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IlncceMuHupoBaHHoe

nopa)eHne Mo3rosbix obosiouek
npu pabgomMmocapkome
napaMeHuHreasibHOu fIoKanusaumu
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T@IbY «HaumoHanbHbIi MeAULMHCKUI UCCIIe[0BATENbCKUI LUEHTP AETCKOM remMaTosiorum,
OHKOJTIOrMm u UMMyHos10run um. [iImutpus Porayesa» Munsapasa Poccun, Mocksa
2@rb0Y BO «Poccuiickuii HaLUMOHAaIbHbIA NCCIIeA0BaTeNbCKUIA MEAULIMHCKUI YHUBEPCUTET
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PasBuTue nentoMeHuHreanbHoro kaHuepomatosa (JIMK) — goctatouHo yactoe cobbiTne mpw
pabaoMuocapkoMe napaMeHuHreansHoi fokanusaunu (PMC M), OgHako guarHoCTUKa U feveHue
[aHHOro BWAa NPOrpeccyrpoBaHnsA O CUX NMOP MPeAcTaBnsioT TPYAHOCTV ANA NeAMaTpoB U AETCKUX
OHKOJIOroB, YTO CBA3aHO C ManbiM abconioTHbIM yucnoM 6onbHbix ¢ PMC TIM, He nosBonsiowmm
HaKOMUTb AOCTaTOYHBIN KIMHUYECKMIA OMbIT, OTCYTCTBUEM NaTOrHOMOHUYHOW KITMHUYECKOWR KapTUHbI 1
CTaHAapTV30BaHHOM cneundmyeckoi Tepanun. B cTaTbe NpencTaBneHbl OMMCaHNS TPEX KIMHUYECKNX
cnyyaes pa3sutus JIMK npu PMC M 1 0630p nuTepaTypbl, NOCBSALLEHHbIR 3Toi npobneme. Pogutenu
nauneHToB falnun corfacue Ha UCnoJjib3oBaHne VIHCpOpMaLl,VIVI B Hay4HbIX UCCI1lef0BaHNAX U I'Iyﬁj'll/IKaLl,VlﬂX.
KnioueBble cnoBa: s1enToMeHuHreasnbHbli KaHLepoMaTo3, AMCCEeMUHUPOBAHHOE NMopaseHne
Mo3roBbix 0bonioyek, pabaomMmocapkoma napamMeH1HreanbHo JToKanm3auymm,
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Leptomeningeal canceromatosis in patient with
parameningeal rhabdomyosarcoma

L.L. Kazakova?, N.V. Zhukov' 2

! Dmitriy Rogachev National Medical Research Center of Pediatric Hematology, Oncology,
Immunology Ministry of Healthcare of Russian Federation, Moscow
2N.I. Pirogov Russian National Research Medical University, Moscow

The development of leptomeningeal carcinomatosis (LC) is quite a frequent event during a rhabdomyosarcoma with parameningeal
localization, usually known as a parameningeal rhabdomyosarcoma (PM RMS). However, the diagnosis and treatment of this kind
of progression are still difficult for pediatricians and pediatric oncologists due to the small absolute number of PM RMS patients,
which makes it impossible to accumulate sufficient clinical experience, as well as due to the absence of a pathognomonic clinical
picture and a standardized specific therapy. The article describes 3 clinical cases of LC during PM RMS and provides an overview
of existing literature focusing on this problem. Parents patients agreed to use personal data in research and publications.
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aboomnocapkoma (PMC) — HaunbBornee pacnpo-

CTPaHEeHHas capKoMa MSArKUX TKaHeil OeTCKoro

BospacTa [1, 2]. 3abonesaemocts PMC cocTas-
nsiet 0,45 va 100 Teic. geteit [3]. Jo 20% PMC npu-
XOOMTCA Ha napameHuHreansHyio ([TM) nokanusaumio,
oflHa M3 HebnaronpuaTHbIX 0COBEHHOCTER KOTOpON —
BO3MOHOCTb KOHTaKTHOIO pacnpoCTPaHEHUsI Ha MO3-
roBble 060M0UKM C NMOCMEnyioLLeh HTPaKpaHNanbHOM
oucceMuHauven [4, 5]. IncceMuMHMpoBaHHOe nopame-
HWe MArKOM 1 NayTUHHOW 0BONOYEK rONOBHOIO M CNWH-
HOro Mo3ra fpu 3/10Ka4yeCcTBEeHHbIX HOBOOBpa3oBaHMAX
pa3HbIX JTIOKanu3auui NpuHATO 0603HauYaTb TEPMUHOM
«NenToOMeHWHreasbHbli KaHuepomatos>» (JIMK) [5, 6].
MporHo3 BonbHbix ¢ JIMK 06bluHO HebnaronpusTeH,

OOHaKO BO MHOIOM 3aBWUCUT OT BMAA OMyXONM U ee YyB-
CTBUTENIbHOCTW K NEKapCTBEHHOM Tepanuu. K coska-
nexuio, npu PMC o cux nop He cyLlecTByeT MeTOLOB
NPOCHMIIaKTUKN Pa3BUTHS NMOPaXXEHNUA MO3roBbiX 060s10-
uek (Kak, HanpuMep, Npu 0CTPOM NUMAH0BIacTHOM fneit-
KOo3e), a OTCYTCTBME MaTOrHOMOHUYHOW KITMHUYECKOW
KapTVHbl, METOLOB paHHEeW OUarHoCTUKU U 3PGEKTUB-
HOW crneundbnmyeckoin Tepanun BeLeT K KpariHe Hebna-
ronpuaTHoMy nporHo3dy. OgHaKo B CUIy PeaKocTu
PMC, 3HauMMo ycTynatoLlen no yactoTe BCTpeYyaeMo-
CTU opyrvum 3aboneBaHusM ¢ YyacTbiM pa3sutuem JIMK
(pak MosouHoi xenesbl, nierkoro v ap.), JIMK npu PMC
M3yyeH SIBHO HEQOCTATOYHO, 4YTO TpebyeT npoBeneHus
LOMOSHUTENbHbBIX UCCIER0BaHUN.
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OnucaHue KIMHUYECKUX CrlyyYaes

3a nepuwog 2012-2018 ropos (72 mec.) 246 naum-
eHToB ¢ PMC nonyumnu nporpaMMHoe feyeHve B
HMWLL peTckol remMaTonornm, OHKOMorum u MMMYyHOIO-
run M. [mMutpua PoraueBa MuHsgpasa Poccuu, B TOM
yucne 50 cnyyaes npuwock Ha ponio MM nokanusa-
umn. [aHHble o pas3sutum JIMK B 3TOI rpynne naumeH-
TOB [IOCTYMHbI MWL A5 aeteit ctapie 10 net (n = 17);
y Tpoux M3 Hux oTMeuveH JIMK. Takum obpasom,
B HaweM LleHTpe uacToTa passutusa JIMK npu PMC M
NoKanusauuv B BO3pacTHOW KaTeropuu ctapwe 10 net
cocTtaBuna 17,6%. B cBsi3n ¢ HeQOCTaTOUYHON U3YyUEH-
HOCTbIO JAHHOrO BUAA OCMOXHeHnsa npu PMC Mol pac-
CMOTPWUM OTHOESIbHO KasKAbl KIMHWUYECKUI Crydan.
PoauTtenu Bcex nauMeHTOB fanu cornacue Ha Ucnonb-
30BaHMe MHAOPMaLMKM B HayuHbIX MCCNEfOBaHUAX
n nybnvkaumsax.

