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MyrbTUOOKasbHbINA NIMMAaHrMOSHAOTENMOMATO3 ¢ TpoMmBounToneHuein (MJTT)/KoxHO-BUCLEPasTbHBIN
aHrMomaTtos ¢ TpomboumToneHmen, onucanHbii B 2004 r. B KauecTBe HOBOWM HO30S0rMYECKON eauHuLbI,
npencTaenseT coboii KpaiiHe peaKylo COCYANCTYIO NaTONOrMIo HEOHaTabHOro nepyoaa bes AokasaHHoOro
HaCMNeACTBEHHOr0 XxapaKTepa C OYeHb NIOXMM MPOrHO30M. 10 JaHHbIM paHee OMMCaHHbIX Cryyaes, Ans
3TOW COCYAMCTOMN NaTonorum, KoTopasi OTHOCUTCS K TaK Ha3blBaeMbIM FeMaHrMo-IMMAaHr MOreHHbIM
COCYAMCTbIM aHOMaIMAM, XapaKTEPHO BOBIIEYEHWE B MATOSOrMYECKMI NMPOLIECC KOV M BHYTPEHHWX OPraHoB
C MpaKTuyeckn obsasaTenbHbIM NMOPaMKeHNEM Kefy[NOoYHO-KMLLEeYHOro TpakTa. JleTanbHOCTb, KoTopas,
Mo AaHHbIM HEKOTOPbIX Mybnukaumin, MoskeT gocTuratb bonee 50%, obycnosneHa npevMyLLECTBEHHO
yNbMUHAHTHBIMY SKEMYA0YHO-KMULLIEYHBIMU KDOBOTEYEHWAIMY B pe3yrbTaTe CneLmduyeckoro nopaseHns
CNM3MCTOMN Ha chOHE BbIpaskeHHOW TpoMbBoLmMTONeHUM 1 KoarynonaTtum notpebnenws. B HacTosLwee BpeMms
He cyLLecTByeT cTaHnapToB Tepanuu MJTT. 3dhheKTUBHOCTbL MPUMEHAEMBIX TEKAPCTBEHHBIX NPenapaTos,
TaKMX KaK rIOKOKOPTUKOCTEPOUABI, BUHKPUCTVH, TaniMAoMuMA, NPOMPaHOIOoS1, panaMULMH, HEOAHO3HaYHa.
B paHHoOM cTaTbe npuBeneH npumep MJIT ¢ KNaccUYeCcKMM CMEKTPOM KIMHUYECKUX NMPOSIBIEHUIA 3TOM
penKoi Ho3omoruu. Bnepsblie npu neyeHun atoro 3abonesanust Hbina NpUMeHeHa NONIMXMMMOTEPaNUS
C UCMONb30BaHWEM NUNOCOManbHOM hopMbl BOKCOPYbULMHa, KOTopas No3Bonuna Yyepes 2 Mec OT
Havana Tepanum JOCTUYb MOSTHOMO FeMaToNOrMYECKOro 0TBETa 1 Yepes 6 MeC — CTOMKOrO KITMHUYECKOr O
oTBeTa. besycnoBHO, 3TOT CMOMKHBIN Kak C AMarHOCTUYECKON, TaK M C TepaneBTUYECKOA TOUKM 3peHus
AavarHos TpebyeT AanbHenLWero N3yyeHus B LEMSX NMOMCKa ONTUMAarbHbIX PEXMMOB 3TUONOMMYECKN U
naToreHeTnyeckn obocHOBaHHON Tepanuu. PoanTenn nauneHTa fanu cornacue Ha MCnonb3oBaHue
nHchopMaLmm, B TOM unche dpoTorpadouin pebeHka, B HayuHbIX UCCNEeoBaHUsAX 1 nyBnmkaumsx.
KnioueBble cnoBa: My/bTUOKAsbHBIA JTMMEaHTMOIHAOTESTMOMATO3, COCYANCTas aHoMasus,
TpomMboumToneHus
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Multifocal lymphangioendotheliomatosis with thrombocytopenia/
cutaneovisceral angiomatosis with thrombocytopenia

L.A. Khachatryan, |.S. Kletskaya, A.P. Scherbakov

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology
of Ministry of Healthcare of the Russian Federation, Moscow

Multifocal lymphangioendotheliomatosis with thrombocytopenia (MLT)/cutaneovisceral angiomatosis with thrombocytopenia,
first reported as a new nosological entity in 2004, is an extremely rare vascular pathology of the neonatal period without
hereditary nature. This disease has an extremely poor prognosis. According to the previously published data, this vascular
pathology is characterized by involvement of the skin and internal organs in the pathological process. Lesions of the
gastrointestinal tract are almost obligatory in this disease. MLT is associated with high mortality, which, according to some
authors, can reach more than 50%. Fulminant gastrointestinal bleedings due to specific lesions of the intestinal mucosa, severe
thrombocytopenia and consumption coagulopathy, are the leading cause of death in these patients. Currently, there are no
standard treatment options for MLT. The data about the efficacy of glucocorticosteroids, vincristine, thalidomide, propranolol,
and rapamycin in the treatment of MLT, are controversial. Here we present a case report of a patient with MLT with a classic
clinical spectrum of this disease. We first report on the efficacy of a polychemotherapeutic regimen with liposomal doxorubicin
in the treatment of this disease: the patient achieved a complete hematological response after 2 months from the treatment
start. A durable clinical response was documented after 6 months of treatment. This disease represents challenges, both from
a diagnostic and therapeutic point of view. Further studies are required to find the optimal treatment regimens for this condition.
The patient's parents have consented to the use of de-identified clinical information and photos of the patient in scientific
research and publications.
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¢ TpombouuToneHunen, Bnepsble Bbin onucaH B 2004 .
[1] B KauecTBe HOBOI HO30MIOrMUYECKOM EANHULIbI, paHee
B NuTepaType Mor ourypupoBath nof OpyruMu Ha3ea-
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HusMK (DoBpokauecTBeHHas NUMAaHrMOSHLOTENMOMA
v op.) [2].

MIT - pepkasa natonorusa. Yactota BCTpeYaeMocTu
Hen3BeCcTHa, BO3MOXHO, M3-3a Toro, uyto MJT vacTo
ocTaeTcs HepacnosHaHHbiM. C 2004 no 2021 r. B nuTe-
paType onucaHo npubnusutensHo 30 cnyyaes [3].

HacnencTBeHHbIM xapakTep 3aboneBaHus, Kak u
HanMume MyTauui B TEX UIM UHbIX FEHax, BCTpevalo-
LLMXCS MPW LPYrMX COCYAUCTbIX aHOManusax, B HacTo-
filllee BpeMs B NuTepaType He onucaHb [3].

