CNYYAN N3 MPAKTUKN

DOI 10.25789/YMJ.2024.87.24
YK 616.831.95

el YW

A.A. Tannaxos, A.H. blnaxosa, H.B. JlyrnHos,
J1.T. OkoHewHukoBa, T.A. Hukonaesa, A.B. bynatos

TMNEPTPO®UYECKNIA NAXUMEHUHTUT
KAK PEOKAA MPUYUNHA ITOJTOBHbIX
BONEW: KMMHWYECKOE HABNIOOAEHUE

B cTaTbe npeacTaBneHo onmcaHne COGCTBEHHOTO KIIMHNYECKOro HabniofeHust 3a XXeHLLUMHON 62 neT, koTopas Ha NpoTskeHUn 5 mec. cTpagana
ronoBHbIMK 6onamu. Ha MPT ronoBHOro mosra BbISBNEHO TOTanbHOE YTOrMLEHWE NaxnMeHnHreanbHbiXx obonoyek, B 0CO6eHHOCTU B NTOOHO-Te-
MEHHbIX 00NnacTsX, U HaMeTa Mo3Xeyka. Ha 0CHOBaHWUM KIMMHUYECKOW KapTUHbI U HEMPOBU3Yyanv3aunoHHbIX AaHHbIX NauneHTKe BbICTaBMeH ava-
rHO3 MAMONATUYECKNI rMNepTpodryeckuii naxmMmeHuHrUT. NpoBeaeHHas Tepanus rMIoKOPKOPTUKOCTEPOMAAMM NPUBENa K perpeccy 60neBoro cuH-
OpPOMa U CHYDKEHWIO BbIPaXXEHHOCTU nameHeHuii Ha MPT. B ctaTbe Takke ob6cyxaatTcsa CroXHoCcTU anddepeHumansHON AMarHoCTUKNA TMnepTpo-
rYecKoro NnaxMMeHHruTa ¢ Apyrumu 3aboneBaHnsMm, KOTOPbIE NMEIOT CXOXME HEVPOBU3Yanu3aumMoHHbIE MBMEHEHNS U KITMHUYECKYIO KapTUHY.

KntoueBble cnoBa: runepTpouyecknini naxMMeHUHIUT, TBepAast Mo3roBasi 060oyKa, rornoBHas 6omb, MEHUHrearnbHbIe 3HaKu

The article presents a description of the clinical case of a 62-year-old woman who had been suffering from headaches for 5 months. MRI of
the brain revealed pachymeningeal enhancement, especially in frontal-parietal regions, and tentorium cerebellum. Based on the clinical picture
and neuroimaging data, the patient was diagnosed with idiopathic hypertrophic pachymeningitis. Corticosteroid therapy resulted in regression of
pain and reduction of MRI changes. The article also discusses the difficulties of differential diagnostics of hypertrophic pachymeningitis with other
diseases, which can be imitated by clinical picture and changes on MRI images.
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BBepeHue. [neptpodunyeckmin naxu-
MeHuHUT (ITIM) — pegkoe 3abonesaHue,
BO3HMKaloLLlee BCreacTBME oKarnbHOro
unn AvddysHoro yTornweHus Teepaown
MO3roBo/ 0BOMOYKM FONOBHOTO U / uUnu
cnvHHoro mo3ra [9]. Hanbonee 4actbimu
nposiBneHuamu MM aBngaoTcs ronos-
Hble 60nu, YepenHble HeBponaTumn, pexe
pa3BMBalOTCA O4aroBble CUMMTOMBI [5].

Mo natoreHedy [TIM wmoxeT ObITb
NnepBuUYHLIM 1 BTOPUYHBLIM. BTOpuyHbIE
dopmbl TIM  passuBatoTcs Ha oHe
NHMEKLUMOHHBIX N HEUH(EKLUMOHHbIX 3a-
6oneBaHn. WHMEKLMOHHbIE NPUYMHBI
BKItoYaloT Tybepkynes, rpmbkoBble WH-
dekumm, bonesHb Jlaima, cudwunuc; a
HeuHekumoHHbin TTIM moxeT passu-
BaTbCA Ha (YOHE CUCTEMHbIX BOCManu-
TenbHbIX 3aboneBaHWi, TakUX Kak rpa-
HynemaTo3, peBMaTouAHbI apTput, cu-
CTeMHas KpacHasi BonyaHka, capkounaos,
IgG4-accounmpoBaHHble  3aboneBaHus,
HeonnactuyeckMe npouecchl. [lepBbii
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(vononatuyecknin) TTIM  ycTaHaBnuBa-
€TCA MPU OTCYTCTBUN MPUYMHHBIX (PaKTO-
pos [9, 12].

PacnpocTtpaHeHHocTb TIM HeunsBecT-
Ha, a Hay4Hble JaHHble O 3aboneBaHun
OCHOBaHbl Ha OTAENbHbIX KIMHUYECKNX
HabnogeHusx.

