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BocnanutenbHas Mrodrnbpobriactuyeckas onyxosb (BMO) neuenn — kpaiiHe peakuii BUG OMyXOSieBoro
MOPaeHWs MeYeHn y feTelr paHHero Bo3pacTa. B HacTosLLe cTaTbe MPeACcTaBNeH KITMHUYECKWIA Chy-
uait pa3suTus BMO neuenm y peberka 11 MecsLeB ¢ BbISBIEHHbIM XUMEpPHbIM TpaHCKpUnToM TPM3exé/
ALKex20. MNpuBeaeHbl COBPEMEHHbIE JaHHble O KNMHUYECKON KapTuHe 3aboneBaHus, rMCTONOrMYeCcKmnX
1 MOMNeKyNSAPHO-TeHETUYECKMX XapaKTEPUCTUKaX OMyxonu, amdpdepeHLmanbHoN aMarHoCcTuKe obbem-
HbIx 0Bpa30BaHMil NeYeHN B 3aBUCHMOCTM OT YPOBHSA anbda-cheTonpoTenHa, NpuHumMnax neyenns BMO,
OCHOBaHHble Ha 0630pe Hay4HOW NUTEpaTypbl, BKIOYas AaHHble 06 achdekTMBHOCTU MHrnbuTopos ALK.
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Case report of the inflammatory myofibroblastic tumor
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The inflammatory myofibroblastic tumor (IMT) is an extremely rare type of liver tumors in young children. This article presents
a clinical case of the development of IMT of the liver in 11-month-old child with the detected chimeric TPM3ex6 / ALKex20
transcript. State-of-the-art data on the clinical presentation of IMT, histological and molecular genetic characteristics of the
tumor, differential diagnosis of hepatic masses depending on the level of alpha-fetoprotein, the principles of treatment of IMT,
based on a review of the scientific literature, including data on the effectiveness of ALK inhibitors are described.
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xonb (BMO) — pemkwit BML OMyXOMnM [ETCKOro

BO3pacTa, XapaKTepusyIoLLMINCS NMPOMEXYTOUHbIM
BuonormyecknuM NoTeHUManoMm, nog KOTOpbIM MOHWMMa-
0T BO3MOXHOCTb PasBUTWUSA OTAANEHHbIX METacTa3oB
MeHee ueM y 5% naumeHTos [1]. B cBAsM ¢ penkocTbio
3abofieBaHNA OTCYTCTBYIOT Kakvue-nnbo anugemuonoru-
Yeckue faHHble 0 yacToTe BcTpeyaemoctn BMO B no-
nynsaumun. BMO MoryT BCTpeuaTbcs BO BCeX BO3PACTHbIX
rpynnax, oT HeOHaTanbHOro NePUOAa [0 JIUL, MOKMIIOro
BO3pacTa W nopaskatb fioboit opraH [2, 3]. B 3asucuMo-
CTV OT aHaTOMWYECKOW fokanusaumun BMO TpagmumoHHo
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pasnensioT Ha NieroyHble U BHenerouHble doopMbl [4].
Mpn 3TOM MOpaseHWe ferkuMx valle BCTpevaeTcs Y
B3POCIbIX MaUMEHTOB, TOrAA KaK BHeNeroyHas no-
Kanusauusi sBnsieTcs bonee xapakTepHoW Lns OeTen
[2]. TopameHMe nedyeHn paccMaTpUBaETCA KaKk pef-
kast nokanusaumst BMO. Tak, B KpynHOM MCCneaoBaHum
C.M. Coffin n coaBsT. cpean 84 aKcTpanyfbMOHApPHbIX
dhopm BMO Tonbko 7 (8%) cryyaes npuxoamnnock Ha no-
Kanmsaumio npouecca B nevexu [2].

BoisiBneHve obbeMHoOro obpa3oBaHus MeyeHu y
[eTen paHHero BospacTa TpebyeT npoBepeHus audd-
dhepeHuUManbHoM AMarHOCTUKM C OPYrvMU MEPBUYHBIMMI



KITIMHUWYECKWUE HABNIOAEHUA

ONyXONIAIMK MEYEHN U METACTaTUUECKUM MOPaEHNEM
[aHHOrO opraHa npu 3roKayecTBEHHbIX HOBoObpa3oBa-
HUsAX. CnepyeT OTMETUTb, UTO PaHHsAA AMarHocTuka BMO
MeYeHN MOKeT MpencTaBnATb TPYAHOCTW B CUIly AMU-
TeSIbHO CYLLECTBYIOLLMX HECMEUMUYECKUX CUMNTOMOB
¥ OTCYTCTBUSA NaTOrHOMOHWYHBIX NMPU3HAKOB NPY KIMHU-
KO-MHCTPYMEHTanbHOM obcnenoBaHuu.

Llenib HacToALes nybimKkaumy — onucaHne KImHm-
yeckoro cnyyasi pa3suTtusa BMO neuenun y peberka paH-
HEero Bo3pacTa W aHanu3 NINTepaTypHbIX LaHHbIX.

OnucaHune KJIMHNYECKOro cny4as

[NeBouka, 11 mec., noctynuna 8 HMWL| peTtckoit re-
MaTOMOrMM, OHKOMOTUWM U MMMYHOMOrMK WM. [MuTpus
Porauesa Munsgpasa Poccun (nanee — HMULL [rON)
B CBfA3M C BbIsiBfIEHHbIM 06 beMHbIM 0Bpa3oBaHneM neye-
HU C Lenbio BepudimnkaLmm anarHo3a u neyeHus.

M3 aHaMHe3a u13HM M3BECTHO, YTO pebeHok poamn-
CA OT yeTBepTON BepeMeHHOCTW, TPEeTbMX CaMOCTOoA-
TenbHbIX pofoB. bepemMeHHocTb npoTekana 6e3 ocobeH-
HocTew. Popbl B cpok, Ha 40-1 Hepene. Macca Tena npu
poskaeHun — 3640 r; pocT — 52 cM. OueHka no LwKane
Anrap — 9/10 6annos. [lo BospacTa 2 Hefesflb pebeHok
HaxOQMIICA Ha eCTeCTBEHHOM BCKapMnvBaHuu. Mpodou-
NaKTUYECKMe NPUBMBKM NMPOBOAMIIUCH COTMTACHO HaLMo-
HanbHOMY KaneHAapIo BaKLMHALWMN.

B Bo3pacTte 10 Mec. oTMeUYeHO MosiBNeHUe Mpu3Ha-
koB Becnokonctsa. lpyM ocMoTpe MeguaTpoM Manbna-
TOPHO BbISIBfIEHA renaToMerasnus.

MaumeHTka rocnuTanuavpoBaHa B CTauMoHap Mo
MEeCTy kuTenbcTBa. [10 AaHHbIM 0BCneaoBaHus, BbISB-
NeHbl NpM3HaknM obbeMHOro obpasoBaHus NpaBoin [onu
neyeHn B MNPOEKUMW 5H—6-T0 CErMeHTOB, pPa3MepoM
7,8x8,0x 6,0 cM (06bem 196 cM®), HopMarnbHble 3Have-
HWs anbda-dheTonpoTtenHa (ADIT).

PebeHOK KOHCYNbTMPOBaH OHKOMOMOM MO MecTy
mutenbctBa. C Uenblo rucTonornyeckon sepudnka-
UMM OMarHosa pekomeHnfoBaHa 6uorncus obpasoBaHus.
B cTaunoHape no MecTy UTeNbCTBA ABaXAbl BbIMOMHE-
Ha YpecKOoXHas ToncTouronbHas buoncus obpasoBaHus
neyeHun. MCToOMOMMYecKass KapTMHa COOTBETCTBOBasa
OMyXofIM Me3eHXVMasIbHOV NMPUPOLbl, OOHAKO OKOHYa-
TeslbHO BEPUMLMPOBATH ANArHO3 Ha OCHOBaHWM MONy-
YEHHOro MaTepuasna He NPeAcTaBANoCh BO3MOXHBIM.