MaumenT Ne 1. CMMNTOMbI JUCCEMUHUPOBAHHOIO
nopa)keHns Mo3roBbix 060/04eK NOSBMAUCH Noche
TPex KypCcoB NporpamMMHOM Tepanuu. Ha TOT MOMEHT B
nonb3y JIMK ykasbiBano nporpeccuMpoBaHue 3KcTpa-
KpaHWanbHbIX NPOLLEeCCOB, Mapanny YepernHblX HEPBOB,
MONOXMUTESbHbIE MEHUHrearbHble 3HaKW, NNeoLnTo3 B
FIMKBOPE, NOPaeHNe MO3roBbiX 000/10YEK MO AaHHbLIM
MPT (pucyHok 1), oTCyTCTBUE «CIeoB» NaTOreHos B
nukeope. OgHaKo NpUCYTCTBYE Y MauUMeHTa NUXOPanKH,
NMO3SUTUBHOW KynbTypbl M3 obnacTei noTeHuuanb-
HOrO KOHTaKTa C MO3roBbiMM 0B0M0YKaMu, nepeMeska-
IOLLLeNCS HEBPOJIOFMYECKOW CMMNTOMATHKKM Ha hoHe
CMUCTEMHOr0 NMPOTMBOOMYXOSIEBOIr0 U MPOTUBOUHODEK-
LIMOHHOr 0 feyeHunsi B BonbLUel CTENEHM yKa3biBamu Ha
MHDEKUMOHHbBIN npouecc. CocTosHMe nauneHTa npo-
FPECCUBHO YyXYyALIanocb, U BCKOpPe B CBSA3M C OCTPO

PucyHok 1
MaumeHT Ne 1, numumansHas MPT: guddy3sHoe HepaBHOMepHoe
HaKonneHne KOHTPACTHOro0 BeLLeCTBa N0 MO3roBbIM 060/104KaM
Figure 1

Patient 1. Initial MRI scan. A diffuse uneven distribution of contrast
medium in the meninges
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BO3HMKLLEN CEepPAEYHO-COCYANCTON HefoCTaTOUYHOCTbIO
OH CKOHYancs. B xope aytoncum obHapyseHa onyxonb
napaMeHWHreanbHOM OKanu3aumum ¢ MHTpaKpaHuanb-
HbIM pacnpocTpaHeHeM U MHUILTPATUBHLIM Mopa-
XeHneM Mo3roBbix 0bonoyek. HeBepHas TpaKTOBKa
npoLecca He No3BofIMSa HayaTb NOKanbHYl0 Tepanuio,
KOTOpasi, BO3MOHO, MOrf1a NMPOAMUTb XU3Hb MaLUeHTy
(rabnuya).

MaumenT Ne 2. epBble KNUHMYECKUE CUMMTOMBI
(TowHoTa, pBoTa 6€3 0UEBMAHbIX MPUUMH) NOSIBUMKUCH
cnycTs bonee [ABYX Heaenb Mocfie OKOHYaHWA 7-ro
Kypca mporpaMMHoW Tepanuu. [JaHHas cuMniToMaTuKa
Bbina pacueHeHa Kak NposBfieHne 330d)aroracTpony-
ofeHuTa. Ho MM nokanmsauuns onyxoneeoro npowuecca
W nporpeccupyioLlas HEBPOSOrMyeckas cMMNToMa-
TUKa CMNOABUIMM 3afyMaTbCsi O LMCCEMMUHALWMU 3710~
KaQUeCTBEHHOro npouecca Ha MO3roBble 060S104KM.
PesynbTaThl BU3yanuaauuu (pucyHok 2) u nukeopo-
rpamMMbl [ann BO3MOMHOCTb MPUNKU3HEHHO WAEHTU-
duumposatb JIMK. OgHako anMarHOCTUYECKUA NyTb OT
NOSIBIIEHUSI NEPBbIX CUMMTOMOB A0 YCTaHOBMEHUS AMa-
rHo3a cocTaBwn ABe Hepenu. K coskaneHnuio, yuntbiBas
arpeccuBHbIN XapakTep AaHHOro rnpouecca v 0YeBua-
HYIO XMMWOPE3UCTEHTHOCTb OMYyXOSM Ha AAHHOM 3Tane
(oTcyTCTBME HapacTaHua adodhekTa Ha dhoHE XUMUONY-
UEBOr0 fIEUEHNS), MOMbITKM CAEPMAaTb PaCMpoCTpaHeH e
npouecca (MHTpaTekanbHoe BBeleHWEe MeToTpekcaTa)
HE MPWBENY K MONOXUTENbHOMY pesynbTaTy. OTMeueHa
nporpeccupyoLlas oTpulaTenbHas LMHaMUKa HEeBPOS1O0-
FMYECKON CUMNTOMATUKM B BULE Mape3a HUXKHMX KOHeY-
HOCTEN, HapyLleHnsa PyHKLMKM Ta30BbIX OpraHoB. Yepes
MecsL, Mocrne yCTaHOBIIEHWUA MPOrpeccun OCHOBHOMO
3ab0neBaHns NauMeHT cKoHvarnca (Tabnumuya).

MauuneHT Ne 3. 3TOT KNMHMYECKUI cnyyal 3Ha-
YMMO OT/IMYAETCH OT NepBbiX ABYX. [JaHHOMY MauneHTy
B MOSHOM 0bbeMe MpoBefeHa NporpaMMHas Tepa-
MWs, KOHCTaTMpPOBaH MOMHbIA oTBeT. OfHako vepes
9 Mec. OT OKOHYaHWA NeYeHus y naumeHTa nossu-
focb [BOEHWe B rnasax, fokanbHasa 60ne3HeHHOCTb,
NeBOCTOPOHHUIA 3K30ddTanbM, NepuognyecKmne romno-
BOKpYKeHuA, bonu B obnactu cnuHbl. KoHTponb-
Hble obcrnenosanus (UMTONOrMYECKOE WUCCleaoBaHMe
NMKBOpPA, MarHWTHO-pe3oHaHcHasa Tomorpadmsa LIHC)
noaTBepannu bunaTepanbHbii UHTPaopbuTanbHbIN
peunanMB C MeTacTaTUYeCKUM MOpasKeHWeM nopye-
MIOCTHBIX CHIOHHBIX Kefe3, LWeNHbIX MMM Ooy3noB C
0benx cTopoH, 06ofoYeK rofnoBHOrO M CMMHHOIMO MO3ra
(pucyHok 3).

B cBfA3M c MacCKBHbIM MeTacTaTMYeCKUM nopa-
KEHWNEM, BbIPaXeHHbIM O0MeBbIM CUHAPOMOM, Hapy-
lWeHneM dYHKLUMM Ta30BbIX OPraHoB, CEHCOPHbIM U
MOTOPHBIM [E(ULMTOM HUKHUX KOHEYHOCTEW, HECMOT-
psA Ha TAXKesioe COCTOAHWE NaumeHTa, Bbin HavaT LMKN




KJIMHUYECKWUE HABJIOOAEHUA

Tabnuua
CpaBHMTeﬂbHaﬂ XapakKTepucTuka nauueHToB
Table
A comparison of patient characteristics
Maunerr Ne 1 Ne 2 Ne 3
Patient
BospacT, net 14 15 17
Age, years
Tun PMC AnbBeonspHas AnbBeonspHas AnbBeonspHas
Total resection Alveolar Alveolar Alveolar

Jlokanusaums 0CHOBHOMO
obpasoBaHus
Localization of the main neoplasm

lMonocTb Hoca, peleTyaThblii NabupuHT,
MefuasnbHble OTAENbI F1a3HuL, feBast
raiMopoBa nasyxa, MHTpakpaHuanbHoe
M VHTPajyparibHoe pacnpocTpaHeHue
Nasal cavity, ethmoidal labyrinth,
medial orbits, left maxillary sinus,
intracranial and intradural spread