Knuanueckas xapakrepucTmka

MINT - ato Tskenoe 3aboneBaHve HeoHaTanb-
HOro nepvofda ¢ HebnaronpuATHLIM NMPOrHO30M, Xapak-
TepusyioLleecs MynbTUIOKanbHON nponudepaunei
nuMaTNYECKMX COCYA0B U COMPOBOXKAAIOLLIEECH TPOM-
BounToneHMen pasnMUHON CTEMNEHN BblpaXKeHHOCTU. He
CYLLIECTBYET CTaHAAPTHbIX IMArHOCTUYECKNX KPUTEPMEB,
yTo 0bycnoeneHo OeHOTUNNYECKOW BapuabesnibHOCThLIO.
KnuHnyeckne cMMNTOMbI BbISIBASIOTCS YKe B Nepuoge
HOBOPOXAEHHOCTU: MHOMECTBEHHbIE OUCCEMUHUPO-
BaHHble (MynbTUDOKasbHbIE) COCYAUCTbIE 0Bpa3oBaHus,
M3MEHUMBbIE B IMHAMVKE, MAKOAaCTUYECKON KOHCU-
CTEHUMW. MHMLManbHO KOXa Hah HUMKW He M3MEeHeHa,
BMOCMEACTBMM NATOSIOrMYECKNe 31eMeHTbl MOryT BbiTb
npeacTaBfeHbl NATHAMKW, OBafbHbIMU UAW OKPYIbIMU
KpacHOBaTO-KOPWYHEBbLIMW Manynamu unu bnawkamm,
MMEIOLLMMN ANaMETP OT HECKOSbKUX MUNIMMETPOB [0
HECKOJIbKUX CAaHTUMETPOB, C NPEUMYLLECTBEHHOW fOKa-
nu3aumen Ha koHeyHocTsx. OTMeuaeTcsi mopaxeHue
rNyBOKMX MArKMX TKaHEeW, BKITIOUas MOAKOMKHYIO XUPOBYIO
TKaHb, KOCTW. [p1 BaHHOW COCYANCTOM aHOManMM Xapak-
TEPHO BUCLieparibHoe nopaskeHue (KosKHO-BUCLieparibHbIi
aHrMomMaTo3 ¢ TPOMBOUUTONEHNEN — BTOPOE Ha3BaHue
3aboneBaHusi) ¢ NPaKTUYECKM NOCTOSHHLIM BOBIEUEHWEM
B MaTONIOrMYECKMI NPOLECC KEeNYA0YHO-KULLEYHOr 0
TpakTa (}KKT), UTo NPUBOAMT K MeNyLouHO-KMLIEYHbIM
KpoBOTeUYeHUsIM. AHanorunyHble obpasoBaHusa MoryT
TaKKe BbIABMATLCA B NTIETKMX, NMEYEHU, CeneseHke, norne-
peYHoNonocaThbiX MbilLLAX, CUHOBUANbHbIX 0B0NoYKax,
KOCTSAX.

MeTaaHanu3 paHee onybrMKOBaHHbIX Cry4yaes
Mokasars, YTO YacToTa BOBJIEYEHUS KOXKWU COCTaBnsAeT
88%, KT — 89%, nerkux — 42%, KOCTHO-MbILLEYHON
cucTeMbl — 35%, LieHTparbHoN HepBHOi cucTems! (LIHC) —
19%, nepudbepuueckoin HepBHoW cucteMbl — 10%,
neyeHu v nodek — 9%, cepaua — 5% v rmas — 5% [3].

B obuieM aHanM3e KpoBu OTMeuvaeTcsi TpoMboum-
TOMeHUs, a Takxke xenesogedmumTHasa aHemus. Tpom-
BoumToneHnsa aBnseTca BTOPUYHOM M obycrnosneHa
notpebneHveM B HOBOObBpa30BaHHbIX COCYAax BCrea-
cTBue B3auMopeiicTeua peuentopa CLEC-2 (C-type
lectine-like receptor 2) TpomMbouMTOB CO CBOUM
SIMraHfoM — MOAOMIIaHMHOM, SKCMPECCUPYIOLLMMCA Ha
aHAOTeNMM NuMdpaTyeckmx cocynos [4]. Xenesopnedu-
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LIMTHas aHEMWS }Ke CBA3aHa C CaMbliMM YaCTbIMU OCII0XK-
HeHnaMn MINT — U3HEeYrpoXKaloLLIMMU KPOBOTEYEHUAMM
13 nopaxeHHbIx yyacTkos KKT n LIHC.

Hanbonee yacTbIMK KIIMHUYECKUMU MPOSABIEHNSAMM
ABAAIOTCA MOPAXEHUSA KOXMU U CIU3UCTbIX 060moyvek
YKKT. OnHako bbinv onucaHbl ciyvyan ¢ MUHUMarbHbIM
WM OTCPOUEHHLIM BOBfIeUeHUeM Koxu [5, 6] unu bes
nopamenus KT [7, 8]. HecMoTps Ha Ha3BaHWe 3TOro
penkoro 3aboneBaHus, KOTOpoOe BKMYaeT TEPMUH
«TpoMbBoumnToneHus>, BbINn onncaHbl pefkue cryyau c
HOPMarbHbIM KONMYecTBOM TpoMboumTos [8, 9.

[narHos yctaHaBnNMBaEeTCs Ha OCHOBaHWUW KITMHWYE-
CKUX [aHHbIX C 06A3aTeNbHOM MMCTOMOrMYECKON Bepu-
dovKaumen.

MMcTonornyeckue usMeHeHus

MaTonornyeckme CoCyAbl NMOKanNU3ylOTCa B AepMe
M MOOKOXHOM XUpoBOW TKaHu. OHM npencTaBneHsbl
MHOXXEeCTBEHHbIMU pa3HOKanNnbepHbIMU 3KTa3NPOBaH-
HbIMU TOHKOCTEHHbBIMU Kanwuminspamu, BbICTIIaHHbIMU
OOHWM CIOEeM YMIOLLEHHbIX SHAOTENNAbHbIX KIETOK.
[MaTOrHOMOHMYHBIM ABMSETCA 0YaroBoe hopMmUpoBaHMe
KOMMIIEKCHbIX NanunsapHbIX SHAOTENManbHbIX CTPYKTYP
C nponabupoBaHMeM B NPOCBET COCYA0B. MuToTUYECKas
aKTMBHOCTb HE OMPEefensAeTcs UM HU3Kas, Npu 3TOM
YpOBEHb MPONMEPaTUBHON aKTUBHOCTH NOoBbILEH (40
15%).

Mp1 MMMYHOrMCTOXMMUYECKOM UCCIIEA0BaHUN

B SHOOTenuu onpegensiTcs akcnpeccus CD31, CD34,
LYVEL, BapuabenbcHas cnabas unm ouaroBas SKCnpeccus
nogonnauuHa [10]. 3T Mapkepbl SBASIOTCA YyBCTBU-
TeMbHbIMU, HO He cneumdmryHbiMK ang MIT [11, 12].