PebeHok 6bin1 HanpaeneH B HMUL, IOV um. OMutpua
Porayesa. Npu rocnutanusaumm B MOMEHT NOCTYMNSIEHUA
obpallano Ha cebs BHUMaHWe yBenuyeHue B pa3Mepax
»uBoTa. pn nanbnauum B NpaBon MOSIOBUHE BPIOLLHOM
MONoCTM ONpPeaensanoch NnoTHoe, besbonesHeHHoe, He-
cMelLaemMoe obpasoBaHue. [leueHb BbicTynana Ha 8 cM
13-nof kpasi pebepHoii oyru o cpenHe-KIMoUMYHOM IMHUK.

B KMMHWYECKOM aHammse KpoBWM OTMEYEHO CHU-
sKeHWe ypoBHsa remornobuHa (Hb) po 87 r/n (Hopma 95—
140 r/n); B BUOXMMUYECKOM aHann3e KPoBW BCE MOKa-
3aTenun oCTaBanucb B Npeaenax AONnyCTUMbIX 3HAYEHWN.

MpoBeneHo onpefeneHne YpOBHA  OHKOMapke-
poB: A®I — 39,38 Hr/mn (Hopma 0,8-87 [5]), HelpoH-
cneumdmueckan eHonasa (HCE) — 34,56 Hr/mn (Hopma
< 16,3 Hr/Mn), XOpPUOHUYECKUIA FOHAAOTPOMNMUH YenoBeKa
(6eTta-Xry) menee 1,2 MME/mn (Hopma 0-3 MME/Mn),
dheppuTuH cbiBopoTkM 41,2 Mkr/n (Hopma 6—80 Mkr/n).
bbino oTMeuyeHo noBbileHne ypoBHS C-peakTUBHOMO
benka (CPB) B cbiBopoTKe KpoBu o 61 mr/n (Hopma
0-5 Mr/n). MNpwv nccnenoBaHUy NOMYMALMM UMMYHOTTIO-
BynMHOB BbISBIEHO HE3HAUMTESIbHOE MOBbILLEHWE 3Ha-
uenws 1gG — no 13,9 r/n (Hopma 3,2-12,8 r/n).

Mo paHHbIM  NPOBEAEHHOW  MyMNbTUCMIMPArbHOM
KOMMbIOTEPHON TOMOrpadun opraHoB BpIOLLHOW MOMo-
ct1 (MCKT OBI1) ¢ BHYTPMBEHHBIM KOHTPACTHbLIM YCU-

PucyHok 1

MCKT-kapTuHa MHoroysnosoro obpa3oBaHWs MeyeHW pa3mMepoM
7,5x 7,9 x 8,6 cM (06beM — 266 cM?), pacrnonaraiowerocs B npo-
eKUMKn 5—6-ro CerMeHToB; B CTPYKType obpa3oBaHua BU3yanusu-

pYIOTCA MHOrOUYMCTEHHbIE KallbLMHATBI, TUMOAEHCUBHbIE YUACTKN B
ueHTpasnbHbix oTaenax (A — kopoHanbHas npoekums, B — carut-
TafibHas npoewuus)

Pediatric Hematology/Oncology and Immunopathology
2018 | Vol. 17 | Ne 3 | 93-102



NeHneM BbISIBMEHO MHOroysnoBoe obpa3oBaHue neye-
HU pasmepoM 7,5 X 7,9 x 8,6 cM (0bbeM — 266 cm?),
pacnonarapLlleecs B MNPOEKUMM b5—6-T0 CErMeHTOB
(pucyHok 1). QObBpasoBaHMe WMENO HEOOHOPOLHYIO
CTPYKTYPY 3@ CUET HanMuMsi MHOTOUUCIIEHHbIX KasbLin-
HaTOB, @ TaKe 3a CYeT HafIMumus rMnNoLEeHCUBHBIX yyYacT-
KOB B LIEHTparbHbIX OTAeNax, KOTOpble MOrfN COOTBET-
CTBOBaTb 30HaM Hekposa. B obnactu kancynbl neyexu
BU3Yyan13npoBanucb eAMHUYHbIE MUMAATUUECKNE Y3Tbl,
MX MaKCUMarnbHbIM pa3dmep cocTasun 12 Mm. B kauecTse
HaXO[KX MPU BbINOSIHEHUM WCCNEfOoBaHWUsA ObIO BbISB-
NIEHO YABOEHME YalleYHO-FI0XaHOYHOW CUCTeMbl 0Benx
noyekx.

PucyHok 2

MarHutHo-pe3oHaHcHas ToMorpadus: B 6—7-M cermeHTax npaBom
AONV NeYyeHn onpefenseTcs MHOroysfioBoe onyxosieBoe obpaso-
BaHWe HemnpaBuiIbHOW (DOPMbl C HEYETKUMU, HEPOBHbBIMU KOHTYpa-
MU, pasMepoM [0 7 X 7,7 x 7,5 cM (obbeM — 211 cm?); B obnactu
BOPOT NeYeHu onpefenseTca yBenunyeHHble nuMmdatnyeckmne yanol
C TeHOeHuMenh K hOPMMPOBaHMIO KOHINIOMEPATOB, MaKCHUMarbHbIN
pasmep — [0 2 CM. B npunexallen K neyeHn knetyaTke BU3yanu-
3UPYIOTCA MHOMKECTBEHHble NIMMdaTUYECKMe y3nbl; HanbomnbLUnin —
KHU3Y OT nedyeHu, AMamMmeTpom [o 2 cM (A — KopoHarbHasi NPoeKLUms,
B - carutTanbHas npoekuus)
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YuutbiBaa fokanusaumio npouecca, pebeHky Bbl-
MoSfIHeHa MarHUTHO-pe3oHaHcHas Tomorpadms (MPT)
C BBefeHMeM crneundnyecKkoro remaToTPornHOro KOH-
TpacTHOro mnpenapata — rafoKCeTOBOM KucmoTbl. [lo
pesynbTataM MpPOBEOEHHOr0 WCCREefoBaHWs B 6—7-M
CErMeHTax NpaBov [OSN NEYEHU OMNpenensnocb MHOMo-
y31noBoe onyxofieBoe obpasoBaHue HenpaswnbHoM dhop-
Mbl C HEYETKMMU, HEPOBHbLIMU KOHTYPaMu, pasMepoMm Ao
7,0x 7,7 x 7,5 cM (06bem — 211 cm®). Mpu nposeneHnn
OVMHaMWYECKOr0 KOHTPAcTMPOBaHWS XapakTep pacnpe-
[efleHna napamarHeTvka B Oonbluei cTeneHu cooT-
BETCTBOBAJI OMyxosieBoMy obpasosaHuio (pucyHok 2).
B obnacTv BOpOT meyeHn onpenensnucb yBeMYEHHbIE
nuMdraTyeckune yanbl C TeHAeHUMen K hopM1poBaHMIo
KOHIr1OMepaToB.

Mpu yneTpassykosoit fonnneporpacoum (Y3AI) B 06b-
eMHOM 00pa30BaHWV OMPeaensamcb eauHUYHbIe COCYAbI,
B CBSAI3M C YEM HeSb3s1 BbI10 UCKIII0UYMTL COCYAUCThIN Xa-
pakTep obpa3oBaHus. B BOpoTax neyeHu BbIABAANUCH
eOMHUYHbIe MMMdaTNYeCKue y3nbl pasMepoM Ao 11 mMm.