MonocTb Hoca,
npaBasi BEPXHeYesiocTHas nasyxa,
npaBas rnasHuLa, npasble OTAENb
nepenHein YepenHom AMKu

Nasal cavity, right maxillary sinus, right orbit,

right anterior cranial fossa

Peluetyatbiii nabupuHT, MeamanbHbIi
oTnen neson opbuTsl, neeas
BepxHeYesniocTHaa nasyxa, nesas
NoABMCOYHaA AMKa, UHTPaKpaHuanbHoe
pacnpocTtpaHeHue
Ethmoidal labyrinth, medial part
of the left orbit, left maxillary sinus,
left infratemporal fossa, intracranial spread

FOX01

4L

WHuumanbHble MeTacTasbl
Initial metastases

B KoCTHbI MO3T,
rpyaHble No3BOHKM, pebpa
To the bone marrow,
the thoracic vertebrae and the ribs

B weiHble numMdoyanbl
To the cervical lymph nodes

B nerkue
To the lungs

I'IporHocmquKaﬂ rpynna, ctagusa
Prognostic group, stage

Crapwms no IRS IV. T2bN1M1.
['pynna o4eHb BLICOKOro puUcKa
IRS stage IV. T2bN1M1. Very high-risk group

Crapwms no IRS IIl. T2bN1MO.
['pynna o4eHb BLICOKOro puUCKa
IRS stage Ill. T2bN1MO. Very high-risk group

Crapmsa no IRS IV. T2bNOM1
['pynna o4eHb BLICOKOro pucka
IRS stage IV. T2bNOM1. Very high-risk group

Cxema Tepanuu
Treatment scheme

CEVAIE

VAIA

CEVAIE

OTBET Ha Tepanuio
Response to treatment

Mporpeccus Ha Tepanum
Progression during treatment

porpeccus Ha Tepanuu
Progression during treatment

MonHei oTBET
Complete response

KnuHnueckune cumnToMmbl,
ceupeTenbscTByloLwme o JIMK
Clinical symptoms pointing to LC

["onosHas bonb,
TOLUHOTA, MOMONKUTENbHbIE
MEeHUHrearbHble 3HaKu
Headache, nausea, positive meningeal signs

ToluHOTa, MHOrOKpaTHas pBoTa,
BO3HUKLLKWe cnycTA 6onee OBYX Hepferlb
rnocrie OKOHYaHUA XuMnoTepanuu
Nausea and multiple vomiting occurring
more than two weeks after the end
of chemotherapy

[lBoeHue B rnasax, S1€BOCTOPOHHNN
3K30pTanbM, FOIOBOKPYXKEHNME,

B [lafbHeMLLIEM NPUCOEANHERNE HUKHE
napanneruy, HapyLieHui doyHKLMiA
Ta30BbIX OPraHoB
Diplopia, exophthalmos of the left eye,
vertigo, later also paraplegia
and pelvic floor dysfunction

TpakToBKa npouecca Ha
OCHOBaHWM PaHHMX CUMMTOMOB
Interpretation of the process

on the basis of early symptoms

VIHheKUMOHHBIN Npouece (MeHUHrNT?)
Infectious disease process (meningitis?)

33ocharoractponyoneHnT?
Esophagogastroduodenitis?

JIMK?
LC?

[lnarHoctnyeckne MeponpuaTus
Diagnostic tests

MPT v KT LIHC, nukBoporpamma
CNS MRI and CT scans, myelogram

®rAC, MPT u KT LIHC, nukeoporpamMma
Fibrogastroduodenoscopy, CNS MRI and CT
scans, myelogram

MPT LIHC, KMT1, nukBoporpamMma
CNS MRI scan, bone marrow punctures,
myelogram

Bpems oT nepBbIx CMMNTOMOB
1o nmarHosa JIMK

Time elapsed between the first
symptoms and LC diagnosis

6 Hepenb
6 weeks

2 Hepenu
2 weeks

MeHee 1 Hepenwu
Less than 1 week

Yepes 2 Hepenu oT Havana

ONarHoCTUYECKnX MepOI‘IpMﬂTMﬁ Ha CbOHe

NosiBNEHNs) 060MOYEUHbIX CUMMTOMOB
(ronosHas 6011b, HapyLLeHWe dyHKLUM

InarHos NIMK YCTaHOBIIEH NOCMEPTHO Ta30BbIX OPraHoB) yCTaHOBMEH MonTeepxaeH anarHos NIMK
LC diagnosis Established post mortem ouarHos JIMK LC diagnosis confirmed
The LC diagnosis is established two weeks
after the start of diagnostic tests against
the background of the onset of meningeal
symptoms (headache, pelvic floor dysfunction)
Tpu NpoTBOpeLManBHbIX Kypca Carbo/
VP16 + Tpy MHTPaBEHTPUKYNAPHbBIX
Tepanwsi MaccwBHas MHTpaTekanbHoe BBEMleHVs MeTmper(caja c nocnveuyIOLueVI
Treatment NpOTMBOMUKPOBHas Tepanus BBE[leHVe MeToTpekcaTa METPOHOMHOW Tepanuen
Massive antimicrobial therapy Intrathecal methotrexate administration 3 anti-relapse cycles of Carbo/VP16 + 3
intraventricular methotrexate administrations
with subsequent metronomic therapy
MporpeccyvBHoe yxyaLLieHne [lanbHeiiLuas nporpeccus 0CHOBHOrO PKvB; NPOAOMKUTENBHOCTD
Mexon COCTOSIHWSA — CMepPTb 3abonesaHus — cMepTb HabmiopeHus — 7 mec. Ctabunusaumns
Outcome Progressive deterioration Further progression The patient is alive. The monitoring duration

of the patient’s condition — death

of the primary disease — death

is 7 months. Stabilization

Pediatric Hematology/Oncology and Immunopathology
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XMMmuoTepanuu 2-m NuHUM cornacHo npotokony CWS
2009 (kapbonnaTuH + 3TOMO3MA) B MOMHbIX OO3aX.
Bo MHOroM nonbiTKa NPOBEAEeHUst UHTEHCUMBHOM Tepanuu
y aT0ro 6onbHoro beina obycnosneHa CXOQHOM XUMMUO-
YyBCTBUTENBHOCTHIO OMYXONUW, HALEXA0N Ha AOCTUXE-
HWE BbIpa)XeHHOr0 MPOTMBOOMYX0NeBoro acpdpekTa u
yIyyLLEeHWe ero COCTOSIHUS.

B TeueHue nepBbix OBYX Hepenb redyeHus bbina
OTMeuyeHa MNONOXUTENbHAsA OMHAMUKA. ynydle-
HWe obLero COCTOSIHUA NauMeHTa; CO CTOPOHbI

PucyHok 2

HEBPOJIOMMYECKOro CTaTyca — NosiBfIeHNe YyBCTBUTENb-
HOCTM ¥ yBENUYEHWe 06beMa ABUKEHUI B HUMKHUX KOHEY-
HOCTAX. YUWTbIBas NENTOMEHMHreanbHOe OMyxofieBoe
pacnpocTpaHeHue, Bbino NPUHATO pelleHne fobaBuTb
K CMCTEMHOI Tepanuu UHTPaBEHTPUKYNSPHOE BBELEHME
MeTOoTpeKcaTa B CyMMapHoi nose 12 mr (2 mr, 2 pasa
B CYTKM, B TeueHue 3 oHel).

