
paxeHHas MbllleyHas cnabocTb, 6Gones-
HEHHOCTb MPOKCUMarbHbIX FPYNM MbILULL.
YctaHoBneH guarHo3 KOOM, ocTtpoe Te-
yeHue. MNpn obcneposanum B OAK — Ge3
ocobeHHocTe. B Guoxmmuueckom aHa-
nnM3e KpoBW MoBblleHne ypoBHA ARAT
— 483 Epn/n, AcAT — 400 Eg/n, kpeatuh-
docdokmHasel — 6690 Ea/n (npyu Hopme
150-250), nar — 1213 Eg/n (npu Hopme
295-332). AHTUHyKneapHbIl  dakTop
oTpuuatenbHein. CPB 10 mr/n. Uccne-
AOBaHUs Ha BUpYCHble renatntel B n C
otpuuatenbHbl. OKI: yCKOPEHHbIV CUHY-
coBbii puTM. OxoKI™ 1 peHTreHorpadgums

rpyoHou knetku 6e3 natonorvv. QHMI:
3HauUUTENbHOE YMEHbLUEHVE ANNTENbHO-
CTW NOTEHUMaNoB ABUraTenbHbIX €4UHUL
N aMnanTyAbl NOTEHLMAnNoB..

lMpoBeneHa Tepanus: MeTUNNpegHu-
30rn0H per os (0,8 mr/kr), nynbc-Tepanus
meTunnpegHunsonoHom 20 mr/kr Ne3,
metoTpekcaT 15 mr/Heg n/k, BHYTpwu-
BEHHbI UMMyHOrnobynuu 1 r/kr Ne3,
rmgpokcuxnopoxuH 5 wmr/kr. Ha coHe
fle4eHNss OTMEYeHO He3HauyuTenbHoe
ynyyleHne npu COXpaHsALWencs Mbl-
Wwe4yHon cnaboctu. Yepes 1,5 mecsua
npucoeavHuncs  ncesnobynbbapHbIv
CUHApPOM (THycaBoCTb, Ancdaruns). B ne-
YeHum gobasneH putykcumab 375 mr/m?
exeHefenbHo (4 MHAY3UN, NOBTOPHbIE
Kypcbl Mo 4 vHQy3uu kaxable 6 mec).
Kpome aToro, nony4ana COCyaMCTYIO
Tepanuio, npenapaTtbl kanus, KanbLus,
aHananpun. Yepes 1 Hegenio oTMeveHa
NnonoXuTenbHas AMHaMMKa MbILLEYHOTO
CMHOPOMa, MOBbILEHNe aKTUBHOCTW.
Mocne 8 wHdy3unm putykcumaba po-
CTUTHYTa peaykumsa ncesnobynbbapHbix
HapyLeHW, HesHauyuTenbHas MbllLey-
Has cnabocCTb, OTCYTCTBUE KOXHbIX Bbl-
cbinaHui. MNocne BbINUCKM Npogomkuna
Tepanuio putykcumabom (kaxable 6
MecsiLeB), MOPOKCUXIIOPOXMHOM W MO-
CTEMEHHbIM CHWKEHWEM [03bl MeTusl-
npeaHM30moHa.

KnuHuyeckun cnyyan Ne2. lMauu-
eHTka 10 neT MNOBTOPHO rocnMTanuau-
poBaHa C xanobamu Ha yTOMNSAeMOoCTb,
noxyaaHve, 3pMTemMaTo3Hble BbICbIMaHUs
Ha nuue, HapyLleHue noxoaku. M3 aHawm-
He3a: gebioT B Bo3pacTe 3 neT C apute-
MaTo3HbIX BbICBINAHWIA MO BCEMY Teny,
pacLeHeHHbIX Kak annepruyeckun gep-
maTuT. Yepes 3 mecsua npucoeamHnnmcb
MbllleyHas cnabocTb, 60MM B KOHEYHO-
CTSAX, MOXydaHue; nabopaTopHO BbISB-
neHbl nosblileHne KOK po 3879 En/n,
CO3 un CPBb. [OuarHoctuposaH HOOM,
npoBegeHa nynbc-Tepanus MeTunnpea-
Hu3onoHom Ne3, 3atem npegHwU3onoH 1
mr/kr, meToTpekcat 10 mr/m?, sHananpwn
(B cBs13u ¢ nosbiweHnem Afl). CoctosHne
YMy4LIMIoCh, OOHAKO B Te4YeHue mocrne-
OYOLWNX NEeT COXPaHANMCb OCTaTOuvHble
SIBNIeHNs1 B BMAE CUMpPEHeBaToW runepe-
MUM NLA U BeK, HE3HaYUTENbHON Mbl-
LeyHon cnabocTu.