LUenbio wuccnepoBaHusi ABMsOTCS
onucaHne cobBCTBEHHOIO KITMHWUYECKOro
HabntofgeHns 3a NauMeHTKON, Y KOTOPOW
Ha OCHOBaHMWN  KIMHWKO-HENpPOBU3ya-
NN3aLMOHHBIX OAHHBIX Obln BbICTaBMneH
anarHos ITIM, n obcyxaeHne CrnoxHo-
cten guddepeHumanbHON AMarHOCTUKN
AaHHoro 3aboneBaHusi.

KnuHunyeckas 4actb. 62-netHas
XeHWuHa, Oyxrantep, MpOXuBaeT B
CenbCcKoW MECTHOCTW, TOoCMUTanM3npo-
BaHa B HEBPOIIOMMYECKOe OTAEeNeHne C
»anobamMu Ha NMOCTOSIHHbIE CUMbHbIE TO-
noBHble 6onu B 3aTbINIOYHOM obnacTwy,
npaBoW BMCOYHOW 0BNacTu CxXMMmaroLLle-
ro, HOKLLEro, NynbCUPYIOLLEro Xapakre-
pa (BAW = 5-6 6annoB), HecucTeMHoe
rONoBOKPY>KEHMWE, LLIAaTKOCTb Npu xoabbe,
NPEPLIBUCTbIA COH U MOBbLILLEHHY YyTOM-
NAeMoCTb.

BornbHol cebs cumTaeT Ha NpoTsKe-
HUM 5 mec., korga Ha oHe MoBbILLEHUSA
apTepuanbHoro gaenenus oo 170/... Mm
PT.CT. NMOYyBCTBOBaria GONE3HEHHOCTb U
CKOBaHHOCTb B obnacTu wewn. Yepes He-
CKOMbKO [OHEN pasBWUMWCb CUIbHbIE TO-
NOBHble BONM CXMMaKOLLEro xapakTrepa,
NPenMyLLIECTBEHHO B 3aTblfTIOYHON 06-
nactu (BALWW = 7-8 6annos). F0NnoBHbIMK
OONsIMM XEHLUUHa paHee NpakTUYecku

He cTpagana, peako onpeaensnuce Aa-
BSLLME ronoBHble 60nu, KoTopble BLICTPO
KynmpoBanucb 1 KOTOpble cBsA3blBana ¢
MoBbILLEHWEM apTepuanbHOro Aasre-
HWS, HAPYLUEHUSIMW CHa UK CTpeccamu.
HacTosilme ronosHble 601y HOCUAK Mo-
CTOSIHHBIA XapakTep, YCUIMBanucb npwu
NMoBOPOTaX, HaKMOHaX rofioBbl, HaTYXW-
BaHWUWN, He COMPOBOXAANUCb TOLUHOTOW,
pBOTOW, OAHAKO NauMeHTKa oTMevana
doT1o- u cdoHodobuo. Ha doHe ronos-
HbIX Gonen HapyLNCcs COH 1 pasBuiach
NoBbILLEHHAst yTOMIISIEMOCTb, PE3KO CHU-
3unacb paboTocnocobHOCTb.

MauneHTka neveHve He nonyyana.
CnycTa 2 mec. camoCTOSATENbHO npoLuna
MarHMTHO-PE30OHaHCHY0  Tomorpaduto
(MPT) ronoBHOro mMo3ra ¢ KOHTPacTHbIM
YCUINEHUEM, Ha KOTOPOW BbISIBMEHO TO-
TanbHOe YTONLWEHWe naxvMeHuHreanb-
Hbix obornoyek Bo Bcex otaenax (puc. 1).

HecmoTps Ha pesynbsratel MPT naum-
eHTKa obpaTunacb K HEBpOSOry TOMbKO
CMyCTH MeCsL, OAHAKO KNMHUYECKME Npo-
SBNEHNSA N U3MEHEHNS Ha TOMOrpammax
ronosbl 6bINn CBA3aHbI C COCYANCTON 3H-
Luedhanonatmen ¢ CMHAPOMOM BepTebpo-
6asnnnsapHon HegocTaTo4HOCTW. HasHa-
YyeHa HewpomeTabonuyeckasa Tepanus,
KOTOpas He NpuBena K yny4LleHuio.