MpnHMMas BO BHUMaHWe faHHble MPOBEAEHHbIX Na-
BopaTopHbIX M MHCTPYMEHTasbHbIX UCCIIefoBaHWiA, Be-
pucbuumpoBaTb reHe3 0bpasoBaHusA He NPeACcTaBNANIOChH
BO3MOXHbIM. ObpasoBaHue 0bfagano npusHakamu Kak
COCYOMCTOM Omyxonu (HakomnneHWe KoHTpacTa B Be-
HO3Hyl0 hady Ha MCKT ¢ anuTenbHbIM BbiBedeHWeM),
Tak W MPU3HaKaMu 3M0KayYeCcTBEHHOro HoBoobpasoBsa-
Hus (3HO). MpuHATO pelleHre O NPOBEAEHUN OTKPbITOM
Buoncun obpasoBaHWA MeYeHn C Lenbio rucTonoruye-
CKOI BepudonkaLumm npotecca.

[nAa cHWKeHWs pucka pasBUTUA MHTpaonepauu-
OHHOIO KPOBOTEYEHUs NMPOBEAEHa aHrmorpadusa C 3H-
LOBAaCKYNAPHOWA OKKMIO3Wen nuTalowmx cocynoB. Ha
crefyioLme cyTku bbirio BbIMOTHEHO OMepaTUBHOE BMe-
LIaTebCTBO B 06beMe MUHMIanapoToMum, broncmm ob-
pa3oBaHWs NpaBov [0NM NeyveHun. bruoncus permoHapHbIx
MM aTUYECKMX Y3108 B BUAY UX CIIOKHOMO aHaTOMUye-
CKOr0 pacnonoeHns He nposoaunacsk. Mocneonepaum-
OHHbIV MEPVOA NPOTEKan riagko.

MpM TrMCTONOMMYECKOM WCCMEAOBaHUM MaKpPOCKO-
MUYeckn onpepensanacb COMMAHasA OMyxosb, YaCTUYHO
NoKpbITast nObPO3HOM Kancynon.

MWKpOCKOMMYeCcKn Onyxofb MNpefcTasnana  co-
B0 HeonmnacTUYECKylo TKaHb, COCTOSILLYIO M3 Monew
N KOPOTKMX MyYKOB BEPETEHOBWAHBIX WM BbITAHYTHIX
KINEeTOK CO CPefHWM SAEepHO-LMTOMIa3MaTUyeckuM Cco-
OTHOLLEHWeM. fnpa MOHOMOPOHbIE, OBOMAHON CPOPMBI,
cofepsKanu TOHKOAUCNEPCHBIN XPOMATUH U 1-2 Mefkmx
Agpbiwka. LUputonnasma amdmdmnbHas ¢ MeTaxpomasm-
el npu okpacke no MNm3e. Obpalano Ha cebs BHUMaHKe
HanmMume rycToro KNeTo4Horo ooHa U3 3/IEMEHTOB MPO-
LBYKTUBHOMO BOCManeHns. MUToTMyecKast akTUBHOCTb He
onpenensnack (pucyHok 3).

VIMMYHOrMCTOXMMUYECKM KNETKM OMyXOfn NO3NTMB-
Hbl K aHTuTenam SMA, ALKultra, oyarosble No3nTuBHbIE
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PucyHok 3

Mukpockonuueckoe onucaHue: HeonnacTU4yeckast TKaHb COCTO-
WT M3 MOMEeR U KOPOTKUX MYyYKOB BEPETEHOBUAHbBIX UMK BbITAHY-
TbIX KNETOK CO CPefHUM sAepHO-LMTOMNNasMaTUyeckKUM COOTHO-
weHneM. ObpallaeT Ha cebsi BHUMaHWe ryCTOM KNeToUHbIN DOH U3
3rIeMeHTOB NMPOAYKTUBHOrO Bocnanewus (A — okpacka I3, x 40);
AApa MOHOMOPMHbIe, 0BOMAHON (HOPMbI, COAEPKAT TOHKOAMCNEPC-
HbIi XpoMaTuH M 1-2 Menkux agpsilwka (B — okpacka M3, x 200);
uutonnasma amdudunbHas ¢ MeTaxpomasuein npu okpacke no
['MM3e; MUTOTMYECKas aKTUBHOCTb He onpepenseTcs

AT

o
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C et 3
iR

peakumn oTMeueHbl ¢ aHTMTenamu Desmin, PCK AE1/
AE3, CD138. lNponudepaTnBHasi akTMBHOCTb MO YpPOB-
Hio akcnpeccun Kié7 coctasnsana 20%. CTouMT oTMETUTD,
yTo npu nposeaeHun UIMX nccnepoBaHWst ¢ aHTUTENOM
ALK (D5F3) — peakums oTpuuaTeribHas.

Mpy UMTOreHeTMYECKOM MWCCMefoBaHUM METOLOM
chnoopecueHTon rnbpuamsaumnm in situ (FISH) peapaH-
MPOBKM reHa ALK BbisiBNieHo He Bbino. Npu nposepne-
HUM CPaBHUTENbHON 3K30MHOM aKcnpeccun 5° 1 3’ KoH-
uos reHa ALK obHapyseHa ero HecbanaHcuposaHHas
akcnpeccusi. [lpu NpoBeAeHUr NONMMEpasHoW LenHowm
peakumu ¢ obpatHoi TpaHckpunumnen (OT-MLUP) Ha n3-
BECTHble XVWMEepHbIE TPAHCKPWUMTbI BbISBIEH XUMEPHbIN
TpaHckpunT TPM3ex6/ALKex20 (nccneposaHue npose-
neHo B HMUL, onkonorun um. H.H. MeTpoBa B pamMkax
MEKUHCTUTYTCKOM NPOrpaMMbl COTPYAHNYECTBa).

TakvuM obBpas3oM, Ha OCHOBaHUM JaHHbIX NPOBeLEH-
HbIX WCCRefoBaHWi bbil YCTaHOBMEH OKOHYaTeNbHbIN
OMarHo3: BocnanuTenbHasa Muodnbpobnactnyeckas
OMyX0Jb NPaBoM [osu nevenm (6~7-i cermeHTbl). Hecba-
naHcupoBaHHas 3kcripeccust reHa ALK, PHK-TpaHc-
Kpunt TPM3ex6/ALKex20.

PucyHok 4
BHewwHuit Bug BMO nevenn nocne nanapotomun (A) n Mobunusa-
umu (B) (nHTpaonepaumnoHHas doTtorpadus)

B paMkax MeXMHCTUTYTCKOW MporpaMmbl COTPYA-
HWUYeCTBa MO fIeUEHUIO AETEN C OMyXONAMU MEYeHU na-
LUMEHTKa nepesefeHa B OTAENEHWEe nepecagky MneyeHu
PHLX nmeHn akapemuka B.B. MNeTpoBckoro, roe en bbina
BbIMOJSIHEHA OMnepaums B 06beMe NpaBOCTOPOHHEW FreMu-
renaTaKkToOMUKM C pesekumnen cermenTa Vb, xoneumcTak-
TOMWW, yaaneHus napaHedpanbHOW KfeTyaTku crnpasa
N pesekuun bonbLUOro canbHUKa. VIHTpaonepaumoHHas
PEeBMU3NA BbISBAMIA HAanMUME BbIPAKEHHOIO CMaeyvyHoro
PucyHok 5
dTan auccekummn  351eMeHTOoB I'Ie‘-leHO‘-IHO-D,BeHaD,LI,aTMI'IepCTHOVI
CBA3KM C pasferibHoi Mobunusauveinn npasoit 3agHeit (KpacHas

Leparka) u npasoit nepenHeil (skentas aepxarka) BeTsei BOPOT-
HOM BeHbl (MHTpaonepaunoHHas doTorpadms)
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npoLecca ¢ BoBfieYeHreM BosbLLOro cafbHWKa, MPaBon
AONW MEYEeHN C UCXOAALMM U3 Hee obbeMHbiM obpa-
30BaHWEM, METENb TOHKOMO KULUEYHWKA M MOMepeyHom
obopoyHon Kuwkn. O6beMHoe obpas3oBaHMe MneyeHu
MIOTHO3M1ACTUYECKON KOHCUCTEHLMM MMESI0 HEepPOBHYIO
MOBEPXHOCTb C BbIPAsKEHHOW U TPYOHO KOHTPONMPYEMON
Onddy3HON KOHTAKTHOM KPOBOTOUMBOCTBIO U pacrnona-
ranoco B npoekuun cermenTos IVb, V, VI n vactuuxo VIII
(pucyHok 4).

