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KNMWHUWYECKUWE HABNIOOEHNA
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OCJNIO}KHUBLLUASACA OCTPOU KMLLEYHOW
HEenpPoxXoAMMOCTbIO
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BocnanutenbHas MrodnBpobnacTtuueckas onyxonb (BMO) — penkuit BuiL HOBOOBpa30BaHMIn AETCKO-
ro BO3pacTa, XapaKTepu3yIoLLMINCA MPOMEKYTOYHbIM Bronornyeckum noseneHneM. Eilie pexke naHHas
OMyXO0JSIb OCIIOMKHSIETCS KMLLEYHON HenpoXoaMMOCTbio. B cTaTbe U3nosKeHbl Noaxoabl K AndpdhepeHum-
anbHOM AMarHOCTUKe 1 NleyeHuio naumeHTos ¢ BMO BpioLLHoi NofocTh, ocHoBaHHble Ha 063ope coBpe-
MEHHOM nuTepaTypbl. MpUBEAEHO OMMUCAHWE KITMHUYECKOTO Cryyas Pa3BUTUS OCTPOW KULLEYHON Henpo-
xoomMMmocTu y pebeHka 5 MecsieB ¢ BMO BpbIxeriku KULLIKK.

KnioueBble cnosa: getu, BocrnanutesibHasi MMoghmbpobracTnyeckas oryxorib, Peakue oryxosu,
KuLLeYHas HenpoxoammocTs, ALK.

Inflammatory myofibroblastic tumor of the small bowel mesentery
complicated by the intestinal obstruction

D.Yu. Kachanov, T.V. Shamanskaya, A.M. Suleymanova, N.N. Merkulov, E.V. Feoktistova, S.R. Talypov,
V.Y. Roschin, A.P. Shcherbakov, G.V. Tereschenko, A.N. Kazakova, S.R. Varfolomeeva

National Research Center of Pediatric Hematology, oncology and Immunology named after Dmitry Rogachev, Moscow, Russian Federation

Inflammatory myofibroblastic tumor (IMT) is a rare type of neoplasm in pediatric age group with intermediate biologic behaviour.
Intestinal obstruction is a rare complication of IMT. The article describes the approaches for differential diagnosis and therapy
of patients with intra-abdominal IMT based on the literature review. The case of 5-month-old boy with IMT of the small bowel
mesentery is presented.

Key words: children, inflammatory myofibroblastic tumor, rare tumor, intestinal obstruction, ALK.

ocnanutenbHasa MmodmnbpobnacTuyeckas onyxonb

(BMO) — peqkuit BUA ONyX0mnu Me3eHXMMasIbHOro

MPOUCXOKAEHWS, XapaKTEPU3YIOLLMINCS NPOMEXKY -
TOUHbIM Buonornuecknm noteHumnanom [1]. B knaccu-
dhvKaumm onyxonew MArKUX TKaHem U KocTen, nepeu-
30aHHoN BceMupHoW opraHu3auunen 3apaBooXpaHeHns
B 2013 rony, BMO oTHOCMTCA K MPOMEXYTOUYHbIM
hmbpobnacTnuecknm/MrnocnbpobnacTuyecknm ony-
XONAM, AN KOTOPbIX XapaKTepHa HEBbICOKas YacToTa
(0o 2%) BCTpeuyaeMoCTU OTHANEHHLIX METacTas3oB B
nuMmdpaTuueckue yanbl 1 nerkue [1]. MokasaHo, uTo
BMO MoryT pasBuBaTbCA B pa3fiMUHbIX BO3PACTHbIX
rpynnax, BKMOYas HeoHaTanbHbIM Nepuod, nopaskas

pasHoobpasHble opraHbl U CUCTEMbI B OpPraHu3Me Yyesno-
Beka [2]. B 3aBUCMMOCTM OT fOKanusauum nepemy-
Hol onyxonu Bbigensiot BMO ¢ nopaeHueM nerkux
u BHenerouHble BMO [3]. B cnydyae BHenerouHbix
BMO Haunbonee yacTas nokanusaumsi — bpbiserka TOH-
KOM M TONCTOW KULLIOK M Bonbluoi canbHuk [2]. Knu-
HUYECKNE CUMMTOMbI KULLEYHOW HEernpOXOAMMOCTH
Ha MOMeHT auarHocTukm BMO onwucaHbl upesBbiyainHo
penko [4, 5].