Tawke CcaMOCTOATENbHO MaUMEHTKa
npoLuna ynsTpasBykoBOe MCCriefoBaHne
COHHbIX W MO3BOHOYHbBIX apTepuii, no
pesynsrataMm KOTOPOrO BbISIBIIEH CTEHO3
neBo obuent coHHon apTepun o 32%.
Tarke camocTosiTenbHO obpatunacb K
ogpTanbmMonory, BbICTaBneH ANarHos: rv-



. AKYTCKU MEONLIMHCKNW KYPHAT

Puc. 1. MPT ronoBHoro mo3sra naumeHTkn yepes 2 Mec. nocne gebtota: a - carutranbHbI Cpes,
6 - akcmanbHbIN cpes, B pexume FLAIR onpepensercsa ycuneHve curHana oT TBepAoin MO3roBoi
060mMoYKK, NPEMYLLIECTBEHHO B TOBHO-TEMEHHbIX OTAENax, U HameTa MO3XeYKa; B, I — MPU KOH-
TPACTHOM YCUIIEHWW BbISIBMIAETCA PaBHOMEPHOE HaKOMMeHne KOHTpacTa MO3roBoi 060M0YKON.
CTpenkamu yka3aHbl COOTBETCTBYIOLLME N3MEHEHNS

NnepToHMYecKas aHrvonaTus cetdatku 2
CT., mmonus 1 cT., npec6uonus OU.

B cBs3n c coxpaHsALWMMUCS FONoB-
HbIMM GOnsIMM Ha 5-M Mec. OT MOMeHTa
3aboneBaHus Obina HanpaBneHa B COCy-
OVCTbIV LLEHTP C NOA03PEHNEM Ha OCTpoe
HapyLlleHWe MO3roBoro Kposoobpalle-
Hus. [locne NckMoYeHns HCynbTa nawm-
€HTKa nepeBegeHa B obLiee HEBPOMOru-
Yeckoe OTAEerneHue.

XpoHu4yeckne 3aboneBaHns: rmnepro-
Hudeckas bonesHb 2-11 ctaguu, aptTepu-
anbHasi rMNepToHust 3-M CTEneHu, puck
CCO4; xpoHuyeckaa ceppevHas Hedo-
cTaToqHOCTb 2A CT., 2 ®K; cTeHo3upyto-
LM aTepPOCKINepOo3 COHHbIX apTepui.

[MoCTOAHHBIV NpUeM npenapaToB: am-
nogunuH 5 mr/cyT, asuncaprtaHa MeLoK-
comun 20 mr/cyT.

[Mpn 06LEKTMBHOM OCMOTpE: COCTOS-
HWe cpedHen cteneHn TskecTn. KoxHble
NMOKPOBbI 0ObIYHON OKpacku. MNepudepun-
yeckue numdaruyeckme yanbl He yBenu-
YyeHbl, 6e30one3HeHHble. [JbixaHne B ner-
KMX BE3UKYNsSIpHOE, XpunoB HeT. Cepaey-
Hbl€ TOHbl PUTMWUYHbIE, NMPUMMYLUEHHbIE.
ApTtepuanbHoe paaeneHve 130/80 mm

PT.CT., YacToTa CepAeYHbIX COKpaLleHWUiA
— 88 ya./MuH. XKnBot msarkun, 6e3bones-
HeHHbIn. Mo4veucnyckaHue perynsipHoe.
Ctyn B HopMme.

B HeBponoruyeckoM crtatyce Ha Mo-
MEHT MOCTYNMEHNs B OTAENEHne ovaro-
Bble CMMMNTOMbI HE BbISIBIEHbI, onpeae-
NSieTca nerkasi pUriaHoCTb 3aTbINOYHbIX
Mbiwy, cumntom Kephura 60° ¢ o6eunx
ctopoH. Mo wkane MoCA — 28/30 6an-
nos (Hopma), HADS-D (genpeccus) — 5
6annos (Hopma), HADS-A (TpeBora) — 7
6annos (Hopma).

JlabopaTopHble aHanuabl KpoBu 6e3
BOCNanuTenbHbIX W3MEHeHW, B Owuo-
XUMUYECKOM aHamnm3e KpOBMW BbISIBIIEHbI
npu3Haky gucnunuaemmn (noBbleHWE
obulero xonecrtepuHa o 6,66 mmonb/n,
Tpurnuuepugos go 2,98 mmons/n, npu
HopMarbHbIX nokasatensax JIMHM u
ninBn).

Ha MPT ronoBHOro mosra ¢ KOHTpacT-
HbIM yCUINEHNEM rafonvMHnemM obHapyxe-
Hbl paHee BbISIBNEHHbIE MPU3HAaKK YyTOr-
LeHMs TBEpAoOM MO3roBon 06004k,
pekomeHAoBaHO  AvddepeHUmpoBaTh
BHYTPUYEPENHYHD TUMNOTEH3NIO, TUnep-

TPOOMYECKNA NAXUMEHUHTUT U HENPO-
capkounaos.

[MpoBeneHHble obWK 1 Guoxnmnye-
CKMUIA aHanu3bl CAMHHOMOS3IOBOW KWOKO-
CTW NaTONOrnto He BbISIBUMN.

Mocne npoBeaeHusi  nombGanbHoOWM
MyHKUMW MauueHTka CyObeKTMBHO OT-
Meyana KpaTKOBpPEMEHHOe YryudlleHue,
OOHaKo Ha criefylLlmii AeHb rOoBHblE
©0nn B0O306HOBMMNCH.