Hanuune npoTtuBoonyxonesoro adpdoekTa bbino nop-
TBEPKAEHO MHCTPYMEHTASIbHO: MO pe3yfibTaTaM KOH-
TponbHo MPT nocne nepBoro e NpoTMBOPELMAMBHOIO

MaumeHT Ne 2, nHnumnansHas MPT: oucbdhysHoe nopaskeHne obosiouek ronosHoro (A) u cnvnHoro mMosra (B) ¢ npuaHakamu BoBneueHuUs

B npouecc BellecTBa royloBHoro Mo3ra B NobHbIX M TEMEHHbIX 0bnacTsx

Figure 2

Patient 2. Initial MRI scan. A diffuse lesion of the cranial (A) and spinal (B) meninges with signs of brain matter involvement in the frontal and parietal areas

PucyHok 3
MauneHT Ne 3, nhnumansHas MPT: nHTeHcuBHOE AU PY3HOE KOHTPACTUPOBaHME MO MATKUM MO3roBbIM 060/104KaM; KPYNHbIe KOHTPACT-
NO3UTUBHblIE MATKOTKaHHbIE NaTosiIorn4eckue OﬁpaBOBaHV]ﬂ B MOJIOCTU rMasHny (cneBa B HWXHE-MeamanbHbix oTaenax — 4,5 x 3,5 X 2,2 cm;
cnpaBa B HWKHWX oTaenax — 2,3 x 2,0 x 1,2 cm): A — akcuasbHbli cpes, b — carutTanbHblit cpes

Figure 3
Patient 3. Initial MRI scan. Intense diffuse contrast in the pia mater. Large contrast-positive soft-tissue pathological masses in the orbits (on the left in the
lower medial part: 4.5 x 3.5 x 2.2 cm, on the right in the lower part: 2.3 x 2.0 x 1.2 cm): A — the axial slice, b — sagittal slice

Bornpockl reMaTonorin/OHKONOM M 1 MMMYHONATONOM MM B NeanaTpum
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KIIWHUYECKWUE HABJNTIOAEHUA

Kypca OTMeuyeHa MOSIoKUTENbHAA OMHAMUKA — YMEeHb-
LeHne pa3MepoB MHTPaopbMTanbHbIX OMYyXONeBbIX
KOMMOHEHTOB W CTEMEHWU HaKOMJIeHUsi KOHTpPacTa MO3-
roBbiMu 060f104KaMK, COKpPaLLLEHWE LIenHbIX MMMAI0y3-
OB M NOAYESIIOCTHBIX CIIIOHHbIX skenes (pucyHok 4).

BbInonHeHbl elle ABa Kypca NpOTUMBOPELMANBHOM
Tepanuu no cxeMe «kapbonnaTtvH + 3ToMo3ua» ¢ MHTpa-
BEHTPUKYNSAPHbIM BBEAEHNEM METOTpEKCaTa.

o pesynbTatam koHTponbHo MPT LIHC 6bino
OTMeYEHO COXpaHeHve QOCTUrHYTOro adhdpekTa, oaHaKo
ero HapacTaHusa He bBbino. Habrioganach Takke cTa-
Bunusaumns HeBpoNOrMYeckoro cratyca v obuiero
cocTosHus bonbHoro. OcTaTouyHas HeBposorMyeckas
CMMMTOMaTUKa NposABAANach Nape3oM MUMUYECKOM
MYyCKynaTypbl CfeBa, CUHAPOMOM BEPXHEWN NasHny-
HOW Lenu crnesa, LUATKOCTbIO NMOXOAKMW, HepaBHOMep-
HbIM TepTpanape3oM, HUXKHWUM BSINbIM NapanapesoM u
cnabocCTblo NO LEHTpanbHOMY TUMY B JIEBON pyKe; CO
CTOPOHbI MOTOPHbIX DYHKLMIA OTMETUIIN BbIPaXKEeHHYIO
MOMOXMTENBHYIO AUHAMUKY.

Takum 0bpas3oMm, ocTaTouyHas HeBpoOsOruyeckas
CMMNTOMaTUKa y pebeHka coxpaHsinacb, OAHAKO OHa
He Mellana skusHepgeaTenbHocTu; ctatyc no ECOG — 1.
B cBA3u c aTuM (oTCcyTCTBME HapacTaHWs NMPOTUBO-
onyxoneBoro addeKTa, perpecc KANMHUYECKUX Mpo-
SIBMIEHUI C nocrnepylowen ctabunusaunen coctos-
HUA), yUMTbIBas 3aBEOMO ManfMaTUBHbLIA XapakTep
NeYeHUA 1 BbICOKYIO TOKCUYHOCTb CTaHAAPTHOW Tepa-
nuu Il MMHUKU, BbINO NPUHATO peLleHue OTKasaTbCs
OT [aNbHelLero arpecCUMBHOrO JleYeHns B MoNb3y
HenporpaMMHON METPOHOMHOM Tepanuu Mo CXeMme
BUHOpenbbuH/uMknodocdaH (BHyTpUBEHHOE BBELE-
HWe BUHOpenbbuHa — 25 Mr/kr, 1 pas B Hepenio; nep-

PucyHok 4

OpanbHblit NpueM uuknodocdaHa B fose 25 Mr/kr,
©5Ke[JHEeBHO) C LiefIbio CAePKMUBAHUA POCTa ONyXOmnu K
COXPaHeHus Npu 3TOM KayecTBa KM3HM BOMbHOMO 3a
CYET CHUKEHUS TOKCUYHOCTM Tepanuu.

Ha paHHbIN MOMEHT Ha hoHe npoposKalLLencs
METPOHOMHOW Tepanuu Nepuog HabnioaeHus 3a nauyeH-
ToM cocTaBnseT 7 Mec. 1o faHHbIM KOHTponbHOW MPT
1 06bEKTMBHOMO OCMOTpa COXpaHsieTcs cTabunusaums
OMyXoneBOro npoLecca U HEBPOSIOrMYECKOro cTaTyca,
B0MbHOM NOMHOCTLIO aMbynaTopeH, HaxoaMTCs LOMa, He
MMeeT BbIPAXKEHHbIX MPOABIEHUIA TOKCUYHOCTH, Hapy-
LLIAIOLLIMX KaueCTBO Mu3Hu (Tabrmua).

OBCYXXOEHUE PE3YJIbTATOB MCCINE[LOBAHUA

Hawm knnHuyeckne HabriofeHnsa NokasbiBaloT, YTO
IMIMK - He penkoe ocnoxHenune npu PMC M nokanu-
3auMK: 3TOT BapuaHT mporpeccupoBaHuna 3abonesa-
HWs pasBunca 'y 3 u3 17 bonbHbix B BO3pacTe cTapLue
10 neT. lMpn 3TOM OMCCEMMUHALIMA OMYXONM Ha MO3roBble
060M104YKM MOXET BO3HUKHYTb Kak Ha 3Tane cneuudu-
YECKOW Tepanuu, Tak 1 Nocne ee OKOHYaHus.

KapunHoMaTo3 M03roBbix 060/104eK MOXeT npo-
TekaTb MOA MacKon apyrux 3aboneBaHui, LAMTENbHO
oCTaBasCcb Hepacno3dHaHHbIiM. OpHako, yunTbiBas [IM
NOKanu3aLumio OMyXosiu, BbICOKYI BEPOSTHOCTb KOH-
TaKTHOrO pPacnpoCcTpaHeHUs Ha 0D0MOYKM Mo3ra, Ko
BCEM HEODBACHUMbBIM KIIMHUYECKUM CUMMATOMaM cre-
LyeT OTHOCUTBLCA C BOMbLLION HACTOPOKEHHOCTBIO 1 pac-
cMaTpuBaTb UX Kak BO3MOHOe nposirieHne JIMK.