MporHos HebnaronpusaTHbIN, 0ByCNOBEH Xenynoy-
HO-KMLLEYHbIMWN KPOBOTEUYEHUAMM, KPOBOUSMUAHNAMK B
LIHC v ppyrmumu BucLiepanbHbIMKU nopaseHusamu. fleTtanb-
HOCTb, MO AAHHLIM OQHOIO U3 UCCIIEA0BaHWI, COCTaBNseT
no 65% [13].

KITMHWYECKUM CITYYAN

Ponutenu naumenTa fanu cornacue Ha MCnonb3o-
BaHWe nHdhopMaLmu1, B TOM uucne doTtorpacuii pebeHka,
B Hay4HbIX MCCMER0BaHMAX U Mybnnkaumsx.

M3 aHaMHe3a 13BeCTHO, 4TO pebeHok BorneH ¢ nep.bIx
MECSILIEB YM3HW, KOra Ha Koske B 0611acTu Lueu 1 NpaBoro
ny4esanacTHOro CycTaBa OMpPefenanuchb 3MeMeHTbl B
BMIE KPaCHbIX MATEH C NOCNENyIOLLMM pacnpoCTpaHeHNEM
Mo nepenHen NOBEpXHOCTU IPYLHOW KNETKWU. Toraa e B
obLLeM aHanm3e KpoBu bbina BbisBIIeHa TPOMBOLIMTONEHUS.

C nmarHosoMm «aHrvogmcnnasua obnactu rpyaHom
KNeTkn» pebeHoK Habnogancs OHKOremMaTonoroM o
7-netHero BospacTa. [lo Mepe nporpeccupoBaHus 3abo-
NEBaHUA U YBENMYEHUS CTEMEHWU BOBMEYEHUS MAMKMUX
TKaHel rpynHON KINETKW NPUCOEANHAIMCH HOBbIE KITMHW-
YECKMe CUMMTOMBI:



KIIMHUWYECKUWE HABJNIIOOAEHNUA

1. YcyrybneHue fnokanbHbIX M3MeHeHuit B obrnacTu
OCHOBHOrO ouara (rpynHas knetka):

— NosBMEHWe, HapacTaHue 1 coxpaHeHue 6oseBoro
CUHApOMa B 0611acTV rpyaHON KNETKK;

— BblpaXeHHbIN OTeK;

— nechopMaums rpyaHoi KneTku («BoukoobpasHas»);

— OrpaHUYeHne OBUKEHUI B MSIEYEBOM CYyCTaBe.

2. CucTeMHble NposiBREHUA:

— NnosiBNieHne W HapacTaHve cnabocTu, cHuskeHne
anneTuTa, Ncuxmyeckas nabunbHoOCTb;

— 611eaHOCTb KOXMK;

— HapacCTaHue reMopparMyeckoro CUMHApoOMa:
OSIMTENbHbIE HOCOBbIE KPOBOTEUEHMS, KDOBOTEUYEHUE U3
MKKT (Menena).

3. ITabopaTopHble U3MeHeHus:

— B 0bLleM aHanu3e KpoBW OTMevanacb ABYXpOCT-
KOBas LMTOMEHWS: MUKpOLMTapHasi aHeMusi (reMornobuH
76-82 r/n), TpoMbouuToneHus (TpoMbouuTh
25-64 x 10°/n);

— B BMOXMMUUYECKOM aHanuse KpoBWU — rMMonpoTen-
Hemust (runoanbbyMuHeMms, rnoraMmariobynuHeMus);

— B Koarynorpamme — cTtomnkaa runodubpuHo-
reHemun (dpubpuHoreH MeHee 1 r/n, MUHMManbHO
0,68 r/n).

4. V1aMeHeHus B KoMnbloTepHoi (KT) 1 MarHuTHo-pe-
30HaHcHoit (MPT) ToMorpamMmax:

— KT (Bo3pacT 7 fneT): MHOroy3/ioBoe MArKoTKaHHoe
obpasoBaHune akcunnApHoM obnacTu cnpasa, OTTECH:A-
loLLIee KNepeny rpyaHbIe MbILLLbI, padMepamu 28 x 22 MM.
Hedopmauusa rpynHoi kneTku, 1-ro u 2-ro pebep
cnpa.a, MPaBoi KIlUMLbI, BECTPYKUMS U AedhopMaums
FPYAMHbI, CHUKEHWE MIIOTHOCTM NO3BOHKOB,

— MPT (BospacT 7 neT): B Npoekuun moaseny-
OOYHOM Kenesbl ONpefenseTca KOHrroMepaTt TKaHewn

PucyHok 1

C MOBbILLEHHOW 3XOreHHOCTbIO COMMAHOI0 XapaKTepa,
KOTOpbI MydhTooBpasHo oxBaTbiBaET MarucTpasbHble
cocyabl. MenikoouaroBoe nopaxeHue ceneseHku (ovyaru
[0 7—-8 MM), ouaroBble U3MEHeHUs Ten rpyaHbIX U Nosic-
HWUYHbIX M03BOHKOB (Th10-12, L2).

Mo MecTy »wuTenbcTBa pebeHky nposopmnach
KOHCepBaTVBHas Tepanus:

1. Cneundomnyeckas:

- TaKPONMMYC Ha MPOTsKEHUM 7 Mec B fo3e 2 Mr/cyT
(neyeHure nepuoanyeckm NpepbIBasnocs);

— NPEQHM30SI0H B CTApTOBOM f03e 4 Mr/Kr/cyT Ha
NPOTAXEHUn 2 Mec.

2. ConpoBopuTenbHas:

— 3aMecTuTesIbHas Tepanus pacTBOPOM anbbymuHa;

— 3aMecTuUTeNbHas Tepanus npenapaTtaMu KpoBw
(apuTpounTapHas 1 TpoMbBouuTapHas Macchl, CBeKe3a-
MOPOsKEHHas nrasma);

— npenapartbl )enesa, aHTMdMBPUHOUTHKM.

Ha cboHe npoBoavMon Tepanuu oTMevarsncst KpaT-
KOBPEMEHHbIN He3HauuTesnbHbI 3PdeKT B Buae
YMEHbLUEHWS JIOKanbHOro 0TeKa U reMopparnyeckoro
CUHOPOMa C MoBbILWeHMeM TpomBoumtoe ao 100 x 10°/n
(MakcuManbHble Undpsbl). Mocne oTMeHbl Tepanun —
YXYOLLUEHWE KIIMHUYEeCKOro cTaTyca v noTeps reMaTono-
rMYeckoro oTeeTa.