Hwxe npencTaBneHo onmncaHne KIIMHUYECKOro Chy-
yas BMO Bpbixelky TOHKOM KULLKK Y pebeHka 5 Mec. ¢
Pa3BUTMEM KITMHUKM OCTPON KULLIEYHOW HEMPOXOAMMOCTU
B AebioTe 3abonesaHus.
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KITMHWYECKUM CITYYAN

Manbuuk, 5 Mec., nocTynun B HaunoHanbHbIN Hayy-
HO-TMPaKTUYECKNIA LLIeHTP OETCKOW remMaTonorum, OHKO-
NOruK 1 UMMyHosnorun uM. Omutpust Porauesa (HHML
LOrOWN) B cBsiau C BbiABNEHWEM HOBOODpa3oBaHWs B
BptoLLIHO NonocTw.

N3 aHaMHe3a: pebeHOK OT TpeTbei bBepeMeHHOCTH,
BTOPbIX CaMOCTOATENbHbIX POLOB (0T NepBoit — MarnbumK,
9 neT, 300poB; BTopas bepeMeHHOCTb — Hepa3BuBaloLLLa-
ACs1, 3aKOHUMMach Ha 24-it Hepene). TeyeHne BepemeH-
HOCTU MpoTekano 6e3 ocnoxHeHun; poasl KU3nonoru-
yeckue, Ha 40-1 Hefene. Macca Tena nNpu PoXKAEHUM
- 3950 r, pocT 53 cM. Ouexka no wkane Anrap — 8/9.
PebeHok Haxoouncs Ha ecTeCTBEHHOM BCKapMIIMBaHWUM
[0 OByXHep#enbHoro BospacTa. [lpodhunakTuueckme npu-
BMBKM NMPOBOAMIMNCH COrMacHO HaLMOHAMbHOMY KarneHpa-
pio BakUMHauuu [o Bospacta 1 mec. (BLXK v renatut B
— B POAAOME), NO3Ke He MPOBOAUIIUCHL B CBSA3M C Mefu-
LIMHCKMM OTBOLOM M0 MPUYUHE Pa3BUTUSE aHEMUW HEAC-
HOro reHesa.

3a gBa Mecsua fo rocrimtranusaummn 8 HHML AMOU
npv aucnaHcepHoM obcnenoBaHum B Bo3pacte 3 Mec.
y pebeHKa B KIIMHWYECKOM aHanm3e KPOBWU BbISBIEHO
CHUKEHME KOHLeHTpauuu remornobura (Hb) mo 72 r/n
(Hopma — 95-135 r/n), HapacTtana cnabocTb. Mposo-
[unach Tepanusi nepopanbHbIMU NpenapaTamu xenesa,
OAHaKO 3HAYMMOW AMHAMUKN KOHLIEHTPaLmMM reMornobu-
Ha OTMEeYeHO He bbiro.

B Bospacte 5 Mec., 3a 9 oHe# [0 NoCTynneHus B
HHIL, ArOW, pebeHok Bbin rocnutanvavpoBaH B cTa-
LMOHap MO MECTY XWUTeNbCTBa B CBA3W C COXPaHEHU-
€M aHEMWYECKOro CMHAPOMa; POAMTENW BNepBble 0TMe-
TUAK yBENMYEHMe pa3MepoB xuBoTa. [1pn nposeneHnm
yrbTpasByKoBoro nccrnenosaHus (Y3W) opraHos bpiotu-
HOM NONOCTM BbINN BbISBIEHbI MPU3HAKN OCTPOM KMLLIEY-
HOM HEeMpPOXOAMMOCTM, HannumMe CBODOAHON KMOKOCTH B
BproLHoN nonoct. Kpome Toro, BbisiBIIEHb! YIbTPa3By-
KOBble Mpu3HakM 0bbeMHOro obpasoBaHus 3abploLLINH-
HOro MPOCTPaHCTBa Crpasa, NPEAnoNOMUTENBHO Hed-
pobnactombl. C NOQO3pEHNEM Ha 3MOKa4yeCTBEHHOE
HOBOObpa3oBaHWe npaBoi NoYkn pebeHok bbin Hanpas-
MEH B CMeunanu3npoBaHHOe AETCKOEe OHKOSIOMMYecKoe
OTOeSIeHne Mo MeCcTy XKUTENbCTBA, MAe, N0 JaHHbIM Mpo-
BefeHHoro Y3W opraHos BpioLLIHOM NONOCTH, NOATBEP-
OV Hannune obbeMHoro 0bpa3oBaHus HeMpaBUIbHOW
dhopMbl pasMepoM 76x66x62 MM (obbem — 160 cMm?),
KOTOpPOe MHTMMHO NpWUIEerano K NpaBoi [Ofe NeyYeHn n
nepenHeln MOBEPXHOCTY NPaBOW MOYKM.