Mocne pesekumm bonbLIOrO CanbHVKa U pasneneHus
Crnaek C NeTsMU KULLEeYHUKa BbINOSIHEHa MObMM3aumm
€0MHbIM DFTIOKOM MpaBOM [OMM MEYEHW C OMyXOsblo M
npaBoi napaHeddpanbHON KNEeTYaTKoON, Ha KOTOPYIO OHa
pacnpocTpaHanack. BeinonHeHa ovcceKkuus 3neMeHToB
MeYeHOYHO-ABEHaLATUMEPCTHOM CBA3KM C NepeBsi3KOM
MpaBoi MEeYeHOYHON apTeEpWU U pa3fenibHOW MepeBsi3-
KOW NpaBblX NepefHen u 3afHel BETBEN BOPOTHOM BEHbI
(pucyHok 5).

Mocne cocyaucton <«peadbdpepeHTaummn> npason
0OSIM MEeYEeHN C OMyXOrnblo BbIMOMHEHa Mobunusauus
MO3aAMMNeYeHOYHOr0 OTAENa HUXKHEN MOMON BEHbI C MO-
crenoBaTesibHbIM KIMMUMPOBaHWEM W/Unu NpoLIuBaHWeM
KOPOTKMX KOMMYHWKAHTHbIX MEYEHOYHbIX BEH U MEPeBsi3-

PucyHok 6
Bup onepauuoHHOM paHbl Mocne papukanbHoro ypanewus BMO

PucyHok 7
3Tan 6annoHHOR aHrMoNNacTUKU U CTEHTUPOBAHWS BOPOTHOW BEeHbI
(uHTpaonepaunoHHas peHTreHorpamma)

—

lleft Ventricle 15 fpg
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KO NpaBoi Ne4yeHOYHOM BeHbl. PasneneHne napeHxuMsl
BbIMOSTHEHO C MPUMEHEHNEM MOHO- 1 BUNONAPHOW 3MeK-
Tpokoarynsumu. 0bbeM onepaTMBHOIO BMeLLATENbCTBA:
MPaBOCTOPOHHSA FEMUIENaTIKTOMMS, paclUMpeHHas 3a
cyeT pesekuun cermenTa Vb, xoneunctakTomus, yna-
neHve napaHedpanbHON KMeTYaTKU CrnpaBa, pes3ekums
BonbLuoro canbHuka (pucyHok 6). MpomossKUTENbHOCTL
BMeLuaTenbcTBa — 360 MUH; 06bEM MHTPaonepaLMoHHON
kposonoTepu — 200 mn; 3akcTybupoBaHa uepes 14 ua-
COB Mocfie OKOH4YaHWsi onepaumn. CTpaxoBouHble Ape-
HaXu ypaneHsl kK 13-M cyTkam nocrneonepauyoHHOro
nepvopa. YOJSIMHEHVWE CPOKOB [PEeHUpOBaHWS OpioLLHON
nonocT oByCnoBMNEHO KPaTKOBPEMEHHbIM HanmuuveM
MPUMECH XKenun B paHeBOM OTAenseMoM. BbinncaHa n3
CTaumoHapa Ha 17-e cyTku nocne onepauum ¢ HopMarb-
HbIMK N1abopaToOpHBIMU NOKa3aTenAMK OYHKLMM NeYeHn
W YNbTPa3BYKOBbIMU XapaKTEPUCTMKaMM MEYEHOYHOro
KPOBOTOKaA.

YunTblBas papuKasibHbIi XapakTep OnepaTuBHOMO
BMeLLaTenbCcTBa, cneunduyeckas Tepanus He NpPoBO-
AMnach, NauneHT Bbin oCTaBMneH Nof AMHAMUYECKUM Ha-
BniogeHnem.

B TeuyeHne BTOpOro ropa HabniogeHUs OTMEYEHO
NOSIBNEHWE W HapacTaHue N1abopaTopHbIX M UHCTPYMEH-
TarnbHbIX MPW3HAKOB MOPTASIbHOW rUMepTeH3uM, oby-
CMOBMEHHOW hopMUpOBaHMEM CTEHO3a B 06N1acTu yCTbs
NeBoi BOpPOTHOM BeHbl. Yepes 20 Mec. nocne onepauuu
MaumMeHTKe BbINOSIHEHa BannoHHas aHruomnacTvka u
CTEHTMPOBaHWe BOPOTHOW BeHbI (pUCYHOK 7).

Mo paHHbIM 0BBEKTMBHBLIX MeToAoB 0bcrnenoBaHus,
OTMEYeHa MONoMXUTeNbHasA AMHAMUKa B BUOE HOPMasn-
3aLMN KONMMYECTBEHHOMO 3HaYeHUs TPOMBOLIMTOB, YMEHb-
LUEHUA pa3MepoB CENe3eHKM, YTO CBUAETENbCTBOBAMO O
KYMUMPOBaHWUM MPU3HAKOB MOPTanbHON MMNepTeH3NM.

Mpy KoHTpoOMbHOM ambynaTopHoM obcrienoBaHuy,
yepes 34 Mec. nocne pesekumn n 14 mec. nocne cTeH-
TUPOBAHMA BOPOTHOM BEHbI, Y NMaLMEHTKN He BbIABIEHO
MPW3HAKOB peLnanBa ONyxonu v reMOANHaMUYECKN 3Ha-
UMMbIX NPOSIBMIEHNI MOPTaSIbHON MMNEePTEH3UN.

OBCYXXIEHUE PE3YJIbTATOB JIEYEHUA

OnucaHHbIM criyyan MNAICTPUPYET BO3MOXHOCTb
pa3suTusi BMO penkoii nokanusauum y pebeHka nepeoro
FOAa KM3HW, CITOKHOCTU B MOCTAHOBKE AMarHo3a v noa-
XOMAbl K TEPANUM [LaHHOI0 BUAA OMyXOfM MpW JIoKanu3a-
LMW MpoLiecca B NeyeHu.

CnepmyeT OTMETWUTb, YTO ANA OETEN MepBOro roga
*un3un BMO paccmaTpuBaeTCsi Kak KpalHe pepkoe co-
BoiTe. [OaHHble 0 yacToTe BcTpeyaemocTn BMO B pet-
CKOM MONynsiLUMM OTCYTCTBYIOT. [10 AaHHBIM KPYMHbIX UC-
CrefoBaHWi NMoKa3aHo, YTo BHeneroyHsle cpopmbl BMO
BCTpeYaloTCsi MPEVMMYLLIECTBEHHO Y JeTe B BO3pacTe A0
10 neT »n3HW, OQHAKO MedMaHa BO3pacTa Ha MOMEHT
MOCTaHOBKM aMarHosa coctasnset 5,0-9,7 ner [6, 7.