[na ucknioyeHnss capkongosa u gpy-
rMMX CUCTEMHbIX 3aboneBaHU npose-
JeHa komnbtoTepHasi Tomorpadums (KT)
OpraHoB rpyaHoOW KneTku, koTopas bbina
B HOpMe, a TakkKe NpOBEAEHO UCCNeado-
BaHMe KkpoBW Ha C-peakTuBHbIA 6Genok,
ACINO, peBmaTtouaHbin hakTop, Bce no-
KasaTenu Obinn B pamkax pedepeHCHbIX
3HAYEHNN.

Ha ocHoBaHuM Hanuyus obLlemos-
roBOW, MEHWHreanbHON CUMNTOMATUKK,
OTCYTCTBUS AaHHbIX 33 WH(EKLMOHHOE
U CUCTEMHOEe mopaxeHue (Hanpumep,
NNXopagkn, Kawunsi, YBENWYEHUs M-
doys3noB, HopMarnbHble MokasaTenu
CMMHHOMOS3IOBOW XMOKOCTU U MapKepoB
BOCMAaneHust) C y4eToM YTOSLLEHUS TBEp-
[0V MO3roBor 000M0oYKM Mo pesynbsratam
HepoBM3yanu3aumm naumeHTKe BbiCTaB-
nNeH AvarHo3 nanmonaTn4eckuii rmnepTpo-
PUHECKN NAXUMEHUHTAT.

[MpoBeneHo neveHne NpegHN30N0HOM
90 mr/cyT B Te4eHue 5 fHel ¢ nocnenyto-
LLIUM CHUXXEHMEM [03bl.

HaunHas co 2-ro gHs npoBegeHus
rOpMOHasnbHON Tepanun OTMEYEHO 3Ha-
UnTenbHOE YIyudlleHWe COCTOSIHUS B
BMAE KYNUPOBaHWS MEHUHreanbHon u
00LLEMO3roBo CUMNTOMATUKN.

Ha koHTponbHoM cHumke MPT ronos-
Horo mosra (20-/ OeHb HaxOoXOeHusl B
CTauMoHape) OTMEYEHO 3HaYUTENbHOE
CHWXKEHWE paHee BbISIBMIEHHOIO YyTOn-
LeHnsa TBepa4on MO3roBon 060Mo4YkM u
YMEHbLUEHNE HaKoMNeHnss 060noYKon
KOHTpacTHOro BeLlecTBa (puc. 2).

C uenblo OHKONOrMYecKkoro noucka
NpoBeAeH aHanu3 Ha cneumnduyeckmne
mapkepbl (ansga-tdetonportenH, CA 15-
3, CA-125, CA 19-9), ynbTpasBykoBoe
nuccrnegoBaHMe OpraHoB OpHOLIHOW Mo-
noctu, manoro Tasa. o pesynsratam uc-
cneaoBaHWiA JaHHble 38 OHKONOIrNMYeCcKui
npoLecc He NoryYeHbl.

MauueHTka BbIMMCaHa B YOOBMETBO-
pUTENBHOM COCTOSIHMM C pEKOMEeHaaunsI-
MU MOCTEMNEHHOIO CHKEHUSI O03bl Npea-
HM30J0Ha [0 MOMHON OTMEHBI.

KatamHe3 naumeHTKM npocrexeH Ha
NPOTSXKEHMN OAHOrO roga, BO30OHOBME-
HMS OOLEeMO3roBo M MEHUHreanbHOn
CYMMTOMATUMKM HeT, npogorkaeTr pabo-
TaTb No npodeccum.

O6cyxaeHne. Hamu npepcrtaeneHo
KNMHUYecKoe HabrnogeHue 3a nauueHT-



Puc. 2. MPT ronoBHoro mo3ara nauveHTKM nocne ropMoHansHon Tepanuu: B pexxume FLAIR pa-
Hee BbISIBIEHHbIN TMNEPVHTEHCUBHBIN CUTHaMN 3HAYUTENbHO YMEHbLUMIICA B akcuarbHOM (a) v
carnTtTanbHom (0) cpesax; HabnogaeTcst Takke ocnabneHve HakonneHWUs KOHTPacTHOro Belle-
cTBa TBEPAOM MO3roBovi 060M04KOIN B KOPOHApHOM (B) M akcmanbHOM (r) cpesax