B BospacTe 8 net pebeHok noctynun 8 HMUL, IFOU
uMm. [IMutpua Porauesa. lpn ocMoTpe oTMevaloTCA
nedpopMaums rpyaHoit Knetku («6oukoobpasHas»), ee
aCMMMeTpUs 3a CYET HanWuWs Ha nepenHein NoBepXHOCTH
MHPMNBbTPATUBHOrO 0BpasoBaHMs C MHOXECTBEHHbIMM
MENKUMU APKO-KPACHBIMU C CUHIOLLHBIM OTTEHKOM Many-
ne3HbiMi 00pa3oBaHUAMM, BbIPAXKEHHbIA NTOKaNbHbIV
OTeK MArKUX TKaHeM, pacnpocTpaHeHHbI reMopparuye-
CKMWIA CMHOPOM, JTOKarnbHbIiA runepruapos (pucyHox 1).

KnuHnueckue nposierequs MIT Ha Koske (nepenHss NoBepXHOCTb MPYAHOM KIEeTKM)
A- onpenensdlTca MHOXXeCTBEeHHble APKO-KPaCHble C CUHIOLUHbIM OTTEHKOM OﬁpaSOBaHMH NATHUCTO-NMaNyne3Horo Xxapakrepa, b-

NOKanbHbIN runeprmapos B BuAe Kanenb pochbl, neTexuarbHaa Cblflb

Figure 1

Clinical manifestation of multifocal lymphangioendotheliomatosis with thrombocytopenia (MLT) on the skin (anterior

surface of the chest)

A — multiple bright-red maculopapular formations with a bluish tinge; b — local hyperhidrosis (“dew drops”), petechial rash

n .I n} -l:r? [y -’!
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[BMsKeHUs B MPaBOM NfIeYeBOM CyCTaBe 3HauYMMO Orpa-
HUYEHbl 3a cyeT BONEBOro CMHAPOMA W BbIPaXEHHbIX
MHUNBTPaTUBHBLIX M3MeHeHui. ObpalialoT Ha cebs
BHMMaHWe BNepgHOCTb KOXM U neTexuanbHas Cbilb Ha
TYNOBWLLIE U KOHEYHOCTAX. anbnupyeTcs yBennyeHHas
cerneseHka (+2 cM 13-nop Kpas nesoit pebepHoit oyru).

lMepuoomueckn Takxe oTMeuyanucb bonesoin
CUHLPOM B BPIOLLIHOM NOMOCTH, YepHbIf CTYI, YTO COMpPO-
BOM[ANOCh CHUXEHWEM remMornobuHa.

Mpu nabopaTopHoM obcnenoBaHunmn Bbinu BbISBREHDI
crenyioLme N3MeHeHus:

1. B 0bLiemM aHanmse Kposu: aHeMus (MUHUMaTIbHbI
ypoBeHb remornobuHa 80 r/n), TpombBounTOnEHUs
(TpoMbBounTbl 8-22 x 10%/n).

2. B koarynorpamme: runocubpuHoreHemums
(pubpuHoren 0,47 r/n), nosbiwenune [-LAnmepa
3800-7716-14186 Hr/mn.

3. M'mnoanbbymMuHemMus.

Mo maHHbIM Buayanusauum (MPT u KT opraHos
FPYLHOM KMNETKM 1 BPIOLLHOM MOMoCcTH) onpenenanTcs
M3MEHEHUA CO CTOPOHbI MSArKUX TKaHeR, BUCLIeparibHbIX
OpraHoB 1 KOCTei:

1. B MArKMX TKaHAX rpyaHOM KneTku — audpdpysHas
30Ha HEOQHOPOLHbIX N3MEHEHUI HeMnpaBuIIbHON hOpMbl
(MHOKeCTBeHHble 0Bpa30BaHWA PasfIUUHbIX Pa3Mepos,
Hanbonbliuee 2 x 2 x 1,5 cM), Be3 UeTKUX KOHTYPOB, C
YMEpEeHHbIM HaKOMMeHWEM KOHTPacTHOro BeLlecTBa.
YTOMLIEHNe KNeTUaTKW, ee HeoaHOPOLHAaA TAXUCTOCTb
(pucyHok 2).

2. A3MeHeHWsi Co CTOPOHbI BHYTPEHHWX OpPraHoB:

— YBENMMYEHUE CEMIE3EHKU C HaJIMYMEM MHOXe-
CTBEHHbIX, cnabo HakannuBaloLWMX KOHTpacT obpa-
30BaHuM, 3aHuMalowmnx 90% opraHa, Mo AaHHbLIM
KT (pucyHok 3); runepuHTEHCUBHbIE BKIIOUYEHUSA C
YMepeHHbIM HaKOMMEHNEM NapaMarHeTvKa B CeneseHke
no aaHHbIM MPT (pucyHku 2, 4);

— MoAKeslyAoYHas Kenesa HeofHopoaHas 3a cyet
MHOKECTBEHHbIX MMMOLEHCMBHBIX 04aroB, cnabo Haka-
MAYBAIOLLMX KOHTPACT, 3aHMMaLWwmx bonbLlyio yacTb
napeHxuMbl. KT: mapanaHkpeaTuyeckas KnetuyaTka
WHCOMNBbTPUPOBaHa U ynnoTHeHa (pucyHok 3). MPT: runep-
WHTEHCUBHBIE BKIOYEHUS C YMEPEHHbIM HaKOMSIEHUEM
napamarHeTvka B NofskesTynouHoi skenese (prcyHok 4).

3. I3aMeHeHus CO CTOPOHbI KOCTHbIX CTPYKTYP:

— B Teniax no3BoHKoB (Th3,10-12) BbifBneHbl reMaH-
MMOMbI Ha GOOHE sKMPOBOIt AereHepaumm (pucyHok 5);

— pecdopmauma BOMbLUIMHCTBA KOCTEW, COCTaB-
NSIOLLMX KapKac rpyoHoW KNeTKU: B rpyauHe, NpaBblxX
KMniouMLe 1 fonaTke onpefensTCcsa y4yacTKu paspe-
YKEeHUSI U YNNOTHEHUSI KOCTHOM CTPYKTYpbl, B FOMOBKe
2-ro pebpa cnpaBa — UCTOHUEHWE KOPTUKASIBHOMO CII0S
00 2 MM;

— MHOXXECTBEHHbIE YYaCTKMU Pa3peskeHus 1 ynnor-
HEHWs1 KOCTHOMN CTPYKTYpbl 06enx NoAB3AOLLHbIX KOCTEN,
Bonblue cnpasa (pucyHok 6).
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4. VI3MeHeHne CO CTOPOHbI IMMAPaTUYECKMX Y3108
(y):

— pervioHapHble — nogmbieyHble J1Y 0o 16 mm;

—no xopy cocynoB bpbiskeriku, 3abpPIOLLMHHO 1 B
MOMOCTX Masoro Tasa OnpeaensioTCs MHOrOYNCIIEHHbIE
KOHrromepatbl J1Y, akTMBHO HaKanMBaloLLMe KOHTPAcCT,
pa3mepoM Ao 15 MM.