KITIMHUWYECKWUE HABNIOAEHUA

Kak oTMeueHo BbilLie, B AETCKON nonynsaumm npeob-
napaloT BHeneroyHble doopmbl BMO, Ha fomio KOTopbIxX
npuxoamtcst oo 70% Bcex criydaes [7], npu 3ToM nep-
BOE MEeCTO M0 YacToTe MopaskeHUs 3aHMMaeT bpioluHas
nonocTb. TUNMYHO BOBMEYeHWe B Mnpouecc bonbLioro
canbHWKa, BPbIXENKM TONCTON U TOHKON KULLIKK, enya-
ka [2].

BMO neuyenu Bnepsble Bbina onucaHa B 1953 ropy
[8]. Tuctonornueckn onyxonb npeacTasnseT coboil
COYeTaHVe BEPETEHOKETOYHOrO KOMMOHEHTa B OKpYy-
YKEHWUUN KIETOK BOCMAaNMUTeNbHOro MHApMbTpaTa — nnas-
MaTUYECKME KIIETKWU, 303MHODUMbI, HENTPOCHMIIbHbIE
NEeNKoUmnTbl. BaHO 0TMETUTb, YTO 0COBEHHOCTM rUCTO-
nornyeckov kaptuHbl BMO nernm B 0CHOBY CyLLECTBO-
BaHWs1 B Hay4yHOW NnuTepaType DOMbLIOrO KONMYecTBa
TepMWHOB, 0603HaYalOLLMX OAWH U TOT Ke npouecc, YTo
B CBOIO OYepefb NPMBENO K TEPMUHOSIOMMYECKON NyTa-
HULE M 3aTPYOHEHWIO B CUCTEMATUMUYECKOM HAKOMIEHUN
MHpopMaumMn 0 OaHHOM BMAe onyxonu. Mctopuyecku
Hanbonee 4acTo UCNONb30BaNIN TEPMUH «BOCMANUTENb-
Has MCeBOOOMYX0sib>», OFHAKO ceropHa obLienpusHaH
TepmuH «BMO» [4].

B 6onbLumHcTBE cnyyaeB uHcpopMaumsa o BMO ne-
YEHW OrpaHMyYeHa ONMCaHUAMU OTLENbHbIX CITyYaeB MIm
HeBonbluMMK rpynnamMu nauneHTos [9-11].

B o063ope nutepaTypbl, MOCBSILLEHHOM BOCNanu-
TeslbHbIM MCEBAOOMYXOMNAM MeYeHn, aBTopbl 0606LLmMNKM
nHdopMaumio 0 215 KIAMHWMYECKMX cryyasx 3abone-
BaHWs1 y AeTel 1 B3pocnbIx 3a nepuop ¢ 1975 no 2009
roa [9]. Mo-BMaMMOMy, B YacTu Criydyaes peyb He Lusa
06 UCTMHHOM HeomnacTUYeckoM npouecce. B KpynHoM
peTpocneKkTMBHOM wuccnenoBanun G. Torzilli v coasrT.
MoKa3aHo, 4To YacToTa BcTpeyaemocT BMO — 3 (0,7%)
cnyvas Ha 403 maumeHTa, KOTOpPbIM MPOBOAMIN Onepa-
TYBHOE BMELLATeSIbCTBO MO NOBOAY Hanuumst 06 beMHOro
obpaszoBaHua neyeHu. BonblIMHCTBO onMcaHHbiXx BMO
NeYeHn UMenn CTPYKTYPY eMHUYHOMO CONMMAHOro obpa-
30BaHus, Hanbonee 4acTo NTOKaNM3ysACh B NPaBoM fose
neuenn [10]. B nutepaType onucaHbl Takxe Crydyau
MyNbTUCOKaNIbHOr0 MOPaXeHUsA MEYEHN Y NaLMEHTOB C
BMO [10].

S. Nagarajan v coaBT. BbisiBUNK 35 cryyaes passu-
™1 BMO neyenn y peTei, onmcaHHbIX B MeXLYHapOLHOW
nutepatype 3a nepuog ¢ 1971 no 2008 ron. Bospact
nauMeHTOB BapbupoBas OT 3 Mec. [0 15 neT npu paBHOM
COOTHOLLIEHUM MasIbUMKOB K AeBoukaM [12].

3tvonorms BMO pnuTenbHoe Bpems ocTaBanacb
HeAcHoW. K aTuonornyeckum paktopaM passBuUTUA
BMO uctopuueckn oTHOCWUAWN pasfivyHble MHADEKLIMOH-
Hble areHTbl, TPaBMbl, UIMMYHOCYMPECCHBHYIO Tepanuio,
BKJIIOYas WHTEpecHble HabniogeHns opMUpoBaHus
onyxonu y peuunuentos TFCK [4]. CywecTeoBano He-
CKOJIbKO Teopuin npoucxoxaeHuss BMO neueHun, Hambo-
nee LUMPOKO LMTUPyeMol Bbifla TeOpuUs pas3BUTUS BOC-
nanuTesibHbIX W3MEHEeHWN B OTBET Ha MPOHWKHOBEHWE

MWKPOOPraHW3MOB B MapeHXMMy MeYeHn Yyepes cUCTEMyY
BOPOTHOM BEHbl C DOPMMPOBaHMEM 0BMTEPUPYIOLLIErO
chnebuta n rpaHynembl [9, 13]. Takwxe cyulecTsoBana
ayTOMMMYHHas Teopusi BO3HUKHOBEHUSt BMO, Takas Kak
IgG4-accounmnpoBaHHbI  CKIEPO3UPYIOLLMIA  XOMaHMUT,
MpW KOTOPOM OMUCbIBanach MHAUIbTPALMUA NapeHXUMbI
opraHa |gG4-no3nTUBHLIMM MNa3MaTUYECKMMU KNETKaMm
un T-numcpoumtamu [14]. B HacTosLLee BpeMs oKa3aHo,
yTo BMO — onyxonb ¢ NPOMEXyTOUYHbIM BUMONOrnyeckuM
MOTEHUMANoM, YTO MOATBEPNKAAET BbISBIIEHUE HECMY-
YalHbIX XPOMOCOMHbIX aHOManwuin, B NePBYI0 OYepenb C
BoBneueHueM reqa ALK [1, 4].

Knunnyeckune nposiernenna npu BMO Hecneundony-
Hbl W XapaKTepu3yloTCsH HanuunmeM obLUMX CMMMTOMOB
BOCManuTeNbHOWM aKTUBHOCTU, MHTOKCMKaLMK, BoneBoro
CUHOpOMa, NMXOPapKoMW, MoTepei Macchl Tena; 3ava-
CTYIO MOKET UMETb MECTO ASIMTENbHOE MHAONIEHTHOE Te-
YeHwue. XapaKTepHO pa3BuUTME aHEMUYECKOrO CMHOPOMa,
KOTOPbI MOMET Yy [ileTell paHHero Bo3pacTta bbiTb nep-
BbIM MposiBrieHneM 3abonesanus [3]. AHanus 35 cnyua-
eB BMO neueHnn y neTeit nokasarn, uto Hanbornee yacTblii
CUMMTOM MPU JaHHON JI0Kan13aLmm onyxonu — JIMXopag-
Ka (40%), Toraa Kak Apyrve KOHCTUTYUMOHASbHBIE CUM-
NTOMbI, BKJTIOYas aHOPEKCMIO, CHUMKEHMe MacCbl Tena,
HOYHble MOTbI, BbIABNAIN MeHee YyeM Yy 20% naumeHToB.
CUMNTOMbI CO CTOPOHbI XENYyA0YHO-KULLIEYHOrO TPaKTa
Bbinv npeactasneHbl 6onamu B wusoTe (43%), Hanu-
uveM nasnbnupyemMoro obbemHoro obpasosanus (28%),
pBoTOi 1 onapeen (14%). B 23% crnyyaes oTMevanacb
wentyxa [12]. Y onucaHHOro HaMu nauueHTa criyyai-
HO BbISIBIIEHHAas NpW 0CMOTpe no nosofy BecrnokoincTea
pebeHKa rematomeranua ABMsnacb OOHWM U3 MEpPBbIX
nposiBneHunin 3aboneBaHus, NO3BONMBLLUMX 3aNOLO3PUTb
TeueHWe HeomnacTUYECKOro npoLecca.