lMpv NpoBEAEHUM LIMTONOMMYECKOrO UCCIEA0oBaHus
MYHKTATOB KOCTHOIO MO3ra AaHHbIX 32 MeTacTaTUyeckoe
nopaseHue nonyyeHo He bHbino. ConepxaHve anbda-
dpetonpoTenHa (ADI) n 6eTa-XOPUOHNUYECKOIO rOHa-
poTponuHa (6eta-XIY) B CbIBOPOTKE KPOBW OCTaBanoch
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B Npepnesiax Bo3pacTHOW HOpMbI. B aMHammke Bbino otme-
YEHO yXygLLleHne cocTosHMS pebeHka 3a cueT HapacTa-
HWUS CUMNTOMOB OCTPOW KULLEYHOW HEMPOXOAMMOCTY: yBe-
nyeHne pa3MepoB KMBOTA, 3afiepsKKa CTyra, NOBTOpHas
PBOTa 3aCTOMHbIM KULIEYHbIM COAEPSKUMbIM, BOAHO-
3MEeKTPONUTHbIE HapyLLeHus. B cTaunoHape npoBoauny
CMMMTOMaTUYECKOE fleYeHne, aHTubakTepuanbHyio Tepa-
nuio, MHAY3MOHHYI0 Tepanuio be3 3HauMMoro adhdpekTa.
B KnMHWYeCcKoM aHanm3e KpoBw Bblflo 0TMEYEHO CHUXE-
Hue Hb no 61 r/n, uto noTpeboBano NPoBefeHUs TpaHe-
dy3nm apuTpOLMTHOM Macchl. 10 faHHbIM MynbTUCAN-
parnbHoN KoMMbioTepHoi ToMorpadoumn (MCKT) opraHos
BpIOLLIHONM NOMOCTU, BbISIBMEHbI MPU3HAKWU BHEOPraHHON
onyxonu 3abpIoLLIMHHONO NPOCTPaHCTBa HEYTOYHEHHO-
ro rexresa (puc. 1).

C HanpaensioLwLmMM aMarHo3om «obbemMHoe obpasosa-
HWe 3abpIOLLMHHOMO MPOCTPaHCTBa cnpaBa>» pebeHoK Bbin
HanpaeneH B HHIL, 1FON pna noobcnepoBaHus ¢ Lenbio
BepudhMKaLmMmM anarHo3a v BolpaboTKM TaKTUKM NIeYeHHs.

PucyHok 1

MCKT opraHoB 6pIOLLIHON MOIOCTK: B MPaBO NOMOBKHe BpIOLLHOW
nosiocTu 6e3 sIBHOM CBA3KU C MapeHXMMaTO3HbIMU OpraHaMu ornpe-
AensieTcs MArkoTKaHHoe 06pa3oBaHMe C YETKUMU, POBHbIMU KOH-
TypaMu, HEOAHOPOLHOe MO CBOeW CTPYKType 3a CYET rUnojeH-
CUBHbIX y4yacTkoB (pacnap?), BOCTAaTOYHO PaBHOMEPHO, aKTUBHO
HaKanauBaloLme KOHTpacT, pasMepoM 73x79x75 MM (V=226 cM);
BOBJIEYEHUS KPYMHBIX MarncTpasibHbIX COCYA0B He BbisiBneHo (a, 6)