'McTonornyeckoe mccnenoBaHve buontata KoXu
(pucyHok 7): anupepMuc ¢ NpU3HaKaMu YMepeHHOro
rMnepkepaTosa u akaHTo3a. B fepMme onpepensioTca
NMPUAATKN KOXW B BUAE BOJMOCAHbLIX (POMMMKYIIOB M
MPOTOKOB MOTOBLIX Kene3. B nepme BbisiBNeHo BosbLuoe
KONMYECTBO LUEeNEeBUOHbIX U 3KTa3WpOBaHHbIX COCYAOB,
BbICT/I@HHbIX HEPABHOMEPHO pacnpeaesieHHbIMU 3HL0-
TenuouuTaMmu, 04aroBo POPMUPYIOLLUX NanunspHble
CTPYKTYpbl. JHAOTENNaNbHbIe KIETKWU 3KCNpeccupyioT
nogonnaHuH (pucyHok 7B), 0TCYTCTBYeT 3KCMpeccus
VEGF, Fli1, CD34, CD31. 3akmioueHune: C yYeTOM KIIMHU-
YECKMX BaHHbIX TMCTOSIOrMYECKMe N3MEHEHNUSA COOTBET-
ctaytoT MIT.

Ha ocHOBaHWMM AaHHbIX KIMHUYECKOW KapTWHbI U
MPOBEAEHHbIX UCCMNEeAoBaHWi Bbin NocTaBneH AMarHos:
MITT.

Mocne Bepudumkaumm puarHosa pebeHky bbina
MHMLMMPOBaHa cneumdmyeckas MoOHOTEpanus nponpa-
HonornoM (PP) B nose 2 Mr/kr/cyT, KoTopas B TeueHue

PucyHok 2

MPT opraHoB rpynHon KneTku 1 BpioLLHOM nonocTy,
KOpOHapHas npoekums, T2-B3BeLLeHHOe nsobpaskeHve
(T2-BW), FatSat (c nogasneHnem xupa)

B MArkvx TKaHax NpaBomn akcunnapHon obnacTtv v weu onpe-
AensieTcs MHUIbTPaTUBHOE 06pPa30BaHUE C BbICOKWM CHUr-
HanoM (cuHsas cTpenika). OTMeuyeHa HEOHOPOAHas CTPYKTYpa
NapeHXMMbl ceneseHku (entas cTpenka)

Figure 2

Magnetic resonance imaging (MRI) of the chest and
abdomen, coronal view, T2 weighted image (T2WI),
FatSat (fat suppression technique)

An infiltrative formation with a high signal in the soft tissues of
the right axillary region and the soft tissues of the neck (blue
arrow). Heterogeneous structure of the spleen parenchyma
(yellow arrow)
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PucyHok 3

KT opraHoB bpIOLLIHOM NOMOCTK, aKCHasnibHasa NPOeKLUMs;
BEHO3Has hasa

B ceneseHke onpenenaAlTcAa MHOXXeCTBEeHHbIe NaTonorun-
YecKune ovaru, cnabo HaKanmBalolme KOHTpacT [CMHF!H
CTPerika), B MOMKENy[NOUHOMN Kerne3e — MHOKECTBEHHbIE
rmnogeHcuBHbIE OYaru, cnabo HaKkanmealolwue KoOHTpacT
(skenTas cTpesika)

Figure 3

A computed tomography (CT) scan of the abdomen, axial
view, venous phase

Multiple pathological foci with low contrast accumulation in the
spleen (blue arrow), multiple hypodense foci with low contrast
accumulation in the pancreas (yellow arrow)

PucyHok 4

MPT opraHoB 6pioLLHOM NONOCTU, aKCHUanbHas NPOeK-
ums, T2-BW, FatSat (c nogasneHnem mupa)
HeogHopoaHas CTPYKTypa NapeHxmMbl cereseHku (skenrtas
CTpesika) 1 nogskesynoyHom skenesbl (CuHss cTpesika) ¢ chop-
MUPOBaHNWEM KUCTO3HbIX BKITIOYEHUI

Figure 4

MRI of the abdomen, axial view, T2WI, FatSat (fat
suppression technique)

Heterogeneous structure of the spleen parenchyma (yellow
arrow) and pancreas (blue arrow), with cystic inclusions

2 Mec He nokasana cBoen 3(PGEKTUBHOCTH, B CBA3M C
ueM Bbifia HasHaueHa KOMBUHMPOBaHHAS NOMUXMMUOTE-
panus (MXT) B 06beme:

1. MeTpoHoMHas Tepanus (MT): umknodocdaH B
nose 50 mr/M?/cyT (cymmapHo 750 Mr/M?) B TeyeHue
14 gHeit + BuHBMAcTMH B no3e 1 Mr/M? 3 pasa B Hefenio
(cyMmapHo 6 Mr/m?);

PucyHok 5

MPT no3BoHOuYHWKa, caruTTanbHas npoekums, T2-BU,
FatSat (c nopasneH1eM xupa)

OnpepnensioTca HapyLUeHWsi CTPYKTYpPbI FPYAUHbI C NPU3Ha-
KaMu OKDYKaIOLLEN MArKOTKaHHOM MHDMbTpaLmm (skenTas
CTpeJ'IKa], naTosiornyeckne UsMeHeHusa Ten rpyaHbiX no3BOH-
KOB (CUHMe CTpenku)

Figure 5

MRI of the spine, sagittal view, T2WI, FatSat (with fat
suppressionﬁJ

Changes of the sternal structure, infiltration of the surrounding
soft tissues (yellow arrow), pathological changes in the bodies
of the thoracic vertebrae (blue arrows)

PucyHok 6

KT kocTew Ta3a, HaTuBHas pa3a, KOpoHapHas MPoeK-
ums

HabsiofaloTcs y4acTKin MHOKECTBEHHOrO Pa3peskeHus n
YNNOTHEHMA KOCTel Tasa

Figure 6

CT scan of the pelvic bones, native phase, coronal view
Multiple regions of rarefaction and compaction of the pelvic
bones

2. JlunocomanbHaa d¢opMa pokcopybuuuHa
(«Kenukc») B nose 45 Mr/M? ¢ KpaTHOCTbi0 1 pas B
28 nHen.

Bcero 6bir10 nposeneHo 6 kypcos MT u 6 BBeneHui
nmnocoMarbHon hopMbl fokcopybuumHa.