KOV C pedkum 3aborneBaHuem — mguona-
Tnyeckum MM. Y naumeHTKn ¢ MOMeHTa
nebioTa 3aboneBaHnsi UMETCSH «CUrHa-
bl OMACHOCTUY, KOTOPblE CHWXAlT Be-
POSITHOCTb NEPBUYHO ronioBHON 6onu (B
nepByt0 ovepedb, MUTPEHU U TONTOBHOWN
6onu HanpspkeHust) u TpebyT pane-
Hellwero obcrneaoBaHusi, a MMeHHo: 1)
pa3BuTne HeobblYHOM rONoBHOM Gonu
nocne 50 neT; 2) OTCyTCTBUE PEMUCCUIA;
3) MeHuHreanbHas cuMnToMaTtuka; 4)
NpU3HaKky BHYTPUYEPENHON r’MnepTeH3um
(ycuneHne ronoBHOM GonNu Npu HaTyXu-
BaHuu) [3]. MNpoBeaeHHas camocToATeNb-
HO HenpoBM3yanusauus BbisiBUNa cnew-
nduryeckne npusHaku, Kotopble TpebyoT
crneunann3vpoBaHHOM MOMOLUK, OOHaKO
naumMeHTka npogomkana pabotatb wu
nosgHo obpatunack k cneuvanucty. MNpu
NepBUYHOM OCMOTPE HEBPOSIOrOM TaKkKe
ynyLeHbl «CUrHanbl OMacHOCTU» U U3-
MeHeHust Ha MPT ronoBbl. 3T obcTosi-
TeNbCTBA NOCIYXXWUNY NPUYNHON NO3OHEN
rocnuTanusauun nauueHTa.

[No gaHHbIM nccnegosanus MM B NH-
ann, 52% cny4vaeB COCTaBMsAOT NaLWeH-
Tbl C NEPBUYHON (ManonaTnyeckoi) dop-
mow, 48% - co BTOpUY4HOW popmon (Mm-
MYHHOOMOCPEeA0BaHHOW, MHMEKLNOHHON
1 HeonnacTtuyeckon). Hanbonee vacton
npuymHon BTopuyHoro [TIM  sBunuch

IgG4-accouumpoBaHHbie dopmbl (25%),
no 3 cnyyas (18,75%) npuxogunocb Ha
capkounpgos, Tybepkynes n rpubkoByto NH-
dekunto. lonosHasa 6onb BCTpevanack y
BCEX MaumeHToB, B 73% cny4aeB Obinu
BbISIBMEHbI YepenHble Herponatun. Ova-
roBble CUMMNTOMbI YKa3blBanu Ha BTOpUY-
HbIn xapaktep TIM. B 97% cnyyaeB Ha
MPT BbISBNANOCH foKanbHOE naxume-
HWHreanbHOe YCUIEHME U TOMbKO Yy Of-
HOro naumeHTta — guddysHoe ycuneHue
(npy rpubkoBOM OCTEOMMENUTE OCHOBA-
HUs Yepena). JledeHne NpoBOAMMU TMHO-
KOKOPTUKOCTEPOMAAMMU, KPOME Cryyaes
rpubkoBor aTuonorun. B Taxenbix cry-
Yasgx BBOOUN BHYTPUBEHHbIE MMMYHO-
rnobynuHbl, putykcumab, umknodocda-
Mug v asatnanpuH [12].

OcobeHHbIi  MHTEpeC  nocnegHux
net BbiI3biBaeT IgG4-accoLmMmpoBaHHbIN
ITIM, KOTOpbIA, MO MHEHUK HEKOTOPbIX
nccnegosartenen, paHee AMarHocTu-
poBancs kak uauonatudeckun (nep-
BuyHbIN) [TIM [6, 10, 13]. KnuHunyecku
IgG4-accounnpoBaHHbin TIM npakTu-
Yeckn He OoTnMyaeTcsa OT uguonaTude-
ckoro 'TIM: Hambonee 4acto oTmeva-
10TCH ronoBHble 6onu (67%) 1 npusHakn
nopaxeHus 4yepenHolx HepBoB (33%).
OpHako NpubnuanTensHO y MOMOBMHbI
nauymeHToB ¢ |lgG4-accoummpoBaHHbIM
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MM ™moryT O6bITb CUCTEMHbIE MpO-
SBNEHWs: noTepss Beca, OUCHYHKUMSA
LMTOBMAHON Xemnesbl, ayTOMMMYHHbIN
naHKpeaTuT, MHTepcTUUManbHasi MHeB-
MOHMSI, YBEMUYEHMNE CITHOHHbIX Xenes.
Ha MPT ronoBHOro mosra BbisiIBNsieTcA
yTOrLieHe TBepao MO3roBom 060mo4-
Kn. YpoBeHb aHTuTen k IgG4 B cbiBOPOT-
Ke KpOBW KOPPEnupyeT C CUCTEMHbIMU
npossneHmamu 3abonesaHusa. B cnuk-
HOMO3rOBOM  XMAKOCTU  BbISABMAKTCS
aHTuTena k 1gG4, nerkoe noBbllEeHNE
6enka u ypoBHs KNeTok (MMmdoumnToB).
«30Mn0TbIM CTaHAAPTOM» ANArHOCTUKM
saBnseTca buoncusa TBepaon MO3roBOM
obonoykn, koTopas BbISBNSAET BUXpe-
Bble (hbMBGPO3HO-BOCNANUTENbHbIE peak-
uun. B neyeHnn HeT eAMHOro MHEHWs,
OfHAKO MPUMEHSIOTCA [IOKOKOPTUKO-
cTtepondbl, NpU UX HeaddEKTUBHOCTH
BO3MOXHO MNPUMEHEHUE LIMTOCTATMKOB
(meTOoTpekcar, asaTtvonpuH, Mukode-
HonaTa modbeTun, umknodocdhamung),
NnepcneKkTUBHbLIM SIBNSETCA NPUMEHEHNE
aHTn-B-kneTouHoM Tepanum putykcuma-
6om [11]. K coxaneHuto, B Poccuimckon
denepaunm npoBedeHne wuccnenoBa-
HUs Ha 1gG4 He npeacTaBnseTcs BO3-
MOXHbIM U, BEPOATHO, MoA CcryvasiMu
nguonatudeckoro [TIM  ckpbiBatoTcA
IgG4-accoummnpoBaHHble opmbl. Mpu
3TOM B HacToslllee BpeMsi HeT ybeau-
TENbHbIX [OaHHbIX, YTO FEeYeHue ITUX
OBYyX (OOPM KapAMHanbHO pasnmyaeTcs.