KNMWHUWYECKUWE HABNIOOEHNA

Mpu noctynnexnnn coctosiHne pebeHka pacLeHuBa-
1OCb Kak TAxKesoe, B KMMHWYECKOM cTaTyce obpalyanu
Ha cebsi BHUMaH1e CUMNTOMbI BbICOKOM KULLEYHOM Henpo-
X0AMMOCTH (0BLLUMIA MHTOKCUKALIMOHHBIA CUHAPOM, ABre-
HUA 9KCKKO3a, CNaboCTb, BNEAHOCTb KOXHBIX MOKPOBOB U1
CIM3UCTbIX, 0TKAa3 OT efibl), aHEMUYECKMIA CUHOPOM, yBe-
NNYEHMe pa3MepoB XUBOTa. 1o HasoracTpanbHOMY 30H-
oy (HF3) oTxomuno cogepskuMoe 3eneHOBaToro LBeTa,
no 600 mn/cyT. B npaBsoit nonosuHe BpioLLHOM NONOCTY
nanenupoBasock nnoTHoe besbonesHeHHoe obpasosa-
Hue pa3mepoM 9,0x9,0 cmM.

B knMHMYecKoM aHanu3e KpoBM ObINI0 OTMEYEHO
cHukeHne Hb no 84 r/n (Hopma 95-140 r/n) (B aHaMm-
He3e — OfQHOKpaTHas TpaHcdy3ns SPUTPOLUTHON Mac-
Cbl), YMepeHHbI TpoMBoLmMTO3 (4ncno TPoMBOLMTOB — 0
812x10°/n npw Hopme 216-400x10°/n).

B B1MoxnMmnyeckoM aHanmse KpoBuW: 3HaUMTESIbHOE
MOBbILLIEHWE COAePKaHNsa MoUeBUHbl — 13,7 MMonb/n
(HopMa 1,8-6,4 MMonb/ 1), KpeaTuHuHa — 117,8 MkMonb/ 1
(HopMa 36—62 MKMOMb/1), BblpaskeHHble 3MEKTPONNUT-
Hble HapyLLUEHUA B BWAE runokanuemMun — 2,7 MMonb/n
(HopMa 3,4-4,5 MMonb/n), runoHaTpuemun — 124
MMonb/n (Hopma 135-145 MMorb/n). OnpenerneHa KoH-
LleHTpaLUma oHKoMapkepos: ADI — 61,66 Hr/mn (cooT-
BETCTBYET BO3pacTHOM HopMe [6]), HeltpoH-cneundnue-
ckas eHonasa (HCE) — 14,06 Hr/mn (Hopma <16,3 Hr/mn),
Beta-XI'Y <1,2 MME/mn (Hopma 0—-3 MME/mMn), doeppu-
TWH CbIBOPOTKM — 442 MKr/n [HopMa 6—410 Mkr/n), nak-
Tatnernaporerasa (N14r) — 217 En/n (Hopma 180-430
En/n). C-peaktusHbiit Benok (CPB) B cbiBOpOTKE KpOBY
3HaumTenbHo nosbiueH — 100,7 mMr/n (Hopma 0-5 mr/n).

Y3W BbisiBUNO connpHoe obpa3oBaHue, pacrosoKeH-
Hoe B BPIOLLHOM NONOCTU, padMepoM 67x60x65 MM, 06b-
eMoM 137cM?, npunexalliee K KOPHIO BPbIXKENKIN TOHKOM
kuwkun. 06beMHoe obpa3oBaHne MMeNno YeTKMe KOHTYPbI
Be3 kancynbl, HEOLHOPOLHYIO TMMO3XOTrEHHYI0 CTPYKTY-
PY C MHOKECTBEHHBIMU MUMEP3XOrEHHBIMU BKITIOUEHUSIMU,
Bbino cnabo BackynapuM30BaHO, MHTUMHO MpUMexasno K
NETNSM TOHKOMN KULWKK. OTMeueHo, 4To HoBoobpa3oBaHue
HapyLLIaeT NacCay KMULLIEYHOro COLEPMUMOro, Npy 3TOM
METIN TOHKOM KWLLIKKM, PacrosiosKeHHble B NeBbIX OTAe-
nax BploLHOM NonocTy, paclumpetsl 1o 40 MM, 3anonHe-
Hbl 3KMOKOCTHbIM COLEPKMMbIM, @ YYaCTKU TOHKOMN KWL~
KM, PacrnosioMeHHbIE B NMPABOM IMMOracTpuu, NOSIHOCTbIO
cnaswwwecs (puc. 2).