OueBugHo, uto JIMK usyueH HepocTaTouyHo. Kak
BbIN0O CKasaHo BbiLe, NIENTOMEHWHIeanbHbIN KaHLEepo-
MaTo3 — 3TO AMCCEMMHUPOBAHHOE MOPasKeHNe MArKON K

MauneHT Ne 3, koHTponbHas MPT nocne nepBoro NpOTMBOPELMAMBHOIO BI0Ka: NOMOXWTENbHAA AMHAMUKA B BUAE YMEHbLUEHUA CTemneHu
HaKoMmMeHNs KOHTPacTa Mo3roBbIMK 0bofioukaMu; natonornyeckrne obpasoBaHus B NONOCTY rnasHuL, bes oTpuLaTenbHON AMHAMUKKL

A — akcuanbHbli cpes; b — carutTanbHbiv cpes
Figure 4

Patient 3. Control MRI scan after the first anti-relapse cycle. Positive dynamics in the form of reduced contrast medium distribution in the meninges.

Pathological masses in the orbits without deterioration: A — the axial slice, b — sagittal slice
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nayTUHHOW 060M0YEK FOMOBHOMO M CAMHHOIO MO3ra Mpu
3/10KaYECTBEHHbBIX HOBOODPA30BaHMAX pas3HbIX foKanu-
3aumit [5, 6]. [laHHbI BapuMaHT OMyx0neBoro nopame-
HUA MOXKET BCTPEYaTbCH NPU MHOMUX 3M10KaYECTBEHHbIX
OMyXxonax, 0OfHAaKO B LOCTYMHOM nuTepaTtype uHAop-
Mauusa yallle npefcTaBrieHa HebombwyMKM No 0bbeMy
cepuaMn HabrogeHuin. B ofHow 13 Hanbonee KpymnHbIX
obobLatowmx pabot onucanbl 2765 cnyvaes JIMK y
BOSIbHBIX C PasnMyHbIMU BUAAMUW OMYXONEN, CPEan HUX
Ha ponio PMC npuwnock nuws 0,1% HabniopeHnui, npu
3TOM pons nevikosos coctasuna 19,7%; numdom —
16,8%; paka nerkoro — 14,4%; onyxonew UHC — 11,3%;
onyxonei ronosbl 1 weu — 0,7% [5]. OpHako Takoe
pacnpepeneHne, CKopee BCEro, OTPasxaeT He TOSbKO
BcTpeyaeMocTb JIMK npu KOHKPETHOM AuarHose, Ho U
YyacToTy camoro nepsuuHoro s3aboneeaHus. Ckopee
BCero, Manoe npepctasutenbsctBo PMC cpenm 6onbHbIX
C nopaseHneM 0b0MoYeK B faHHOM UCCrnenoBaHum oby-
CnoBneHo pefkocTbio camon PMC no cpaBHeHuio € Opy-
rMMu 3aboneBaHusaMM.

Cpenn 6onbHbix ¢ PMC M nokanusauun nopa-
)eHue obonoyek — OTHIOLAb He peakoe cobbiTue. Tak,
Hanpumep, C. Rafael n coaBTt. coobwaiot 0 27 naum-
€HTax C MapaMeHuHreasnbHon pabgoMmnocapkomoin, npo-
xoamBLUMX NeveHne ¢ 1961 no 1976 rop. B atoi rpynne
OMCCEMWHMPOBAHHOE MOpa)eHne Mo3roBbix 060m0veK
passuniocb y 2 (7%) us 27 naumeHTos. B Haluei rpynne
nccnenosaHus y feten ctapwe 10 net vactoTa BCTpe-
yaemocTtu JIMK npu PMC M nokanusaummn okasanacb
BblLle B CPaBHEHWW C NUTEPaTypHbIMU LaHHbIMU —
y 3 (17,6%) ns 17 naumnenTtos ¢ PMC M nokanusaumm
oTMeueH JIMK [7].

Onuncanus JIMK npn PMC B pocTynHon nutepa-
Type BeCbMa OrpaHuyeHbl, OHaKO BCE OHW CBUAETENb-
CTBYIOT O HebnaronpuMATHOM NPOrHO3e 3TOr0 BapuaHTa
nporpeccupoBaHuns. [0 faHHbIM 3apybeHbIX UCTOY-
HWKOB, MefnaHa NPOLOSIKMUTENIbHOCTM KN3HW MaLueH-
T0B ¢ JIMK — 0T 6-8 Heg. go 3—9 Mec. B 3aBMCMMOCTU OT
TMNa onyxonu 1 nposoauMoit Tepanuu [8—10]. B Hawwem
HabnioAeHU NPOLOIMKUTENBHOCTb SKU3HW NEPBbIX ABYX
MauMeHTOB C MOMEHTa MOSIBIIEHNS NEPBbIX CMMMNTOMOB,
CBMAETENbCTBYIOLMX O BUCCEMUHMPOBAHHOM Mopa-
KeHun Mo3rosbix obonovek, He npesbicuna 1,5 mec.;
TPeTUi NauMeHT Ha AaHHbIA MOMEHT KMB, NPOSIBIIEHNS
BonesHn y Hero ctabunbHbl Ha OOHE NPOAOIIKAlOLLIeNCS
Tepanuu COepsKvBaHWS; Nepuop, HabriofeHNs C MOMeHTa
KOHCTaTauun peunpgmsa 3abonesaHua cocTaBnseT
7 Mec.

OnucaHHble HaMK cnyyaun MOATBEPNKAAIOT TaKxKe,
yTo M3neumBaoLwen cneunduueckon Tepanmmn JIMK
npu PMC HeT, BCce BO3MOMHbIE MOMbITKA CLEPKUBAHUA
OMyXxosfeBoro pacnpocTpaHeHns He NPUBOAAT K Usne-
yeHunio. OgHaKo, Kak Nokasano Halle nccrnepoBaHue,
y MauUMEeHTOB C MHULMANbHOW XMMWOYYBCTBUTENBbHOM
onyxonbio (Hannune addpeKTa MHULMANBHON Tepanuu B

BoMpoch! FeMaTonorin/oHKOOr A 11 MMMYHONATONON M B NeauaTpum
2019 | Tom 18 | Ne 4 | 90-98

OTHOLLIEHWWN 3KCTPaKpaHWanbHbIX NPosiBNieHn 3abone-
BaHUs) BCE e eCTb LUAHC Ha BPEMEHHbIN KOHTPOSb Haj
OMyXONeBbIM MPOLECCOM, YTO OMPaBAbIBAET MOMbITKM
NpoBeAeHNst NPOTUBOOMYXONIEBON Tepanuu Npu passu-
Tum JIMK npu PMC. 370T BbIBOA COrmacyeTtcs ¢ uMeto-
LMMUCS B UTepaType onucanusmm [11-14].