B Bo3pacTe 7 neT poguTeny camocTo-
ATENbHO OTMEHWNU Tepanuio, 4TO Mpu-
Beno k oboctpeHuto. Mpu noctynnexHun
COCTOSIHME Tshkenoe: Aeduumut Macchbl
Tena, BblpaXeHHasi renuoTponHas Cbifb
nMua@ M YWHBIX PaKoBWH, HapacTaHve
MblILLEYHOW cnabocTu, NosBnNeHne rHyca-
BocTu. JlTabopaTopHo: KOK 541 Eg / mn,
AH® oTpuuaTenbHbIi, Apyrux Bocna-
NUTENbHbIX W3MEHEHWU He BbISBMEHO.
MNpoBedeHa Tepanua AekcameTasoHOM
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0,3 wmr/kr Ne3, npegHusonoHom 1 mr/kr,
TMAPOKCUMXIOPOXMHOM 5 Mr/kr (Bnocnea-
CTBUM 3aMEHEH Ha MuKodeHonata Mo-
detun 600 mr/m?). BeinucaHa ¢ He3Haun-
TENbHbIM YryyLLEeHEM.

YUepes 4-5 mecsueB nocne odepen-
HOM CaMOCTOSATENbHOM OTMEHbI reve-
HWUS1 pa3BUIIOCb MOBTOPHOE 060CTpeHue.
Mpu rocnutanusauum cocTosiHME TSXe-
noe: orpaHu4eHve MNOoABMXKHOCTU B Ta-
306eapeHHbIX CycTaBax, KOHTPaKTypbl
B JIOKTEBbIX CyCTaBax, FHycaBOCTb, Ma-
CTO3HOCTb LA, MHTEHCKBHas aputema
C NUMOBbIM OTTEHKOM KOXMW nuvua, Luewu,
TynoBuLUa, nanynbl [OTTPOHa, OTEYHOCTb
BEK, MbllevHasi crabocTb, rmnotpodusi
MbILL, MOAKOXHbIE KanbUMHATbl  Ha
HWKHUX KOHEYHOCTAX. YuuTbiBas npo-
rpeccupoBaHue 3aboneeaHusi, B Tepa-
nuio gobaeneH Toumnmusymadb 10 mr/kr
BHYTpMBEHHO 1 pa3 B 4 Hegenun Ha oHe
NPOAOIPKEHNSA NPEOHM30MoHa 1 TMapPOK-
cuxrnopoxuHa. Mocne 7 nHdysun gocTur-
HYTO 3HAYUTENMbLHOE YNy4LLEHNE: perpecc
KOXXHbIX BbICbINAHUA, YBENUYEHME Mbl-
LUEYHON CuInbl, BOCCTAHOBMEHWE CaMo-
obcnyxuBaHMs 1M cnocobHOCTN XOAUTb,
paccacbiBaHve KanbLMHaToB C (hopMU-
poBaHueMm pyOLOB, OTCYTCTBME HOBbIX
KanbuuHaTtoB. [lauMeHTka BbiNMcaHa C
ynyudLlleHMEM C peKoMeHaLmnel npoaorn-
XWUTb Tepanuio.