Cneumndunueckas Tepanusi nposogunack Ha doHe
COMPOBOAMTENBHOIA:
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PucyHok 7

A — MHOTOUWCIIEHHbIE LLEeNeBUAHbIE aHACTOMO3MpYioLLMe cocyapl B AepMe. OKpacka reMaTOKCUMMHOM U 303WHOM,
x 100; b — B npocBeTe COCyn0B ONPeaensanTcsa NanunsispHble SHEOTeNWanbHble CTPYKTYpbl. OKpacka reMaTokCumn-
HOM 1 303MHOM, x 350; B — akcnpeccusi nogonnaHuHa B 3HpoTenuu, x 100

Figure 7

A — numerous slit-like anastomosing vessels in the dermis. Hematoxylin and eosin (H&E) staining, x 100; b — papillary
endothelial structures in the vessel lumens. H&E staining, x 350; B — podoplanin expression in endothelium, x 100
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PucyHok 8

INokanbHble kMuHWYeckue nposereHna MIT B opuHamu-
Ke (NepenHAs NOBEPXHOCTb MPYAHOM KNeTku). Bropuu-
Hble YYaCTKM rMnepnurMeHTaumMm Ha MecTe nepBUYHbIX
NATHUCTO-Nanyne3HbIx 06pa3oBaHuii

Figure 8

Local clinical manifestation of MLT in dynamics (anterior
surface of the chest). Secondary hyperpigmentation at
the site of primary maculopapular lesions

1. 3amecTuTenbHaa TpaHcdy3nOHHaA Tepanus
(spuTpoLMTHas B3BECH, CBEKE3AMOPOMEHHasA Nna3Ma/
KpuonpeumnuTat);

2. AHTUDMBpUHONUTMYECKas Tepanus (TpaHekcam/
amMuHokanpoHoBas kucrota (AKK));

3. AHanbreTuyeckas Tepanus (Tpaman/mopdnH).

Mocne 2 kypcoB MXT 6bin OCTUrHYT MOMHbLIN
remMaTonorMyeckuii OTBET C BOCCTAHOBIIEHMEM MOKa-
3aTeneit reMorpammbl (TpomboumnTbl 338 x 10%/m) u
koarynorpammbl (dubpuroren 1,89 r/n, O-Oumep
373 Hr/mn). KpoMe Toro, oTMeyeHa nosioxkuTenbHas
KIIMHUMYeCKas OMHaMWKa B BUAE KyMUpPOBaHWS OTeka B
06r1acTu rpynHom KneTky (OCHOBHBIX 04YaroB M3MEeHEeHWIA
Ha Kose), BOMEeBOro 1 reMopparMyeckoro CUHAPOMOB,
BKITIOYAs KeNyAOYHO-KULLIEYHbIE KPOBOTEYEHMWS; Ha
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PucyHok 9

MPT rpynHon KneTku, KopoHapHast npoekums, T2-BU,
FatSat (c nopasnexveM xupa

OcTaTouHble NPU3HAKK NATONOrMYECKOro obpa3oBaHnus
NPaBoi aKCUMAPHOM 0BIaCTU M MAMKMX TKaHel weu (cuHss
cTperka)

Figure 9

MRI of the chest, coronal view, T2WI, FatSat (fat
suppression technique)

Residual signs of the pathological formation of the right axillary
region and soft tissues of the neck (blue arrow)

MEeCTe «reMOopparnyeCcKnx> y3erKoB — BTOPUYHas runep-
nurMenTauus (pucyHok 8).

Mo paHHbIM MPT opraHoB rpygHON KMeTKu K
BptoLLHOM NonocTu nocne npoBefeHHbIX 4 Kypcos MXT
0TMeuvaeTCsa NONoKUTESIbHas AMHaMUKa B BUIE!

— COKpallleHns pasMepoB M Konunyectsa obpaso-
BaHWIA B MAMKMX TKaHSAX rPyaHON KneTku (pucyHok 9);

— HOpMarnusaumn pasMepoB MEYEHW, CEeSIe3EHKU U
nogsKenynouHoit skenesbl (pucyHok 10) ¢ coxpaHeHueM
WX HEOOQHOPOAHOCTM 33 CUET MHOMECTBEHHbIX MEMKNX
FMNEPUHTEHCUBHBIX BKMIOYeHUA Ha T2-BU n T2-FatSat;

— HopManu3auwu pasmepos J1Y.

OpHakKo COXpaHAITCA M3MEHEHUs CO CTOPOHbI
04aroB crneundMiyecKoro MOPasKeHNst KOCTHBIX CTPYKTYP
(pucyrok 11).
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PucyHok 10

A — MPT BpioLHOM NONOCTM, akcuanbHas npoekums, T1-BW, apTepuanbHas dasa ckaHupoBaHnus; b — KT 6pioLuHoit
MOM0CTU, aKcHasibHas NPoeKUus, apTepuanbHas dpasa CKaHUPOBaHUsA
B nuHaMuke oTMeuaeTcs pe3koe yMeHbLLleHne pa3MepoB Cene3eHKn ()KeJ'ITaH CTpeJ‘IKa], a TaKXXe BOCCTaHOBJ1IeHne HOpMaJ‘IbHOVI

napeHXxmnMbl nonmenynouHoﬁ Xesesbl [CMHHH CTPEJ'IKa]

Figure 10
A — MRI of the abdomen, axial view, T1WI, arterial phase; B — CT scan of the abdomen, axial view, arterial phase
A marked reduction in spleen size (yellow arrow) and a restoration of the normal pancreatic parenchyma (blue arrow) in the dynamics

PucyHok 11

A — MPT no3BoHOYHUKA, caruTTanbHas npoekums, T2-BU; b — KT no3BoHOYHKMKA, caruTTanbHas peKOHCTPYKUMS,

BeHO3Has has3a CKaHMPOBaHWSA

CoxpaHsieTc 0CTaTOUHOE HapyLUeHWe CTPYKTYPbI FPYAMHbI, OfHaKO yke 6e3 MPU3HaKOB OKPYXKaloLLel MArKOTKaHHOW MHAUnbTpa-
umnm (enTas cTperika), NnaTonornyeckue M3MeHeHUs Tesl FPyaHbIX MO3BOHKOB (CHHME CTPerKu)

Figure 11

A — MRI of the spine, sagittal view, T2WI; b — CT of the spine, sagittal reconstruction, venous phase
Residual changes of the sternal structure with no infiltration of the surrounding soft tissues (yellow arrow), pathological changes in the

bodies of the thoracic vertebrae (blue arrows)

OBCYXXIEHUE PE3YJIbTATOB UCCITELOBAHUA

CyLuecTByeT psifL Lpyrux COCyaMCTbiX 3aboneBaHui,
XapaKTepuayloLwnxca MynbTUdOKanbHbIM Nopaxe-
HWEeM KOXMU C npe3eHTauuell B HeoHaTanbHoM nepuoane/
paHHeM Bo3pacTe. OHM npepncTaBneHbl B Tabnumue. 3Tu
MaTONMOrMYecKme COCTOAHUS LOJKHbI (DOPMUPOBaThb
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onddepeHLManbHO-AMarHoCTUYECKUIA PSR NPy Nofo-
3peHun Ha MJT. HecMOTpA Ha HEKOTOPYIO CXOMKEeCTb
KIMHWUYECKMX NPOSIBMIEHWN, KaxOas U3 HUX UMEeT CBOM
0COBEHHOCTH, HO FNaBHbIM OTIMUMEM ITUX COCYAU-
CTbIX @aHOManun ABNAETCA OTCYTCTBME remMartosioru-
YEeCKUX OCITOKHEHUW, @ MMEHHO TpoMmbouuToneHun
n KoarynonaTtum notpebnexusa. OgHako Heobxogumo
OTMETUTb, UTO 3a4acTylo BEHO3Hble MafbopMauum
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Tabnuua