B nuteparype BcTpeyatoTcs onucaHus
[TIM B coyeTaHum ¢ cuHapoMom Tornockl-
XaHTa (CTX). MBaHoB B.B. ¢ konneramu
coobwmnn o6 ycnewHoM onepaTtuB-
HOM BMeLlaTenbCTBE C AEKOMMNPECCUeEn
CTPYKTYp OpOUTLI, 3pUTENBLHOTO HEPBA Y
39-neTHer nauuneHTkn ¢ CTX n nogospe-
HMeM Ha 06bEeMHBbIN NpoLecc NpaBoi op-
OuTbI, KOTOpas obpaTunack c xxanobdamu
Ha OCTPOE CHWKEHWE 3pEeHNst Ha NpaBbIii
rnas v xrydve 6onu B npaBsom rnaay. VH-
TpaonepauunoHHasa Guoncus nossonuna
ycTaHoBuTb auarHo3d [MTIM [2]. Y npea-
CTaBMEHHOW HaMn MaUMEHTKN YepernHbiX
HeBpoOMNaTUii He BbISIBIIEHO.

Wmetotca n pegkue npudnHel TTIM.
Hanpuwmep, y 13-netHen geBO4YKM, KOTO-
pyto 8 mec. 6ecrnokomnu rofioBHble 6onu,
HeBpONaTuM NNLIEBOTO N OTBOASALLENO He-
pBoB, Ha MPT ronoBHOro mosra BbISIBUNA
KOHTpacTHOe YyCureHve TBepaon Mo3-
roson obonouykn. BrnocnegctBum Obinn
obHapyxeHbl aHTuTena k GFAP, xapak-
TEepHble ANS ayTOMMMYHHOW acTpoLMTO-
naTum rnuansHoro oubpunnspHoOro Kuc-
noro 6enka — pegkoro BoCnanmTenbHOro
3aboneBaHnsi HEPBHOW CUCTEMbI, KOTO-
poe NposiBNSETCA CTEPONA-HyBCTBUTESb-
HbIM 3HUEedannToM, MUENUTOM, MEHMUH-
rutom. HasHayeHue ctepougHon Tepa-
NN YyAYYLIUIIO COCTOSIHWE AeBOoYKu [7].



. AKYTCKU MEONLIMHCKNW KYPHAT

Puc. 3. MPT ronoBHoro mo3ara npu BHyTPUYEPENHOW rUnoTeH3un (cobcTBeHHOE HabnoaeHve):
a — Ha T1-B3BELUEHHbIX caruTTanbHbIX U306paxeHnsx onpedensieTcs KaynarnbHoe CMeLleHue
Mo3xeyka (MyHKTYpHas CTpernka), CTBOMOBbIX CTPYKTYP ¥ CPEAHEro Mosra, C CyxxeHnem 6asanb-
HbIX UMCTEPH Mo3ra, Aedopmauuert BaponmeBa MOCTa M HOXEK Mo3ra (CrroluHasi cTpenka);
6 — Ha T2-B3BeLLEHHbIX aKkcuarnbHbIX Cpe3ax BbIABNATCSA CyOaypanbHble rmrpoMbl (CrnoLLHbIe
CTPErnKU), «CMIOLLLEHHOCTb» CpefHero Mo3ra ¢ GOKOBbIX CTOPOH C YBENUYEHWEM ero nepeaHe-
3agHero pasmepa (MyHKTUPHbIE CTPENKK); B - pexum T2, 1 - pexxum SWI, Ha akcnanbHbIX cpesax
onpeaenstoTcs cybaypanbHble BbINOTbl C HEBOMbLUMM HaKoNIIeHMeM remocuaepuHa, YTo ykasbl-
BaeT Ha cybaypanbHble KPOBOU3NUAHUS; TakKe OTMEYaeTCst 3HaunTeNbHOe CyXXeHne (Lenesna-