B natoreHese nepBbiM 3TanoM pas3BUTUS [aH-
HOW (DOPMbI MPOrPecCHMK 310KAYECTBEHHOMO MpoLecca
SIBMSIETCA NonafiaHue onyXoneBblX KNEeTOK Ha MO3roBble
060/104KM. 3TO MOKET MPOWU30iTH remMaToreHHo (pac-
MPOCTPaHEHWe Yepes COCYAUCTbIE CNIIETEHUA MO3ra u
CoCymbl MArKOW MO3roBoit 0605104KM), NepuHeBpanbHO
UMM NEepUBaCKYAPHO, KOHTAKTHO (pacnpocTpaHeHue
M3 3KCTPaKpaHWamnbHbIX UM MHTPaKpaHWasbHbIX OMy-
XOmnei) MM MHWUMAMbHO C BOBSIEYEHWEM MO3TOBbIX
0605104eK NpU X NepBUYHLIX 31I0KAYECTBEHHbIX Nopa-
)eHusax. [lanee onyxonesble KAETKU pacnpocTpaHsa-
I0TCA C TOKOM JIMKBOPA, KOHTaMWHUPYS CTPYKTYPbI
LUHC v npueops K nporpeccun 3abonesanus [9, 15].
OuesupHo, uto ana PMC MM ckopee Bcero xapakTepeH
MPSIMON KOHTaKTHbIA NyTb pacnpocTpaHeHus. OcHoBa
npodunaktukm JIMK — B nepByto ouyepenp OeCTBEHHas
CMCTEMHasn Tepanus 0CHOBHOro 3abonesaHus. K coxa-
MIeHWIO, MOMbITKN BOMONIHUTENBHOIO MCMOMb30BaHUS
Ny4yeBoit Tepanuu U/Mn UHTpaTeKasnbHoOro BBEAEHUS
LIMTOCTaTUKOB ELLE Ha PaHHMX 3Tanax cneundmnyeckon
Tepanuu c Lesbio NPeoTBpaLLeHUs NenToOMeHUHreanb-
HOrO PacnpoCTPaHeHNst OMyXONneBbIX KETOK, Kak 3To,
K nNpumepy, nenaioTt npu nuMdoMax U nemnkosax, npu
MM PMC okaszanucb HeadpekTuBHbl. 10 paHHbIM
nccnepnosanuit CWS 2002P [16], nonobHbIi noaxon He
npuBen K yMeHbLUEeHWIO pucka passutus JIMK n opyrmux
BWIOB MHTPaKpaHWarnbHOro NporpeccrpoBaHus.

Kak npu PMC, Tak # npu gpyrux onyxonax nns
JIMK He cyllecTByeT xapaKTepHOMW NaTOrHOMOHMWY-
HOM KIIMHWYECKOMW KapTuHbl, bornee TOro, BO MHOMMX
Cryyasx OMCCEMUHUPOBAHHOE MOPAaMKeHWe MO3rOBbIX
0b0n0YeKk MOXET NpoTekaTb MOJ Mackon Apyrux 3abo-
neeaHui. B Bonbllel cTeneHun KNMHMYecKas Kap-
TWHa 3aBUCUT OT CTEMEHN U XapaKTepa BOBJIEYEHHOCTU
OTAESbHbIX MO3rOBbIX CTPYKTYpP. BeneacTene HapyLueH-
HOrO OTTOKa JIMKBOPA W MOBbILLEHWNS BHYTPUYEPENHOro
OaBNEHNA MOXeT NOsIBUTbCA 00LLEeMO3roBas CUM-
nTOMaTuKa B BMAE rOMOBHOW H0OMW, TOLWHOTHI, PBOTHI,
HapyLLEeHNsA co3HaHus. [pu BO3OEACTBUM Ha KOPKOBbIE
CTPYKTYPbI BOMbLUMX NOMYyLUAPUIA BO3MOXHbI IMUAEnTn-
Yyeckme napokcuambl. «Knaccuueckas» MeHUHreasnb-
Hasi CUMNTOMaTVKa B BWAE PUTMOHOCTM 3aTbISTOYHbIX
MbILLUL, MOJIOMUTENbHbIX CMMNTOMOB KepHura v bpy-
O3WHCKOrO MPUCYTCTBYET B KIIMHUYECKOW KapTuHe
nwb y 13% nauuneHToB. lNpu BOBNeyYeHun yepen-
HO-MO3r0BbIX HEPBOB BO3MOXHbl AUMIONUA, CHUMKE-
HWe cryxa, HapylleHue YyBCTBUTENbHOCTM Nuua,
oucdparus. UHdomnbTpauns/coasneHne oTaenos CrnH-
HOrO MO3ra, BO3LEWCTBME OMyXOofieBbiXx 3MBOOB Ha




KJIMHUYECKWUE HABJIOOAEHUA

cybapaxHovpanbHO PacrnofioXeHHbIe HEPBHbIE KOPELLKM
COMPOBOXAAOTCA pagukynonaTnen, acUMMETPUYHOWM
cnabocTbio KOHEYHOCTEN, NapecTe3nAMN U HapyLLEHWEM
OYHKLMM Ta30BbIX OPraHOB. XapaKTep v CTeneHb Bbipa-
YKEHHOCTU U3MEHEHWI BHYTPUYEPENHbIX aHaTOMUYECKUX
0bpa3oBaHuil B OTOENbHbIX HAabMIOLEHUAX HEOAMHAKOBDI,
CrefoBaTesNlbHO, U KIIMHUYECKast KapT1Ha Mpu 3TUX ony-
XOMSAX Y pasnuuHbix BOMbHbIX MOKET BapbupoBaTb. 0co-
BEeHHO OCMOXHSETCA AMArHOCTMKa B Cllyyae pasBuTUS
JIMK Ha choHe npoBefieHnsa MPOTMBOOMYXONEBOro neye-
HWS, TaK Kak MHOrMe paHHWe CMMMTOMbl MOTYT Hamo-
MUHaTb NPOsBReHns TokcuuHoctv [8, 9, 15]. B Hawem
HabniofgeHWn B CBSI3N C MHOMOrPaHHOCTbIO U HEOAHO-
3HAYHOCTBIO KIIMHWUYECKMX MPOSIBIIEHWIA B NEPBbIX ABYX
cnyyasax JIMK ckpbiBanca nog Mackow npyrux 3abo-
neBaHWM — MeHUHruTa u 33odaroracTponyofeHuTa.
B TpetbeM cniyuae, korga JIMK Bo3HUK BHE mpoBepeHus
NPOTMBOOMNYXOJIEBOW Tepanuu, HEBPOSIOrMYECKUA CTa-
TYC MaLMeHTa e Npy 0DbEKTVMBHOW OLLEHKE HaTanku-
Basl Ha MbICMb O pPeunanBe OCHOBHOMO 3aboneBaHus c
MOPaseEHWEM MO3roBbiX 060M0YEK, @ OTCYTCTBUE «KOH-
KypupyloLwwmnx> nNpuunH HabniopaeMbix CUMNTOMOB
MO3BOMNIIO AOCTATOYHO BbICTPO MOCTaBUTL MPaBUIIbHBIN
OMarHos.