O6cyxaeHune. [aHHoe uccriefoBa-
HVMe — NepBbI aHanu3 KNMHuko-nabopa-
TOpHbIX ocobeHHocTen n Tepanun VIBM
B CMNeunanvM3npoBaHHOM  OTAENEHUN.
HecMoTps Ha OTHOCMTENBHO HEBBLICOKYHO
pacnpocTpaHeHHOCTb, B Habnogaemblii
nepvog (2022-2025 rr.) guarHocTMpoBa-
HO 12 crnyyaeB NepBUYHON ANArHOCTUKM
(4 naumeHTa B rog), Mo CPaBHEHWO C
rpynnon n3 11 nauneHToB, AMarHOCTUPO-
BaHHbIX B 2015-2022 rr. (1,6 nauneHTa B
rog), YTo OTpaxaeT peanbHbIi POCT 3a-
6onesaemocTtu B 2,5 pasa.

[aHHas gnHamuka MOXeT ObiTb CBS-
3aHa C BO3fencTBueM psga Hebnaronpu-
ATHbIX (paKTOPOB OKpYyXatloLlen cpeabl,
BKIOYAs yXy[LIEHUe 3KONOrMYeckonm cu-
Tyauuu, a Takke U3MEHEeHUSIMU KNuMaTu-
YeCKUX yCrnoBuii. ina pernoHa xapakTe-
PEeH BbLICOKUI YPOBEHb YrbTpaduoneTo-
BOrO M3ry4eHusi n GomnbLIOe KONMYeCcTBO
COnHeuHbIX aHen B rogy (go 320). Jo-
NONHUTENbHBLIM MOTEHUMANbHBLIM  TPUr-
repoM MOXET BbICTynaTb NepeHecéHHasi
KopoHasupycHas uHdekumns [9, 10]. Cre-
OyeT OTMETUTb, YTO B HACTOsILLEE BPEMS
LerneHanpasneHHble 1ccrnegoBaHns Mo
OLEHKE BIUSHUSA YKa3aHHbIX (hakTopoB
Ha passuTue VIBM B Halwen ctpaHe He
NpOBOAWIUCE.

Pesynbratel aHanusa gemorpadude-
CKMX AaHHbIX (COOTHOLUEHNE AEeBOYEK U
maneumkoB 1,3:1, Bo3pacTt pebiwota 7,5
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roga) cornacylTcst ¢ JaHHbIMU MeXay-
HapOOHbIX PErnucTpoB, YKasblBAKLLUMU
Ha NPenMYLLECTBEHHOE MOpaXeHue nuL
XKeHCKOoro nona n Haubornee yacTtyio ma-
HUecTaumio B AOLLKOMbHOM 1 MriagLlem
WKonbHOM Bo3pacTte [2, 5, 7]. 3Hauu-
TenbHasa BapnabenbHOCTb CPOKOB Bepu-
dvkaumm anarHosa (MeguaHa 3afepiKku
coctaBuna 6 (3; 12) mecsueB) NOATBEPXK-
[aeT coxpaHsitoLLyocs NpobnemMy HU3KOM
OCBEOMIIEHHOCTU U HW3KOW HacTopo-
KEHHOCTU Bpayven MNepBUYHOrO 3BEeHa.
MHoroobpasve HavanbHbIX [MarHo30B,
cpeaun KoTopbix npeobnaganv annepru-
YEeCKU AepMaTuT, peakTUBHbIN apTpuUT 1
pasnuyHble BapuaHTbl HeponaTui, nog-
yepkmBaeT HeobXxoaMMOCTb MpoBeaeHUsI
obpasoBarenbHbIX MEPONpUATUA Cpeau
Bpayewn, nposefeHus Oonee LUMPOKOro
anddepeHumnanbHO-gMarHoOCTUYECKOro
novcka npu Hanuumm y pebeHka covetaH-
HbIX MbILLIEYHOTO U KOXHOro CUMHAPOMOB
[1, 3]