Mo paHHbIM 0630pHOW peHTreHorpacun OpraHos
BPIOLLHOM MONOCTY, BbISIBIEHBI MHOKECTBEHHbIE TOHKOKM-
LUeYHbIE YPOBHM, MUMNEPNHEBMATH3aLMs Fra30BOro Mysbips
KEMNYOKa, YTO COrnacoBbIBaioCh C LMarHO30M «OCTpast
KMLLEeYHast HEMPOXOAMMOCTb>.

B cBfi3u ¢ KpallHe TsskeSbiM COCTOsiHUEM pebeHkKa,
06YCNOBIEHHBIM KIIMHWUKOW KULLEYHOW HeMpOXOLMMOCTH,
COMPOBOXAAIOLLMMUCS BblPaXXEHHBIMU BOLHO-311EKTPO-
NUTHBIMU HapYLUEHUAMM, BbIN0 NPUHSATO peLLeHne 0 NPo-
BeJEeHUU B 3KCTPEHHOM MOPSAKE ONepaTWBHOIO BMeLla-

TenbCTBa B 06bEMe NnanapaTtoMun — yaaneHue onyxomnu
BpIOLLHOM NONOCTY MOCIe NPOBEAEHWSI MUHTEHCUBHON Mpe-
LOMepaLyMOHHON NMOArOTOBKM.

B neHb nocTynneHus pebeHkKy BbINMOSTHEHO XMPYPru-
4eckoe BMELLATeSIbCTBO: N1anapoToMUs, TYMOP3IKTOMMS
onyxonu BpIOLIHON MNOMOCTH, PE3EKLUMST TOHKOW KULLIKM,
HasoKeHNe aHaCTOMO3a «KOHeL-B-KOHeL. [1pn BCKpbI-
T BPIOLLIHON NOJIOCTM BbISABIEHbI MEpPepasfyTble NeTnm
TOHKOW KMLLKM, @ TaKe ornyxoneeuaHoe obpasoBaHue,
NA0THOE Ha OLLyMb, pa3MepoM 7x7x6 cM, ucxopsilee
13 BpbIKENKN TOHKON KULLKN U HEMOCPEACTBEHHO KOH-
TaKTUPYIOLLLEE C CaMOM TOHKOWM KuLKoit (puc. 3). OTMe-
UEHbl CMaBLUMECA NETNW AUCTaNbHbIX OTAESI0B TOHKOW
M TONCTON KUMKW, KpoMe Toro, obHapy»KeHo, YTO TOH-
Kas KULLKa coBepLumna obopoT BOKpYr onyxonun Ha 540
rpanycos. [lpoBefeHa peseKuUMs yyacTKa NoLB3A0LLHOM
KULLIKM HEMOCPEACTBEHHO € onyxosblo. 06bemMHoe obpa-
30BaHue, 17 cM NoAB3[OLLHOW KULLKKU, MuMddaThyeckue
Y3Ibl BPbIKENKN TOHKON KULLIKU U CaM y4aCTOK BpbIxKeViKu
yOaneHbl eauHbiM 6r1okoM. Onepaums 3aBepLuUeHa Hano-
YKEHWMEM KULLEYHOr0 aHaCTOMO3a «KOHeL-B-KoHeL. O06b-
€M MHTpaonepaLmnoHHoi kpoBonoTepwu coctasun 100 mn.