Has hopma) BOKOBbIX >KemNya04KOB

MeHpgeneswuy E.I". 1 konnern coobuwianv o
passutuu MM y 44-neTHero nauuneHTa, y
KoToporo 3abonesaHue AebTNpoOBano ¢
CY)XEHUSI TMa3HON Lenu 1 TonbKo Yepes
2 roga OT MOMEHTa pasBUTUSA MasHbIX
CMMMNTOMOB Pas3BUNMCL rOMoBHbIE 6onu,
B nocnegylowem passunacb arpodus
3pUTENbHBIX HEPBOB C MOMHOWM CrenoTon
Ha neBbIl rmas, npexoasLyas rnyxora Ha
neBoe yxo, runepcoMHus. o AaHHbIM
MPT ronosHoro mosra u nabopartopHbix
nccnegoBaHwin (MPOTENHYPUS, MUKpore-
maTtypusi) 6bin BeicTaBneH guardos MM,
BEPOSITHO, B paMKax rpaHyrnemaro3a Be-
reHepa. bonbHOMy npoBefeHa Tepanus
rMoKOKOpTUKOCTEPOUAaMN  (MPEeaHN3o-
noH 40 Mmr/cyT) C NONoXuTenbHbIM -
dekTom [4].

B 2020 r. BbIWAM pekoMeHgaumm no
nagnonatnyeckomy [TIM gna Hesporno-
roB-Liecpanonoros, COrMacHoO KOTOPbIM
Hanbonee YacTbIMU KIMHUYECKUMU NPO-
ABMEHVUSAMW ABMNATCS ronoBHble 60nn 1

HapyLUeHns PyHKLMKN YepenHbIX HEPBOB,
B CMMHHOMO3IOBOW XWAKOCTU MOXET Ha-
6niogatbcs NoBbILEHNE YPOBHSA Gernka u
numMmaoumnTapHein nneountos, a MPT ¢
KOHTPaCTHbIM YCUMEHWEM rafofIMHUEM
ABMNSETCS NPUOPUTETHBIM METOAOM Ana-
rHoctukun. boneson cuHgpom npu MM
UMWUTUPYET TFOMOBHYKO 60MNb MpU XpOHM-
YECKOW MUIPEHU, eXXeAHEBHOW rOfIOBHON
6onu, pexe — Npu KpaTKOBPEMEHHOW 0of-
HOCTOPOHHEN HEBPANTNYECKOW rofIOBHOM
6onu (SUNA) [8].

Cxoxaa c¢ MIM HenpoBuadyanusauu-
OHHasi KapTuHa, Kak ObINo OTMEeYeHO B
pesynstate MPT, MoxeT Habniopatbcs
npu BHYTPUYEPENHON rmnoTeHaun. B To
Xe BpeMsi 4Ns BHYTPUYEPENHON rMnoTeH-
31N TakKe XapaKTepHO Hanuyve cybay-
panbHbIX TUFPOM U remaTom, HabyxaHue
BEHO3HbIX CUHYCOB, KaydarnbHOe CMe-
LleHne MUHAANMH Mo3xeyka B 6ornbLuoe
3aTbIIOYHOE OTBEPCTUE CO CYXEHUEM
6asanbHbIX LUCTEPH MO3ra, YBennyeHue

pa3vmepoB runodusa, ymeHblleHne Ma-
MWMAMONOHTUHHOTO PACCTOSAHWSA U MOH-
ToMe3eHLedannyeckoro yrna, CyxeHue
XKenyao4KoBOW CUCTEMbI MO3ra, a Takke
psA Apyrnx nsmeHenun [1, 14]. Y Hawewn
naumveHTkn nofgobHble W3MEeHeHUs He
BbISBMEHbI, YTO CHMXAeT BEPOSATHOCTb
BHyTpUYepenHon runoteHsun. Ha puc. 3
npencrasneHa MPT ronoBHOro Moara Ha-
e ApYyron nauuMeHTKn C BHyTpudiepen-
HOW rMnoTeH3nen.

3akntouyeHune. poaemMOHCTPUPOBaH-
Hoe KNMHU4Yeckoe HabngeHne nokasbl-
BaeT CIOXHOCTb AUArHOCTWMKM PEAKOro
HeBporornyeckoro 3abonesaHns — nau-
onatuyeckoro I'MM. OuarHoctuka Tpeoy-
€T B NepBylo o4yepedb WUCKIIYEeHns nep-
BWYHOWN rONOBHOW 60MM NO KNMHNYECKUM
AaHHbIM, @ 3aTeM TLaTeNbHOro aHanuaa
HelrpoBU3yann3aumnoHHbIX AaHHbIX U UC-
KMIOYeHNss CUCTEMHbIX 3abonesaHun u
onyxoren. [MaBHbIM OrpaHuyeHnem B
Halle CTpaHe $BRAsieTCA OTCYTCTBUE
BO3MOXHOCTM  MpOBEAEHUs  aHanu3a
KPOBM M CMMHHOMO3IOBOWN XXWMOKOCTU Ha
IgG4-aHTuTena, xoTa naToreHeTuyeckoe
fie4yeHre B HacTosLee BpeMs He nmeeT
OTNNYUNA.
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KNMMHUYECKUIA CITYYAN OEDGULINTA
MUTOXOHOPUANBHOIO KOMMMEKCA |,
SANEPHbIA TUM 5 (CUHAPOM W)