KnuHnyecknt  nonumopcduam  WNBM
B MpeacTaBrieHHON BblGOpke MposiBUI-
CA BbICOKOW 4acTOTOWM MuoMnaTtuyecko-
ro cungpoma (100%), a Takke 3Ha4u-
TEeNnbHOW  pacnpoCTpaHEHHOCTb  Ma-
TOrHOMOHUYHBIX KOXHbIX MPOSIBNEHUN
(rennotponHas cbinb — 86,9%, cumnToMm
lottpoHa — 52,2%) [1, 3]. Hanwuune
KanbUWHATOB Yy KaX4oro LlecToro na-
UMeHTa C peunavBUpPYOLLUM TeYeHreM
yKa3blBaeT Ha CKIMOHHOCTb K XPOHM3a-
UMM BoCnanuTenbHOro mnpolecca y Ya-
CTW OeTen, 4YTo TpebyeT onTummsauuun
noaaepxusatoLlen tepanuun. Beiasnex-
Hble HapyLeHus M3NYEeCKOro pasBuTus
(3apgepxka pocta y 17,4%, peduvunt
maccbl Tena y 21,7%) HocSIT, BeposAT-
HO, MynbTUakTopuanbHbIN XapakTep,
BKITIOYAIOLLMIA KaK BMUSHWE ANUTENbHOMN
rMIOKOKOPTUKOCTEPOMAHONM Tepanuu, Tak
N NOCNEACTBUS XPOHUYECKOINO CUCTEM-
Horo Bocnanexus [1].

JlaBopatopHble noka3atenu npoae-
MOHCTPUPOBANN BbICOKYD TeTEepOreH-
HOCTb: MeamaHa ypoBHsa KOK coctaBuna
287 (96; 1418) En/n, a megnaHa CPB —
6,7 (4,95; 9,8) mr/n, npu 3TOM y NauuneH-
TOB C MHOTOMNETHNUM aHaMHE30M HepeaKko
Habnoganace Hopmanusaums mMuocre-
undunyecknx OepMeHToB, YTO cornacy-
€TCA C KOHLEeNUUen aguccoumanmm mexay
nabopaTopHbIMM MapKepamn 1 nNpogor-
XKaloLencs KIMHUYECKOW aKTUBHOCTbIO.
OTO AMKTYyeT HeobGXooumoCTb UCMOonb-
30BaHUSA WHCTPYMEHTamnbHbIX METOAOB
(MarHuTHo-pe3oHaHcHasi  ToMorpadus,
yNbTpa3ByKoBas [OuarHOCTMKa  MblLLL,
Kanunnsipockonusl) anst 6onee TOYHOrO
MOHUTOpPUHra 3abonesaxus [14, 15].

AHanua TepaneBTUYECKMX NOAXOA0B
noaTBEPOUNT  MPUBEPXKEHHOCTb  KINHU-
K/ COBPEMEHHbIM CTaHAapTaM nevyeHus

IOOM ¢ npumeHeHuem nynbc-Tepanum
IMIOKOKOPTUKOMAAMM, MeTOoTpekcarta W,
npy HeobxogMMOCTK, anbTePHaTUBHbIX
UMMYHOCYNpeCccaHToB. BaHo 0TMeTUTb,
yto y 13% naumeHTOB noTpeboBanochb
HasHa4yeHne reHHo-NHXeHepHon 6uo-
nornyeckon Tepanuu (Toumnusymad) B
CBSA3M C pedppaKkTepHbIM TeyeHueM, a B
OHOM TSKENOM cryyae — putykcumaba.
[aHHble HabnaeHNa NoAYEepPKMBAKOT He-
06X0QMMOCTb CBOEBPEMEHHOW 3cKana-
LUK Tepanuun y NauueHToB ¢ NpusHakamm
BbICOKOM aKTMBHOCTW, HE OTBEeYalLLuX
Ha CTaHAapTHbIE CXEMbI IEYEHNSI.
3akntoveHune. AHanu3 KIMHUYECKO-
ro marepvana nokasarn 3HauuTesrbHyo
BapuabenbHOCTbL Aebtota 3aboneBaHus,
BKIHO4asi pa3nuyns B Temnax hopmMupo-
BaHWs CUMNTOMAaTKKW, CTENEHN BOBEYe-
HUS OTAENbHbIX OPraHoOB MU CUCTEM, Bbl-
PaXXeHHOCTW KITMHWUYECKUX CUHOPOMOB U
OTBETE Ha MPOBOAUMYHO TEpanuio.