MyrnbTudoKanbHble cocyamucTble aHoManum [1]

Table

Multifocal vascular abnormalities [1]

3aboneBaHue Tun cocyaucTon aHoManum UcTouHukm
Disease Type of vascular anomaly Sources
HeoHaTanbHbI reMaHrmomMaTos MHdbaHTUNbHbIE reMaHr oMbl [14]
Neonatal hemangiomatosis Infantile hemangiomas

CMHOPOM CMHEro pe3nHOBOrO My3bIpHOro Hesyca (CuHLpoM BuHa) BeHo3Hble ManbchopMaLmm [15]
Blue rubber bleb nevus syndrome (Bean syndrome) Venous malformations
MynbTudpoKasbHble (ayTOCOMHO-LOMUHAHTHbIE) FIIOMyBEHO3HbIe
MarbhopMaLmm (rIoMaHrMoMmbi) BeHo3Hble ManbdopMaLmnm ¢ FIOMYCHbIMU KeTKaMm [16, 17]

Multifocal (autosomal dominant) glomuvenous malformations
(glomangiomas)

Venous malformations with glomus cells

CuHppom Madhdbyuun
Maffucci syndrome

BeHo3Hble ManbdopMaLm U BEpeTEHOKETOYHbIE
reMaHrmoMmbl [18]
Venous malformations and spindle-cell hemangiomas

HacnepncteBeHHas reMopparuvyeckas TefneaHrusKkTasusa

ApTeproBeHO3HbIE ManbhopMaLnK, PacLUMPEHHbIe

i i : ; apTepuosbl U BEHYbI [19-21]
AECR A R A G L R e Arteriovenous malformations, dilated arterioles and venules

- _ 5 LlepebpanbHble kKanunnsapHO-BEHO3HbIE ManbhopMaLmy,
Cemefikibie (ayTOCOMHO-LOMUHaHTHbIE) KOXHO-MO3rOBbIe MHOrAa B COYETAHUN C KOKHBIMU FUMMNEPKepaTOTUYECKUMU
CE TGP © Ll KanumnnapHO-BEHO3HbIMM MafbdopMaLIMAMA [22, 23]
Familial (autosomal dominant) cerebrocutaneous capillary ] p ' pmauy ) ) ’
TrElTTERETE Cerebral capillary-venous malformations, sometimes combined with

cutaneous hyperkeratotic capillary-venous malformations

CeMeliHble (ayTOCOMHO-AOMUHAHTHbIE) MyrbTUGDOKATIbHbIE
CINU3NCTO-KOXHble BEHO3HbIE MarnbhopMaLmm BeHo3Hble ManbchopMaLmm [24. 25]

Familial (autosomal dominant) multifocal mucocutaneous venous
malformations

MOryT COMPOBOMXAATLCHA Nerkon TpombounToneHuewn
W He3HauWTenbHbIM NOBbILLEHWEM YPOBHA [1-[nmepa,
KOCBEHHO YKasblBalOLLMX Ha Hannume TPOMBOTUUECKUX
OCIIOKHEHUI, a enesoneULMTHAsS aHEMUS MOKET
BbITb NPOSIBNIEHUEM MOPAMEHUS CM3UCTON 060M10UKM
JKKT.

He cywecTyeT cTtaHnapToB neveHus MI1T. Momumo
COMPOBOAMTENBHON Tepanuu, KOTopasi BKITlouaeT B cebs
TPaHCY3NOHHYI0, B HacTOsILLEEe BPEMSI MPUMEHSIETCS
LLIMPOKMIA CNEKTP JIEKAPCTBEHHbIX NPEnapaTos, B YacT-
HOCTU rioKokopTuKocTepouabl (TKC), BUHKPUCTUH
(Ver), Tanunomua, PP, AKK, oktpeotua, 6esauusymab u
panamMuumH. OueHnTb 3(PPEKTUBHOCTL KAAOIr0 U3 HUX
He NMPeAcTaBnseTCs BO3MOXHBIM, Tak Kak peyb MAeT o
EOMHUYHbBIX ClyYasix NPUMEHEHWs1 3TUX MpenapaTos B
BMLE MOHOTEPANUKU UNN B COCTaBE KOMDUHMPOBAHHOM
Tepanuu.

MMetoTcst coobLUEHNUA PasfUUHBIX KIIMHUYECKUX
otBeToB Yy nauuneHTos ¢ MINT Ha [KC B MOHOpeuMe nnm
B COYeTaHuu ¢ TanuaommaoM, Ver [26-31] nnu uktepde-
poHoM anbdha. KombuHaums TKC ¢ 3TuMmn npenapatamu
NpVMBOAMUT B BONMBLUMHCTBE CIyYyaeB K MpeKpaLleHuio
NneroyHoro KposoTeueHus [27]. AHanoruuHblit
3P EKT — NMPAKTUYECKU MOSTHOE paspeLLeHune NIerouHbIX
0YaroB W reMopparvuyeckoro cuHppoma (nerouyHbie
KpOBOTEYEeHUs, KpoBoTeuerus B LUIHC) — Bbin onucaH
npu npuMereHnn TKC B kombBuHaumm ¢ PP n AKK [5,
71. OpHako uMeloTCs NPoTMBOpeUMBbIE CO0bLLeHNs 06
OTCYTCTBMM UNK HepnocTaTouHoM oTeeTe Ha IKC B Bupe
MoHoTepanuu [1, 30] unu B KoMbuHaumm ¢ Ver [28] B
OTHOLLEHUW SKENMYLOYHO-KULLIEYHbIX KPOBOTEYEHUN W
MPU 3KCTEHCMBHOM MopaskeHnn Koxu [32]. AHanoruuxo
B LPYroM uccrnepoBaHuu onybnvkoBaHo oTcyTCTBME
abdekTa KC Ha sKM3HEeYyrpoxaloLLee KenynoYHO-Ku-
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Venous malformations

LUeYHOe KpOBOTEYEHWe, KOTOpoe YCMNeLwHO yAaanoch
KynupoBaTb BesaunayMaboMm [30]. EauHMUHbIN crydail
KOMBUHMpOoBaHHOM Tepanuu AKK ¢ OKTpeoTuaoM Takxke
He nokasan 3ddekTa B OTHOLUEHUW KYNUpPOBaHWA
KESYLOUYHO-KMLLIEYHbIX KpoBoTeueHuit [32]. Mpu aTom
ecTb coobweHne 06 achdekTnBHOCTM TanmMaomMmnaa,
Tepanua KOTOPbIM MpuUBENa K KynupoBaHWIO Xeny-
AOYHO-KMLLUEYHbIX KPOBOTEYEHUN M OYarOB Ha KOXe
[32].