TpamMuMOoHHbIE MeTOfbl YCTaHOBMIEHWSA [MarHo3a
«/1eNTOMEHWHreanbHbIN KaHLepoMaTo3» — pesynbTaThl
MPT UHC un unmtonornyeckoe uccnepoBaHne nNnKeopa.
Pexe npuberaioT k cTepeoTakcmyeckon buoncum Mo3s-
roebix obonouek. [epBbii AMArHOCTUYECKMI Lar Ans
pacnosHaBaHusi kapumMHomaTtosa — MPT ronosHoro u
cnuHHoro mosra. MPT crnegyeT npoBoauTb 0O Uccne-
LOBaHWA CMUHHOMO3rOBOM KMAKOCTU, TaK Kak JioM-
BanbHas NyHKUMA Bbi3biBaeT peakuuio obonoyek u
NPUBOAMUT K HaKOMMEHWUI0O UMW KOHTPACTHOrO Belle-
CTBa, YTO MO AaHHbiM MPT-uccnepoBaHus MoxeT BbiTb
HenpasusibHO UCTOfIKOBaHO. MPT peMoHCTpupyeT MHO-
)KeCTBeHHble Macchl B Npefenax cybapaxHonpansHoro
npocTpaHcTBa, ruapouedanvio 6e3 BUOMMOW NPUYMHBI
nnu guddpysHoe NenToOMeHUHreanbHoe KOHTPacTUpO-
BaHue (pucyHkmu 1-3). PUCYHOK HaKOMMEHUs KOHTpacTa
NMo MArKMM MO3roBbiM 06onouykam obo3HaueH Tep-
MWHOM «cake icing» (B nep. ¢ aHrn. — obnegneHenblit
TOpT) unu «zuckerguss» (B nep. ¢ HeM. — caxapHas
rnasypb) ¥ MoskeT ObiTb 0BHApPYKeH Kak B FOSIOBHOM,
TaK ¥ CMUMHHOM Mo3re. PUCYHOK pocTa /IenTOMeHUHre-
anbHoM onyxonu npeactasnseT cobon nubo nnacTono-
nobHoe pacnpocTpaHeHne BAOMb MOBEPXHOCTU MAMKOWM
MO3roBoW 000104k, MEPUOANYECKN CO BTOPUYHOMN BOC-
NanuTenbHON peakumen, NMBo MHOKECTBEHHbIE Y3eSKM
pa3HOro pasmepa, pacnosfioKeHHblE B BUAE LUMMOB Ha
MOBEPXHOCTW TOJIOBHOrO, CMMHHOIMO MO3ra W HepB-
HbIX KopeLlkoB. KT-nuccneposanue, UCMNoOnb3yemMoe Kak
CKPWHWHIOBbIN MHCTPYMEHT AJ1A BbISB/IEHNS METACTa308B
Yy MHOMMX OHKOJTOrMYECKMX MaLMEHTOB, MEHee YyBCTBU-
TenbHO No cpaBHeHuio ¢ MPT, ocobeHHO B onpefeneHum

JIMK. PesynbTaTbl KT ¢ KOHTPaCTHbIM YCUNEHNEM MOTYT
HEBEPHO TPaKTOBaTb 3/10KaYeCTBEHHbIN npouecc B 1/3
Crny4yaes, nyTas ero c ApyruMu BuLaMu naTosioruu, a B
OPYroi TpeTu cryyaeB — HEMpPaBUIIbHO XapaKTepu3o-
BaTb JIeNTOMEHUHrearnbHble OMyXoJfieBble OTCEBbI Kak
MHTpanapeHxuMarnbHble. J10)KHO-HeraTUBHble pesyrb-
TaTbl KT cBsidaHbl ¢ Bomee HU3KMM KOHTPACTHbIM pas-
pelweHneM no cpasBHeHuio ¢ MPT, npunesawimmu
KOCTHbIMU CTPYKTYpaMu U NnyyeBbiMU apTedhakTamu,
ocobeHHo B 3aaHel YepenHoit aMke [17, 18].

K coxaneHnuio, 0bHapyK1Tb ONyXoneBble KMETKN B
uepebpocnuHanbHoit kuagkoctn (LICHK) Toxe ynaertcs
paneko He Bcerga. CuutaeTcs, 4To YacToTa obHapyske-
HUS KNETOK OMyX0fiM B NEPBOW MYHKLMW He NpeBbILLAET
60%, Ho nosbiwaetca ao 90%, ecnv NpoBOANUTL LUMUTO-
NOrnyeckoe uccriefoBaHue B Tpex MoCrefoBaTenbHbIX
nopumsax LUCHK. Lntonornyeckne nccneposanHus yatle
Lal0T NOMOKUTENbHbIE Pe3ynbTaTbl, ecnv Npobbl bepyT B
HenocpeacTBEHHOM BIM30CTM OT 30HbI MOPaXKeHUs, M03-
TOMYy ecnu npobbl, B3ATble Npy NloMBasIbHON NyHKLMW,
HeraTWBHbI, MO BO3MOXHOCTY CrieflyeT NpOM3BECTU Liep-
BMKarbHYIO MM cyboKuMnuTanbHyo nyHkumio. LuTtono-
rMYECKWEe UCCenoBaHUs JOMKHbI BbITb OCHOBaHbI Ha
LaHHbIX LMTOCMMHOBbLIX NP0ob, a He OKpaLLUeHHbIX Ma3-
koB. OpgHako npuMepHO y 40% BOSbHbIX, MMEBLUMX Ha
ayToncum nopasxeHue obofioyek, B IMKBOpPE HUKOrAa
He obHapyswuBanu onyxonesbie knetku [19, 20].
B onncaHHOM Hamu KnuHuyeckom cnyyae Ne 1, HecMo-
TPS Ha BbISIBMEHHbIE M3MEHEHMs Mo AaHHbIM MPT (KoH-
TpacTHoe ycuneHue no 060/10UYKaM roNoBHOMO MO3ra),
OTCYTCTBWE OMyXOSIEBbIX KIETOK B JIMKBOPE MPUBENO K
TOMY, YTO MMeIOLLMECS MPOSBMEHUA Bblv pacueHeHbl
Kak MHGEKUMOHHOE nopakeHne obonoyek u nocny-
JKUIIM NOBOAOM AN NPOBEAEHUA aKTUBHON NMPOTBOMH-
heKLMOHHOW, @ He NPOTMBOOMYXOMEBON Tepanuu.

Bo BTOpPOM HabnoaeHU HEMOTUBMPOBaHHbIE TOLL-
HOTa M pBOTa, BO3HMKLIME cnycTd bonee 2 Hepenb
nocrne NpoBefeHns XxuMmuoTepanuu, bbinn pacLeHeHbl
Kak racTpofyofneHuT. K cosaneHuio, 0 BO3MOXHOCTM
MHOrO reHesa 3TUX CUMNTOMOB (HECMOTPS Ha Hanuuue
MM PMC c HeynoBneTBOPUTENbHBIM OTBETOM Ha Mpo-
TMBOOMYXOJSIEBYIO Tepanuio 1 oTcyTcTBrne adhdpekTa oT
PYTWMHHON MPOTWBOPBOTHOM Tepanuu u Tepanuu racT-
POLYOAEHUTa) 3afyManncCh TOSIbKO MOCHe MosBIIEHUS
SIBHON HEBPOJIOrMYECKON CMMNTOMATUKK. Jlnwb nocne
aTOro nauueHTy bbina sbinonHeHa MPT LIHC (ronosHoit
MO3T + CMMHHOM MO3r) C KOHTPACTOM, MO LaHHbIM KOTO-
poi onucaHa MP-kapTuHa Mg dYy3HOro nopa)keHus
0605104€eK rOI0BHOMO M CAMHHOIO MO3ra C MpU3HaKamm
BOBJIEYEHMS B MPOLECC BeLLeCTBa rOSIOBHOrO MO3ra
B NOOHbIX M TeMeHHbIX 0BnacTax, HapacTaHusa rMapo-
uedanuu, nossnexHnsa ovaros no aneHgume. B LICXK
obHapy»eHbl onyxoneBble KneTku. o faHHbIM NpoBe-
LEHHbIX 0BCNefoBaHUA U paHee OMMUCAHHOW KIMHUYe-
CKOW KapTWHbl ycTaHoBneH anarHos JIMK. Oba cnyyas
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CBUOETENbCTBYIOT 06 OTCYTCTBMM HAaCTOPOMKEHHOCTM B
OTHOLLEHWM pucka pa3suTus JIMK 'y 6onbHbix ¢ [TM PMC.