B ycnoBusx orpaHWyeHHbIX AuarHo-
CTUYECKMX BO3MOXHOCTEN, B 4aCTHOCTU
OTCYTCTBMS OnpeaerneHnss MMo3nT-crneL-
NPUYECKNX N MUO3UT-acCOLMMPOBAHHbIX
aHTuTen, BbIbOpP TepaneBTUYECKON Tak-
TUKM B 3HAYUTEMBLHOW CTENEHU OCHOBbI-
BaeTCsA Ha KINMHWYECKOW KapTUHE U Au-
Hamuke 3aboneBaHusi. B GonblUMHCTBE
crnyyaeB cTaHfapTHasi Tepanus (rmoKo-
KOPTUKOCTEPOUAbI B COYETaHUN C METO-
TpekcaTom) obecnevmBaeT yooBNeTBOPU-
TenbHbIV OTBET, 0aHako y 17,4% nauunen-
TOB MO HalUM HabnaeHUsIM okasanacb
He#oCTaTouHO adhpeKkTUBHOM N TpebyeT
NPYMEHEHNs anbTepHaTUBHBIX UMMYHO-
CYNpeCCHBHbIX NpenapaTos.

MpeacTaBneHHble KNMHUYECKMe Ha-
oniogeHus CBUOETENLCTBYOT O TOM,
yTo npumeHeHne [UBIT moxeT obe-
cneynBaTb BbIPAXEHHbIN TepanesBTu-
YeCKMn 3(PMEKT KakK Ha paHHUX, TakK
N Ha no3gHux cTtagusax 3aboneBaHus.
VMcnonb3oBaHne Toumnuaymaba comnpo-
BOXJaNoCb perpeccom KanbLWHATOB U
NONOXWUTENBbHOW [MHAMUKOM KOXHOTO,
MbILLEYHOrO M CYCTaBHOIO CUMHOPOMOB.
[MonoxutenbHble KNMHUYECKUE pesyrb-
TaTbl TAKXKE OTMEYEHbI MPU NPUMEHEHWM
putykcumaba.

Wtak, MBM no-npexHemy npeacrtas-
nsT npobnemMy COBPEMEHHOW peBma-
TONOrnn B CBA3W C NO3AHEN BbISIBMISIEMO-
CTblO M OTCYTCTBMEM CTaHAApPTM30BaH-
HbIX MOOX0J0B K Tepanuu. JanbHewnwee
nsyyeHne adpekTmBHoCcTM M Gesonac-
HocTn TWBI, a Takke aHanui3 ux otaa-
NEHHbIX pe3ynbTaToB MNPeACTaBNSITCS
NnepcrnekTMBHbLIM HanpaBieHneM Ans on-
TMMU3aUUM Tepanun BEHUNBHOIO Aep-
MaTtommnosuTa.

OCHOBHbIE  OrpaHWyeHnst uccrneno-
BaHWA CBsi3aHbl C OAHOLIEHTPOBbLIM U
pPEeTPOCNEKTUBHBIM XapakTepoM ucchne-

[OBaHWs, yTepen 4YacTu AaHHbIX, OTCYT-
CTBMEM €[MHOro TepaneBTUYEecKoro U
AMarHoCTUYECKOro NpOTOKOMa, PasHbIMU
cpokamu OT MOMeHTa [AebloTa, a Takke
pasHbIMKM CpokamMu HabnaeHus U UH-
TepBanaMmu mMexay HabnogeHusaMu.
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KnuHu4yeckni cny4yam ocTpomn nepemexatowen nopdpvpum