MepBuuHas puarHoctuka BMO 6e3 ructonoruue-
CKOM BepuhuKaLuMM HEBO3MONHA B BUAY OTCYTCTBMWS
cneundpmyeckmx nabopaTopHbIX W UHCTPYMEHTambHbIX
MapkepoB [3, 4]. B psge cnydaes y nauneHtos ¢ BMO
OMMCaHO MOBbILLEHWE MapKEPOB BOCMANMUTENbHOMO OT-
BeTa (neiikoumTtos, CPB, COJ, cheppuTiH); Npu nokanu-
3auUuMy npouecca B MeYeHn 3a CYET MexaHW4eckomn 06-
CTPYKLMM SKEMUHbIX NyTEN M hOPMUPOBaHMS CUHAPOMA
XonecTasa BO3MOXHO MOBbILLEHWE aKTUBHOCTW hep-
MeHTOB (anaHuMHamuHocTpaHcdepasbl — AT, acnapTa-
TaMuHoTpacHdepasbl — ACT, wenoyHon gochatassl —
L), runepbunupybuHemMus 3a cueT nNpsMoii opakLmm,
runeprvnuoeMuns. B onucaHun KnmMHUYecKoro cryyas
T. Ogawa v coaBT. BCTPETUIOCH YOMUHaHWeE, YTO Mpw
BMO MoskeT HabriopaTbCA MOBbILLEHWE YPOBHA OHKO-
Mapkepa — Cancer Antigen 19-9 (CA 19-9), oaHako, Kak
M3BECTHO, [aHHbIN Mapkep HecneumdumueH ana BMO u
XapaKTepeH onsa pspa nobpokayecTBeHHbIX 3abonesa-
HWi1 renaTobunnapHoi cuctemsl [15].

B avddepeHumanbHoin auarHoctuke Hawbonee
YacToW OMyXosiM MeyeHn AETCKOro Bo3pacTa — renato-
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BnacToMbl MOXET UrpaThb POSib NOBbILLEHNE YPOBHSA arb-
tha-petonpoTenHa (ADI) B KpOBK, UTO He XapaKTepHO
ons BMO, opHako criegyeT NOMHWUTL — Y MaLMeHTOB paH-
Hero Bo3pacTa BbiCOkMe 3HauyeHusi ADIT mMoryT MmeTb
chusnonoruueckuit xapakrtep [5, 16]. B rabnumue npen-
cTaBneH audpcpbepeHLmManbHbii gMarHo3 obpasoBaHuii
MeyeHn B 3aBUCUMOCTM OT Bo3pacTa 1 ypoBHs AP [16].
Papnonornyeckne MeToabl MCCefoBaHWs, Takue
kak MCKT, MPT, ynbTpassykoBoe uccrenosatue (Y3M)
HE UMeloT CneundUYecKnx XapakTepUCTVK B OTHOLLEe-
Hum BMO. Mo paHHbIM MCKT ¢ BHYTPUBEHHBIM KOHTpa-
ctuposannem BMO MoxeT MMeTb KapTuHy rMnoBacKy-
NApPHOro obpas3oBaHMA 3a CYET Hanuuus B CTPYKType
onyxonu hMBpO3HOM TKaHW, a TaKKe CXOXYI0 KapTUHY
017 METacTaTUYeCKOro MOPasKeHUs MeYeHU U XonaH-
rMoKapLUMHOMbI (MocnedHsas He XapakTepHa Ans LeTCKo-
ro sospacta) [17]. MPT cBugeTensCTBYeT 0 Hanmuuu
FMMOVHTEHCUBHOIO CUrHanma Ha T1-B3BELUEHHbIX M30-
BpaxeHUsX C YyMEPEHHbIM WK BbICOKUM (FUMepUHTEH-
CMBHbIM) curHanoM Ha T2 [9]. Takum obpasom, amddpe-
PeHuUMarnbHas AMarHoCTVKa [aHHOro BMAA OMyXofen oT
OPYrMX 04YaroBbIX MOPasKeHUN MeyeHn He MOosKeT BbiTb
OCHOBaHa Ha pesynbTaTax BU3yanM3aLnoHHbIX METOL0B
nccnenoBaHus. 3a4acTylo peHTreHoMorMyeckas KapTu-
Ha MOKeT BbITb CXOa C LerbiM PAAOM APYrvX 3roKaye-
CTBEHHbIX M [OBpOKayecTBEHHbIX 0Bpa30BaHMn NeYeHw,
TakUX Kak renatobnactoma, XonaHrokapLmMHoOMa, M-
doMa, MeTacTaTUyeckne onyxonu, abeueccol v ap.
Haww paHHble cBupoeTenbcTBYIOT O ToM, 4yTo BMO
LOMKHa BbITb BKMOYeHa B andhchbepeHLmansHo-anarHo-
CTUYECKMWIA PAL Y NaLMEHTOB C BbISBMEHHbIM 0bpasoBa-
HWeM neyeHmn, 0COBEHHO B Criyvae HanMunsa KIMHUYECKNX
CMMMTOMOB ¥ TabopaTopHbIX MapKepOB BOCMANUTENbHO-
ro oTBETA. Y OMMCAHHOMO HaMW NauueHTa no gaHHbIM KT
1 MPT oTMeuanocb Hanuuue yBennYeHHbIX numdpatnye-
CKMX Yy3110B B 06n1acTv BOPOT MeYeHMu, YTo 3acTaBnsaso

Tabnunua

LOyMaTb O BO3SMOMHOWM 3M10KAYeCTBEHHOW MpMpone npo-
Lecca. 3HaueHna ADI cooTBeTcTBOBaNM pediepeHTHbIM
ons peberka 11 Mec., UTO B COUETAHWUU C AaHHBIMU BU3Y-
anu3aLUMOHHbIX METOA0B MCCNefoBaHNSA YCKOPUIIO Mpu-
HATVE peLLeHns o NpoBeaeHun broncum onyxonu.

Kak nopuepkHyTO Bbillie, OCHOBHOW MeTO[, NO3BO-
nAWYN BepunumMpoBaTb AMarHo3, — rucTonornye-
ckoe wuccneposaHue. [puHMMas BO BHMMaHWe Hamu-
yme pasfMYHbIX FMCTOMOrMYECKMX NAaTTEPHOB, C LEMblO
KOPPEKTHON BepudMKaLMK [MarHo3a pekoMeHpyeTcs
obs3aTenibHoe MpOBENEHNE WUMMYHOTMCTOXMMUYECKOrO
nccnenoBaHus. K MMMYHOrMCTOXMMUYECKUM XapaKTe-
pucTrkam BMO oTHOCKTCS HamMumne 3KCMpPeccun Lesoro
psina MapKepoB MbILLEYHON NMHUK AndepeHLMPOBKM:
rnanKoMblLeyHbli akTuH (Smooth Muscle Actine), Mbl-
LeyHo-creundomyeckuii aktuH (Muscle-specific actin),
Hecmun (Desmin), Uutokepatun (Cytokeratin), BuMen-
TuH (Vimentin), Toroa kak S100, CD21 n MuornobuH B
BonbluMHCTBe cryyaes HeraTueHbl [18]. XapakTepHa, HO
He naTorHoMoHunyHa nns BMO akcnpeccusi ALK.