HeonHo3HauHble pes3ynbTaTbl MOJIyYeHbl Mpu
neyenun MINT uHrmbutopom mTOR panamMuuMHOM,
KOTOPbI B YAaCTHOCTM YMEHbLUAET YPOBEHb COCYANCTOr0
3HpoTenuansHoro daktopa D — kniouesoro nuMdaH-
rMoreHHoro doaktopa, ABnAsach 3hPeKTUBHLIM npena-
paToM MpW NEYEHUM MHOTMX KOMMIEKCHBIX COCYAUCTBIX
aHoManuit [33]. B HekoTopbix nybnvkaumsx [26, 34, 35]
€CTb COODBLLEHNA O XOPOLLEM OTBETE B BUAE COKPALLEHMS
OMaMeTpa 04YaroB B MapeHXMMaTO3HbIX OpraHax: Mnoykax,
nedyeHn u nerkux [3, 26], a TakKe KyNMpoBaHUS sKeny-
AOYHO-KULLIEYHBIX KPOBOTEYEHWIA, KOTOPbIE Habnlopanuch
yepes 1-4 Hep OT Havana Tepanuu panamuurHoOM. boino
TaK¥Ke OMMCcaHo ynyulleHne reMaTonornyeckmx rnokasa-
Teneit Ha choHe Tepanuu faHHbIM npenapaTtom [3, 28].
UT0 e KacaeTcsa KOXHbIX NposiBneHui 3abonesanus, a
TaKXKe NIMTUYECKNX 0YaroB B KOCTAX, TO OTBET BECbMa
COMHUTENbHBINA. ONUCAHO UX YBENIMYEHUE, HECMOTPS
Ha yfnyJlleHne racTPO3HTEPOSIOrMYECKUX CUMMTOMOB
[3, 5, 35].

NmetoLwuneca HeMHOrouucrieHHble coobueHus,
Kacawowmeca neyeHua MJIT, cBupeTenbCTBYIOT O
Bonbwen adpdpekTnBHoCTM M BesonacHocTU pana-
MULMHA [axe y NauMeHTOB paHHero Bo3pacTa
MO CPaBHEHWMI0O C [APYrMMM NeKapCTBEHHbIMU
npenapaTamu.
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3AKITIOYEHUE

Mpowno nouytn fOBa [EeCATUNETUA C MOMEHTA
nepBoro onucaHua 3abonesaHusa. K HacToAlWweMy
BPEMEHMN OMpEAEneHbl YETKME KPUTEPUM, TEM HEe MeHee
amarHo3 MJT ABNAETCS UCKITIOYMTENBHO CII0MKHBIM Kak C
KIIMHWUYECKON, TaK U C FMUCTONOrMYECKOW TOUKN 3PEHMS.
PepkocTb 3aboneBaHusi, a Takke HEeMOCTOSIHHAas COBO-
KYMHOCTb KIMMHUYECKUX CUMNTOMOB He BCeraa aenaioT
OMarHo3 o4yeBMAHbIM, 6E3YCIOBHO, BO BCEX Cly4vasx
HeobxoamMMa ructonoruyeckas sepudpmkaumsa [10-12,
36]. NeueHne oueHb CrosHoe, TpebyeT MynbTULMCLM-
MnnHapHoro nopxoda. B HacTosLee Bpems, Mo faHHbIM
NUTepaTypbl, LEHTParbHOe MECTO 3aHUMAET panaMuLmMH —
nHrnbmutop mTOR, KOTOpbIA NPeacTaBnAETCS HEKUM
YHMBEpCanbHbIM NpenapaToM Npu feveHnn BonbLnH-
CTBa COCYAMCTbIX aHOMasWN.

B npencTaBneHHOM e HaMW KITMHUYECKOM Cryyae
BbIM BOCTUIHYT KIMHUKO-reMaToNornyecknin oTeBeT B
BUOE BOCCTAHOBIIEHWSI BCEX MOKa3aTeNlei reMorpammsl
W Koarynorpammbl, a TakKe KynupoBaHWA sKenyaoy-
HO-KWLLEYHOr0 KPOBOTEYEHUS, YMEHbLUeHns obbema
OCHOBHOIO Oyara B MAMKUX TKaHAX FPYLHON KMETKU U
HWBENTMPOBAHMSA 0YaroB B MapeHXMMaTO3HbIX OpraHax
(cenesenka, nogsenynoyHas xenesa) B pesynbraTe
npoBefeHHON KOMBUHMpPOBaHHON MeTpoHOMHON MMXT
C MCMONb30BaHWEM NMMNOCOMarnbHONW POpMbl LOKCO-

pybumHa. OanHas Tepanusa npu MJIT 6bina npuMeHeHa
BMepBble W MoKa3ana CBOI0 He TofIbko Be3onacHoCTb,
HO 1 BbICOKYI0 3hPeKTUBHOCTb. LLlecTuMecauHbIn Kypc
Tepanuu Nos3BONUA [OCTUYL BLICTPOro remMaTonoru-
ueckoro (uepes 2 Mec OT Hauana feyeHns) U KIMHK-
ueckoro (4epes 6 Mec OT Hayana Tepanuu) OTBETOB C
COXpaHeHNeM CTOWKOro MPOJOKUTENbHOro adpdhexTa.
Ha MOMeHT HanucaHus cTaTbu nepuop HabniopeHus
cocTasnseT 7 net. BosMoxHO, adhheKTUBHOCTb AaHHOM
CXEMbI Tepanuun He ABNSETCA ClyyvaliHON, a NpeacTas-
nsieT cobon 3aKOHOMepHbIM hakT 3PHEKTUBHOIO
BO3[ENCTBMSA B YaCTHOCTM NMNOCOManbHoW QopMbl
pokcopybuumHa Ha MMMdaTUYECKUIA KOMMOHEHT COCYy-
omcTon aHoManuu. besycnoeHo, TpebyeTcs fanbHelilee
uccrnenoBaHue s NOHMMaHUA ONTUManbHOW ANUTENb-
HOCTW Tepanuu B LiensiX AOCTUXKEHWUA AOSTOCPOYHOrOo
nporHo3a. TeM He MeHee He UCKIIoYeHo, uTo BynayLiee
3a TapreTHoW Tepanuen, kotopast ByneTt oueBmaHa nocne
BbIABJIEHUSI MOJTEKYNAPHbIX MEXaHU3MOB pa3BUTUSA
AaHHoro 3abonesaHus.

UCTOYHUK ®UHAHCUPOBAHUA
He ykasaH.

KOH®JITUKT MHTEPECOB
ABTOpbI CTaTbi MOATBEPAMIU OTCYTCTBME KOHDNIMKTA MHTEPECOB, O
KOTOPOM HeobXxoanMo CooBLLNTB.
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