Y naumeHTa Ne 3 npepnonoxeHune o Hanmume JIMK
BO3HWKNO cpa3sy (Bo MHorom bnarogfaps TOMy, UTo yske
ObI1 HaKOMMEH OnbIT Npu HabnoAeHUN NepBbIX ABYX
MauUMEHTOB, @ TaKKe M3-3a OTCYTCTBUS SIBHbIX KOHKY-
PUPYIOLLMX MPUYUH UMEIOLLIMXCS KITMHUYECKUX NPOSiB-
NeHUin); BbINOSHEHbl CTAHAAPTHbLIE AMArHOCTUYECKMUE
obcnepnosanusa (MPT LIHC, nuksoporpamMma), no AaHHbIM
KOTOPbIX MNOATBEPXKAEHO AMCCEMUHMPOBAHHOE MOpaxe-
H1e obornoyek Mo3ra.

K coskaneHuio, ctaHgapTHoro nevenunsa JIMK He
CYLLEeCTBYET BBMUAY PEAKOCTM 3TOW MATONOMUM, a Takxke
SBHOW 3aBMCKMMOCTU BMAA NEYEHUS U ero 3achheKTmB-
HOCTW OT BapWaHTa OMyxonu, nopasueLLlei 060MouKM.
3a UCKIIOYEHNEM BbICOKOYYBCTBUTENbHBIX K MPOTUBO-
onyxonesoi Tepanuu 3abonesaHuin (0CTpbIA NUMAO-
BnacTHbI NenKos, HeKoTopble NMMMAIOMbI), feveHne
NenTOMEHUHreasnbHbIX METacTa3oB B OCHOBHOM Masn-
nnaTmeHoe. C Lenbio CAepXMBaHWUSA ¥ BPEMEHHOW CTa-
Bunmsaumm npouecca NPMMEHAIOT MHTpaTeKanbHoe
M CUCTEMHOE BBEAEHWE XMMWOMpPenapaTos, fy4YeBylo
Tepanuio [12-14, 21]. B HaweM HabniogeHwn y naum-
eHTa No 1 u3-3a HempaBWIbHOW TPaKTOBKM MpoLuecca
MPOTMBOOMYXOMEBYIO TEPAMUIO, HANpaBIIeHHYIO Ha neye-
Hue JIMK, He npoBoaunu, Tak Kak npegnofaranocs,
YTO NposiBNeHns obycrnoBneHbl MHAPEKLMOHHBIM Nopa-
weHneM obonouek. [narHos JIMK 6bin ycTaHoBneH
MOCMEpPTHO. B TO ke BpemMs OYEBMAHO, YTO MOMbITKM
MPOBefEeHNs MPOTUBOOMYXOJIEBOW Tepanuu B 9TOM CIy-
yae bbinn Bbl BesdycnelHbl B CBA3WM C PE3UCTEHTHO-
CTbl0 3KTCTPaKpaHWUIbHbIX NPOABIEHUI 3aboneBaHns K
paHee npoBefeHHOMY feyeHuio (nporpeccus onyxosnu
Ha gooHe Tepanuu no npoTokony CWS).

Bo BTOpPOM KNMHMYECKOM cryvae AmarHocTuye-
CKWUM MyTb OT MOSIBMIEHUS MepBbIX CMMNTOMOB [AMC-
CEMWHMPOBAHHOIO MOpaXeHusa [0 Bepudukaumm
omnarHosa JIMK cocTaBun 2 Hepenu, HO BCe e 3TOT
OMarHo3 Bbin MocTaBneH MPUKU3HEHHO. K coxane-
HWIO, MOMbITKA MHTPATEKaNIbHOr0 BBEAEHUS METOTPEK-
caTa He fana nofoxuTenbHoro addeKTa, a nonbITKMY
NpoBefeHWss CUCTEMHON MPOTUBOOMYXOEBOM Tepanuu
BbIny NpM3HaHbl HellenlecoobpasHbiMU B CBSI3W C XMMWUO-
PE3NCTEHTHOCTbIO 3KCTPakKpaHWanbHbIX MposBe-
HWUI OMYXOMNKN W MAOXMM 0BLLMM COCTOSIHMEM BONBbHOM.
B pesynbTaTe mauueHTKa CKoHYanmacb B Bavkaniine
CPOK#M Mocne nocTaHoBKM AnarHosa JIMK oT ero npo-
rpeccupoBaHms.

B TpeTbeM KknMHWYeCKOM HabniogeHun naumeHT
Mosly4ymn KOMBMHMPOBaAHHOE NEeYeHne ¢ MCNonb30Ba-
HWEM CUCTEMHOW NpoTuBOpeuManBHOn Tepanun PMC
(Tepanuu 2-it NWMHUKM) U MHTpaTeKanbHOrO BBEfe-
HUS LMTOCTATUKOB. BO3MOMKHOCTb MPOBENEHUs Takon
Tepanuu Bbina obycrnoBneHa OTHOCUTENBHO YLOB-
NeTBOPUTESNIbHLIM (M0 CpaBHEHWIO C ABYMS ApYrUMH
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BOMbHLIMU) COCTOSIHUEM, YUMTbIBAs HanMuue npome-
MYTKa Meay NpepLlecTByioLLEN Tepanven n HavyanoMm
neyvenusa JIMK, a Takxe bonee paHHel NOCTaHOBKOW
onarHosa JIMK. Jleyenne npuBeno K 3HaunTenbHOMY
YMNyULLEeHUIO COCTOsIHUA BOMbHOro, perpeccy HeBpono-
FMYECKOW CUMNTOMATUKMU, YMEHbLLEHUIO OMYyXONEBOro
nopaskeHWs ¢ nocrepyoLLe cTabunusaumnii 3anokave-
cTBeHHOro npouecca. O4eBMOHO, YTO ITOT MaUMEHT
SIBHO BbIMrpan bnarogaps nonbITKe NPOBEAEHUA NPOTU-
BoOMyxoneson Tepanun. OgHaKo KiloyeBoe npevMyLLe-
CTBO 3TOr0 BOMBbHOrO COCTOMUT B TOM, YTO €ro Ofnyxosb
Bbina XMMUMOYYBCTBUTENbBHA, O YeM CBULETENbCTBYET
OTBET 3KCTpaKpaHuanbHbIX NposBneHui 3abonesa-
HUA Ha UHWUManbHylo Tepanuio. Ckopee BCero, MMEHHO
970 (CoXpaHeHWe XMMUOUYBCTBUTENbHOCTH OMyXosin) 1
obycnoBuno ycnex Tepanuu Ha atane pa3suTus JIMK.

BbiBOAbI

JIMK — Hepepkuin BapuaHT nporpeccupoBanus PMC
MMM nokanusauuu, OQHAKO MOKET LNMTEeNbHO OcTa-
BaTbCA Hepacno3HaHHbIM, CKpbIBAsACb MOA MaCcKOM
ocnoxHeHun. Ho yuntbiBasa MMM nokanusaumio, nobble
nposiBnexHusa co ctopoHbl LUHC cnepyet paccmaTpu-
BaTb KaK BO3MOMHOE MPOSABIIEHNE OUCCEMUHUPOBAH-
HOrO MOpaeHuss Mo3roebix obonouek. K coxanenuio,
arpeccuBHOCTb U XMMUOPE3WUCTEHTHOCTb AAHHOMO BMAA
nporpeccuun HeobpaTUMO BeAyT K feTanbHOMYy UCXofy.
OpHaKo ONMCaHHbIN HaMK KITMHUYECKUIA CIyYald, B KOTO-
POM MaLMEHT Ha [aHHbI MOMEHT KMB C KOHTpOMMpye-
MbIMW NPOSIBMEHMSAMM BONE3HW, CBUAETENLCTBYET O TOM,
YTO NPU MHULMASIBHOW XMMUOYYBCTBUTENBHOCTN OCHOB-
Horo 3abonesaHusa Tepanua JIMK MoskeT nMeTb nosno-
MUTENbHBbIN 3PEKT.
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