Bbino  Mpenno)keHo HECKOMbKO  Kraccudukaumi
BMO neueHun, oCcHOBaHHbIX Ha OCOBEHHOCTAX FUCTOSO-
rMYeckon KapTuHbl. A. Someren v coasT. B 1978 ropy
BbIOENIUNM TPU TUCTONOMMYECKUX TWMA: KCaHTOrpaHy-
NeMaTO3HbIN, MNAa3MOKMNETOYUHbIA FPaHyNeMaTo3HbIN U
CcKneposvpytowmin [19].

B 2001 ropy S.L. Lee v coaBT., OCHOBbIBasiCb Ha
OMMCaHHbIX paHee crydyassx BMO neuenun (74 naumen-
Ta), NPeLnoXuUIM Mopdronornieckyio KraccudmkaLmio
OaHHoro Bupa obpasoBaHuid, 6asupyloLLyloca Ha Ha-
NMYAN €OMHUYHBIX UMM MHOMECTBEHHbIX y3rmoB. Tun 1
NpeacTaBeH €AMHUYHBIM KPYMHbIM COMUAHBIM Y310M,
MMEIOLLIMM XapaKTEPHYIO PEHTrEHONIOMMYECKYI0 KapTu-
HY 3@ CYeT HanMuusa LLeHTPasibHO PacrofIOXEHHON 30HbI
HeKposa. Tun 2 NpeAcTaBiieH MHOKECTBEHHbIMM y3Mamm
HebosbLIOro pasmepa, TPYAHO AnddepeHuLMpyeMbiMm

ﬂVICbeSPEHLlMaﬂbHaﬂ AWarHoCTUKa OHYXO.Heﬁ neyeHu B 3aBUCUMOCTU OT BO3pacTa U YPOBHSA Aol

[umtaTa no Brugieres ¢ BOMNONHEHUSAMY

BospacT, Adll
net B Npepeniax BO3pacTHOM HOPMbI

B npepenax 10-10* Hr/mn

L A®T > 10* Hr/mn

3nokayecTBeHHas paﬁnomnHaﬂ onyxosb

Pabnomuocapkoma emMaHrnoma
0-3 "'eMaHrvoma MeseHxuManbHasa ramaptToMa ['enaTobnactoma
MeseHxnManbHas ramapToMa [enaTobnactoma
BocnanutensbHas muogpmbpobnactudeckas onyxosb
Pabnomunocapkoma
3MbpuroHanbHas capkoMa neYyeHu ['enaTobnactoma
3-10 MeseHx1MarnbHas ramapToMa MeseHx1MarnbHas ramapToMa Mepexoable (transitional) omyxonu neyexu

3nokayecTBeHHasa pabaovaHas onyxonb
BocnanuternbHas mmoghnbpobriacTnyeckas onyxorb

[enaTouennionspHas KapumHoMa

®urbponaMennapHbIi BapuaHT
renaToLenonApHOA KapLUHOMbI
3MbproHanbHas capkoMa neyeHu
dokanbHas HoaynapHas runepnnasus
AneHoMa
BocnanutenbHaa mmoghnbpobrnactnyeckas ornyxosb

10-15

MepexoaHbie (transitional)

TenaTouennionsapHas KapuuHoMa

Mepexoatble (transitional) onyxonu neyexu

onyxonu nevyexHn
rel'laTDLLeﬂﬂlOﬂHpHaﬂ KapuuHoMa
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OT MeTacTaTUYeCKMX 04aros Npu APYyryx 3noKa4yecTBeH-
HbIX HoBOOOpa3oBaHusx [20]. Y mauueHTa, onmMcaHHOro
B HacTosiLLel paboTe, onyxonb XxapakTepu3oBanacbh Ha-
NIMYMEM KPYMHOIO CONMMEHOr0 0Bbpa3oBaHua C y4acTKOM
LIeHTPanibHOro HEKPO3a, YTO COOTBETCTBYET TuMy 1 Mo
Lee.

B uccnepnosaHum Y. Zen v coasT. (2007) 6bina npep-
noXeHa HoBas cucteMa knaccudpmkaumm BMO neuenn.
CornacHo paHHOW Knaccudoukaumu Bbinv BbiLEneHsbl
OBa TWUCTOMOMMYECKUX Tuna: nuMdoniaaMoLmTapHbIi
n chubporncTmoumTapHbii Tunbl. dubpornctnoumnTap-
HbIX TUN XapakTepusyeTca 0BUIIbHON rMCTUOLMTapPHON
MHpUNbTPaUMen, BKTOYas MEHUCTble Makpodharu umm
MHOrOSIAePHbIE TUraHTCKUe KneTku. Jlumdonnasmoun-
TapHbIN TUM ONPEeAenssnca BOCNaUTeSIbHbIM MPOLIECCOM,
HanmnumeM  NMMAONIa3MOLUMTapHON  MHGMNbTPaLMK.
Hanuuve BocnanutenbHOro MHdMNbTpaTa B COYETaHUM
CO CTpoMasbHbIM onbposom ¢ nponudpepaumen cnbpo-
BnacToB onuMcaHo nMpu 0BOMX FUCTONMOrUYECKMX TUnax
[14]. Mpu 3TOM aBTOPbI CKMOHHbI paccMaTpuBaTh SIMM-
dhonnasMoumTapHbIi TUN He Kak UCTMHHYI BMO, a kak
IgG4-accoumnpoBaHHoe 3aborneBaHve.

BaHbIM B MOLTBEPKAEHWM HEOMNMACTUYECKOW NpU-
podbl BMO v BbigeneHnn gaHHoro B1pa onyxonu Kak oT-
LeNbHOM HO30M10rMYecKon hOopMbl MOCAYXMUNW pe3ynb-
TaTbl UMTOreHeTuyeckmx uccnegosaHuin. B 2001 ropy
rpynnon aBTopoB nof pykoBoactBoM C.M. Coffin 6bino
MOKasaHo, 4To B OCHOBe maTtoreHe3a BMO nesxat pea-
PaHKMPOBKM FEHa K1Ha3bl aHaNacTUYeCKoW NMMMAOMBbI
(Anaplastic Lymphoma Kinase — ALK), pacnonaraio-
Lerocs B fokyce 2p23 xpomocomsl. Mpu UMX meTope
nccnenosanna B 50% oTmeueHa akcnpeccus ALK Ha
ypoBHe Bernka. Hambonee uacTo TpaHcrnokauuu reHa
ALK BCTpevaloTCsi Y MauMeHTOB MIafLlero Bo3pacTa
W, KaK NpaBuio, accouumnpoBaHbl ¢ bonee pobpokaue-
CTBEHHbIM TeuenueM [21]. BoiseneHue akcnpeccumn ALK
npu UIMX nccnenosaHum MoXKeT MOMOYb NPU NPOBEAEHNN
onddhepeHLmanbHOn OMarHoCTUKM C OpYruMu BepeTe-
HOKIIeTOYHbIMM Buaamu onyxonei. Hambonee npobnem-
HOM FPYMMON C TOUKM 3PEHUS OMAarHOCTUKM U MeYeHus
B HacTosilee BpeMmst siBnsioTcs ALK-HeratneHble BMO.
TeM He MeHee yrnybrieHHble MOMeEKYNAPHO-reHeTUYe-
CKMe WUCCefoBaHus, NPOBeAeHHbIe B NocneaHne rofbl,
MPOMMAN CBET Ha reHeTUYeckne CobbiTus, nexalumne B
OCHOBE MX pa3BuTua. [lokasaHo, YTo B NaToreHe3e faH-
Horo Buaa BMO nesxaT TpaHCNOKaLWmM TakuX FreHoB, Kak
ROS1, RET, NTRK3, PDGRFb [22-24].