M.B. CemeHosa ', T. H. AnekcaHdposa "2, C.H. NapgheHosa ?, B.H. SdpuxuHckas ', U.U. MynuHa 2
T ®FAOY BO «CeBepo-BocTouHbIN thedeparnbHblii yHuBepcuTeT M. M.K. AMMocoBsax, yn. Kynakosckoro, 36, r. AkyTtck, 677000, Poccus
2TAY PC(5) PC(A) «PecnybnukaHckas 6onbHuLa Ne1-HaunoHanbHbli LeHTp MeauumnHbl umenn M.E. Hukonaesay,
Ceprensixckoe w., 4, . AkyTck, 677010, Poccus

AnHoTaums. OcTpas nepemexatowiasca nopdupus (OlNM) — pegkoe HacneacTBeHHoe 3aboneBaHye ¢ ayTOCOMHO-AOMUHAHTHBIM TUMOM Ha-
crnefoBaHus, CBs3aHHOe ¢ AeduunToM hepmMeHTa rmapokcuMeTunbunaH-cuHTasel Bcneacteme mytaumn reHa HMBS. BonesHb maHudecTupyet
NPEVMYLLECTBEHHO Y XEHLUMH PenpoayKTUBHOIO BO3pacTa Moj BO3AEVICTBMEM NPOBOLMPYHOLMX (PaKTOPOB M XapaKkTepuayeTcs NonmMopdHON
HenpoBMCLiepanbHON CMMMTOMAaTUKOW, YTO 3aTPYAHSET CBOEBPEMEHHYIO ANArHOCTUKY. B cTaTbe npeacTaBneH KNMHNYECKWIA Criydan naumneHTkm 27
neT ¢ THKENon, ocrnoxHéHHon artakon OIl1, conpoBoxaasLuecs abgoMuHanbHbIM, HEBPOMOrMYECKUM CMHOAPOMaMK, CyaoporaMun u passutmemM
obpatumon sHuedanonatumn (PRES-cuHgpom). [inarHo3 BepudnumpoBaH ¢ NOMOLLbIO Ka4eCTBEHHOIO onpeaenexHns nopgpobunuHoreHa B Moye.
MoayepkmBaeTcs BaXXHOCTb KMMHUYECKOW HAaCTOPOXEHHOCTU BpaYel pasnnyHbix cneunansHocTen B oTHowweHun OII npy HeobbsacHumon abao-
MUWHanbHOWN, HEBPOMOrMYECKON NNK NCUXmaTpudeckon cumntomatuke. CBOeBpeEMEHHOE Ha3Ha4YeHne NnaTtoreHeTM4Yeckon Tepanuu npenapaTom re-
MuHa (HopmocaHr) B codeTaHny ¢ UHAQY3Nen rmoKo3bl U YCTPaHEHNEM TPUITEPHbIX (PaKTOPOB ABMSETCS OCHOBOW YCMELLHOTO KynMpOBaHUS OCTPOW
aTaku 1 NpefoTBPALLEHNS YIPOXKAOLLMX XKU3HWN OCIIOKHEHWIA.

KnioyeBble cnoBa: octpas nepemexatoLiasics nopdvpus, nopdobunuHored, HMBS-reH, reMmyH, agnarHocTvka

Abstract. Acute Intermittent Porphyria (AIP) is a rare hereditary disease with an autosomal dominant inheritance pattern, associated with a
deficiency of the enzyme hydroxymethylbilane synthase due to mutations in the HMBS gene. The disease manifests predominantly in women
of reproductive age under the influence of precipitating factors and is characterized by polymorphic neurovisceral symptoms, which complicates
timely diagnosis. The article presents a clinical case of a 27-year-old female patient with a severe, complicated AIP attack, accompanied by ab-
dominal and neurological syndromes, seizures, and the development of reversible encephalopathy (PRES syndrome). The diagnosis was verified
by qualitative determination of porphobilinogen in urine. The importance of clinical vigilance among physicians of various specialties regarding AIP
in cases of unexplained abdominal, neurological, or psychiatric symptoms is emphasized. The timely administration of pathogenetic therapy with
hemin preparation (Normosang) in combination with glucose infusion and the elimination of triggering factors is fundamental for the successful
management of an acute attack and the prevention of life-threatening complications.

Keywords: acute intermittent porphyria, porphobilinogen, HMBS gene, hemin, diagnosis
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