,uI/IaFHOCTI/IKa MI/ITOXOH,CI.pI/IaJ'IbHOIZ naToniorMn — CrioXXHaa npaktnyeckaa 3agada. BapVIaTI/IB-

HOCTb KITMHUYECKUX NPOSIBIIEHNI MUTOXOPUarbHbIX 3aboneBaHunii CBA3aHa C BbICOKOW reHeTnYe-
CKOW reTepOreHHOCTbI0 MUTOXOAPMAanbHON natonornn. MoaTomMy aHanma KnMHUYeCKMX criydaeB
MUTOXOHAPUAnNbHON MaTonorun SBNSETCS akTyanbHOW 3afjayelnt Ans paHHen avarHoctukv. B
HacTosLWeN cTaTbe NPOBEAEH aHanu3 KIMHWYECKOro cryyas geduumta MUTOXOHAPUANbHOro
KoMnnekca komnnekca |, saepHbii Tun 5 (cuHapom Jn).

[MokasaHo, 4To pa3BuTMe 3aboneBaHve MaHNECTUPOBANo B paHHeM AOLLKONbHOM BO3pac-
Te Ha OHe MHTepKyppeHTHOro 3abonesaHus. 3aboneBaHne NPOSIBMANOCL METabonMyYecknmMm
HapyLeHNsamMn, AereHepaTuBHbIMU NPU3HaKaMn CO CTOPOHbI HEPBHOW CUCTEMbI, UMMYHOMOTU-
YECKVMUN M3MEHEHNAMY 1 B TedeHne 9 MecsALeB NpyBeENo K netansHoMy ucxogy. OTcyTcTBre Ha
HavanbHOM 3Tane crneumduUYeckux NPU3HaKoB 3HAYUTENBHO 3aTPyAHSAET AMarHoCTuKy 3abone-
BaHWSA 1 MPUBOAWT K TPYAHOCTAM B AUArHOCTMKE.

KnioueBble crnoBa: cuHapom Jv; Aedvunt MUTOXOHAPUAnNbHbIA Komnneke |, Tun 5; reH
NDUFS1.

Diagnosis of mitochondrial pathology is a difficult practical task. The variability of clinical man-
ifestations of mitochoric diseases is associated with high genetic heterogeneity of mitochondrial
pathology. Therefore, the analysis of clinical cases of mitochondrial pathology is an urgent task
for early diagnosis. The purpose of this study: to analyze a clinical case of mitochondrial complex
deficiency complex |, nuclear type 5 (Ley syndrome).

It is shown that the development of the disease manifested in early preschool age against
the background of intercurrent disease. The disease manifested itself by metabolic disorders,
degenerative signs from the nervous system, immunological changes and within 9 months led
to a fatal outcome. The absence of specific signs at the initial stage significantly complicates the
diagnosis of the disease and leads to difficulties in diagnosis.

Keywords: Ley syndrome; "mitochondrial complex | deficiency, type 5"; NDUFS1 gene.

CBoeBpeMeHHas [guarHocTuka Ha-
CNneAcTBEHHOM MaTonorMm octaeTcs
aKTyanbHOM MNpobrnemMon KrivHUYECKOWN
mMeanunHbl. Ocobyto CNOXHOCTbL B Ana-
rHOCTUKE NpeacTaBnstoT MUTOXOHOPU-
anbHble 3aboneBaHus. eHeTuyeckasi
reTeporeHHOCTb  MUTOXOHAPUANbHbIX
3aboneBaHnin 4pes3BblYANHO BemNuKa,
B TOM 4uCre u3-3a MyTauum B reHax,
perynupytowmux paboty MUTOXOHAPWHN,

HO PacnosfioXeHHbIX B sape. Mpu atom
OYEBUOHbIX KOPpPEensauui Mexay reHo-
TUNOM N PEHOTUNOM HeT, a BbiBog 00
3TUOMOIMMM Ha OCHOBE KIUHWUYECKOM
unm GUOXMMUYECKON KapTUHbI 3aTpya-
HEH, a uHorda M HeBO3MOXeH [7]. B
CBSI3M C 9TUM aHanu3 KNnHUYEeCKMX Ba-
pUaHTOB MUTOXOHApPUWanbHbIX 3abone-
BaHUN ABNSETCS BaXXHOW U akTyarnbHOW
3agaden.