B npenctaBneHHOM B HacTosLLel cTaTbe cryyae y
pebeHka bbina guarHocTMpoBaHa BMO ¢ nepectpoikoin
reHa ALK. Mpu atom akcnpeccua ALK onpepensanach
MWL OfHUM W3 ABYX MCMOSIb30BaHHbIX MOHOKIIOHAMb-
HbIX aHTWTen. Kpome Toro, peapaHxupoBka ALK bbina
BbISIBIEHA METOAOM CPaBHUTESIbHOW 3K30MHOM 3KCNpec-
cumn 5" 1 3’ KoHUoB reHa ALK, ¢ nocnenyiouleit OT-TILP
Ha MW3BECTHbIN XUMEPHbIA TPAHCKPWMT, MO3BOMMBLLKM

BbISIBUTb  XMMepHbIA TpaHcKpunT TPM3exé/ALKex20.
Mpn 3TOM nepecTpoika He onpepensanacb MeTOAOM
FISH. JaHHoe HabniopeHve nopyepkvBaeT Heobxoou-
MOCTb OLIEHKM CTaTyca reHa ALK pasnvuHbiMu mMeTopa-
mu, Brtouas UIMX, FISH, OT-TILIP n cekBeHMpoBaHue Ho-
Boro nokonexus (Next Generation Sequensing — NGS).

Y onuncaHHOro Hamu naumeHTa bbin BbISIBMEH XUMep-
HbIM TpaHCKpUNT TPM3ex6/ALKex20, KOTopbIit SBRsSieTCS
OOHVM M3 Hanbosee 4acTO BbIABMAEMbIX FEHETUYECKMX
coBbITwit Npu gaHHoM Buae onmyxonu [25]. B uccnepo-
BaHun C.M. Lovly v coaBT. n3 37 npoaHanmampoBaHHbIX
o6pasuos BMO nepectponku reHos TPM3 n TPM4 onpe-
penanuck B 6 (16,2%) cnyyasx, B 5 cryyasx onyxonb
nokanusoBanach B pbiskeitke [22].

CTaHpapTu3oBaHHbIX MOAXOLOB K neuveHnio BMO B
HacTosLLee BpeMs He CyLLecTBYeT. «30/10TOV CTaHAapT>
Tepanun BMO — nonHoe Xxupypruyeckoe ypaneHue.
HepapukanbHoe Xupypruyeckoe rneyeHue MoBbiLLa-
€T PUCK PasBUTUA PELMOMBOB NP AAHHOW HO30MOTNK.
B nutepaType onucaHo HebonblLOe KOMMYecTBO Chy-
uaeB BMO nmeueHn c nokanbHbIM peumamBoM/MeTacTa-
TUYECKMM MOpPasKeHNeM Mnocsie NpoBeLeHHON YaCTUYHOM
renatakTomuu [26, 27].

B wccneposanum P.J. Goldsmith w coast. npea-
CTaBfIeHbl pesyfbTaTbl CPaBHEHUS XMPYPrUYecKoro u
KOHCepBaTVMBHOrO MOAXOAOB K Tepanmuu y MNauueHTOB
C BOCManuTeSlbHOM MCEeBROOMyXxonbio neyeHn. B 68%
cnyyasx bbina BbiMofHeHa remurenatakTomus; B 21%
— cerMeTakToMusl. CpaBHeHWe mneTanbHbIX UCXOOOB B
3TVX OBYX Fpynnax He MoKasano 3HauMMOWM pasHuULb
(p>0,05) [9]. B paHHyto rpynny, No-BUAMMOMY, BXOAMITU
MauMeHTbl Kak ¢ ucTuHHon BMO neuyenn, Tak v ¢ opy-
FMMKU COCTOSIHUAIMU, KOTOPbIE TPAKTOBaNIUCh Kak Bocna-
nUTeNbHas NCeBROOMyXO0sb, YTO MO0 0OBACHATL OTBET
OMyXOJSIM Ha KOHCEPBaTWBHYIO, BKIlOYas aHTMbDaKTepu-
anbHylo, Tepanuio. B nccneposanmnn S. Nagarajan v co-
aBT. BOSbLUMHCTBO NaLUMeHTOB AeTCKOro Bo3pacTa (85%)
BblNM NOABEPrHYThI XMPYPruyeckomMy nedenmio [12].

B HayuHOM nuTepaType omucCaHbl pa3nuyHble Ba-
PUaHTbl fleYeHnsl, BKIII0Yas MPUMEHEHUE BbICOKMX [03
rmiokokopTukocTeponaos (MTKC), HecTepouaHbIX NpoTu-
BOBOCManUTeNbHbIX npenapatos (HMBC) u nonuxummo-
Tepanuu, NPeNMyLLECTBEHHO C UCMOMb30BaHMEM KOMBU-
HaUMI Ha oCHOBe foKcopybuumHa u udpocdamuaa [4].
OpHaKo KPYMHBIX KIMHUYECKNX NCCER0BaHUI, KOTOpPbIe
CBMAeTENbCTBOBAMM 06 3(pHEeKTUBHOCTU TEX MMM MHBIX
BWOB NEYEHUs, 4O CUX NMOP He MPOBOAMIN, pe3ynbTaThl
pasnuyYHbiX METOAOB TEPANUM OCHOBbLIBASIMCH Ha onuca-
HUW OTAESbHbIX KNMHUYECKUX criydaes. OnuncaHbl Takxke
cryyau croHTaHHom perpeccuy BMO neyenm [28, 29].

B 2013 ropmy [leTckas oHKOMOrMuyeckasi rpynna
(CLLIA) ony6bnukoBana pesynbTaTbl nepBoi dhasbl UC-
CrnefoBaHWs TapreTHoW Tepanuu wHrubutopom ALK
KPU30TUHWMOOM Yy NaLMEHTOB C OMyXO1SIMU AETCKOMO BO3-
pacTa, UMeloLLMX MyTaluK/TpaHciokaumm reHa ALK, Ko-
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Topble NPOAEMOHCTPMPOBAnu Bnepeble 3PEKTUBHOCTb
KpM30TuHMba y mauneHToB ¢ HepesekTabenbHbiMu BMO
[30]. Bo BTOpOit (hase KIMHWYECKOro WUCCIIefoBaHus,
onybnvkosaHHoi B 2017 rogy, Bbino nokasaHo, YTo ya-
CTOTa 0DbEKTMBHbLIX OTBETOB Ha Tepanuvio B rpynne na-
umeHToB ¢ BMO cocTasuna 86% [31]. OnHako 0CHOBHYIO
npobneMy Ha AaHHbI MOMEHT MPEACTaBNSAIOT HEPE3eK-
TabesnbHble/MeTacTaTyeckune dopmsl BMO, He mMeto-
LUMe TpaHcMoKauui ¢ yyactnem resos ALK unu ROSI.
[ns paHHOM rpynnbl NauMeHTOB CMEKTP TepaneBTuue-
CKUX OMUMUIA OrpaHUYeH.

B onucaHHOM Hamu cnyuyae BepUULIMPOBAHHbIN
nyTeM Buoncun gmarHo3 M aHaTOMUYecKoe pacnosio-
JKEHME OMyXOnu MO3BONWUAM MPOBECTU pafuKanbHOe
XUPYPruyeckoe BMeLLaTenbCTBO, YTO TPAHCIMPOBAoch
B ANUTENbHYI0 Be3PELMaNBHYIO BbISKUBAEMOCTb.
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