[MocneonepaunoHHbIN NEPUOA OCMOKHWUICS ABMe-
HUAMW OMHaMUYECKOMN KWULLEYHON HEMPOXOAMMOCTH,

PucyHok 2

YnbTpasByKoBOE UCCMEAoBaHWe OpraHoB BPIOLLHOM NONOCTU: FTMMO3-
XOreHHoe HeofHOPoAHOe 06pa3oBaHMe B MPOEKLMM KOPHS Bpbiskei-
KM TOHKOW KMLWKK (@); runoBackynsipHbIit xapaktep 0bpa3osaHust (6)
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yTo notpeboBano BepeHuss pebeHka B YCNOBUSIX OToE-
NEHVs peaHnMaLnn U MHTEHCUBHOW Tepanuu B TeYeHve
10 cyTok.

Mo [aHHbIM FMCTONOMMYECKOro WMCCrefoBaHus,
MaKpOCKOMUYeCkn oTMeueHo obpasoBaHme, UCXopsLLee
13 CTEHKM TOHKOM KULLIKK, pa3MepoM 6,5 cM, Ha pa3pese
CTEHKa KMLLUKM MHTaKTHa. OBbpa3oBaHne cepoBaTo-po3o-
BOrO LiBETA, BOMOKHWCTOE. ['paHuLbl 0bpasoBaHns veT-
Kune, MaKpOCKOMUYECKHM HE MOBPENKLEHDI.

MpU MWKPOCKOMUUECKOM MCC/IefOBaHUN OTMe-
YeHO, YTO TOHKas KWLIKa uMeeT 0bblyHOE CTpoeHue.
OT ceposHoit 060M10UKM HapyRy OTMeYaeTCst pPOCT Bepe-
TEHOKITIETOYHOMN OMYXOJM C BbIPAXXEHHOW BOCTMANMUTENbHOM
MHbUnbTPaUmen. KneTku onyxonu KpynHble, ¢ 06MIIbHOM
LMTOMMa3Mon, MectaMmu chopMUpYIOT NYYKK. Aapa okpy-
rnble, OBOMAHbIE UMW BbITAHYTbIe. XpOMaTWH MenKorpa-
HYNAPHbLIN, BOMBLUMHCTBO A4EP C BbIPaXXEHHOW BaKyo-
nu3aumen. B kaxaom anpe npocMaTpuBaloTCst OQHO-ABa
MENKMX U1 CpepHero pa3Mepa 6a3odmbHbIX AAPbILLKA.
MWTOTUYECKas aKTUBHOCTb: YeTbipe dMrypbl MUTO30B Ha
10 none 3peHus npu ysenuuenun x400. Bocnanutesnb-
HblIi MHCPUNBLTPAT NpeAcTaBneH ManbiM1 NMMdoLMTaMK,
rMCTMOLMTaMU, NNa3MaTUUYECKUMU KINeTKaMu, 303UHO-
hunbHbIMKM neiikoumTamu (puc. 4). Onyxonb oTTecHseT

PucyHok 3

WHTpaonepaunoHHasi KapTuHa: BM3yanuaupyloTcs nepepasfyTbie
MeTNM TOHKOW KULKK (a), onyxonesnaHoe obpasoBaHue pasmMepom
7x7TXxb6 CM, UCXOAsLLEee U3 DPbIKENKM TOHKOM KMLwKK (6)
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MbILLEYHbIE CIIOM KULLIKM, KOMMPUMUPYS UX. 3a CUET 3TOro
NoCneaHWe UCTOHYEHbI, aTPOOUYHBI. MHBa3usA B Mbilley-
Hble CNou He npocreskvBaeTcs. Kpas pe3ekunm NHTaKT-
Hbl. Bce ncecnenoBaHHble nuMdbaTyeckue ysnbl 6es npu-
3HAKOB METACTaTUYECKOr0 MOPaXEHWS, C PEaKTUBHbIMY
M3MEHEHWSIMU CUHYCOBOr0 MMCTMOLMTO3A.

Mo [maHHBIM MMMYHOIMCTOXMMUYECKOrO UCCefoBa-
HUS1, HEOMMACTUYECKME 3NeMeHTbl Anddy3HO 3Kcnpec-
CUPYIOT MMadKoMblLLeyHbIn akTuH (Smooth Muscle Actin
— SMA), kangecMoH (Caldesmon), ALK (Anaplastic
Lymphoma Kinase — ALK), o4aroBo-naHUMTOKEpaTHH
(panCK), necmun (Desmin). NMponudpepaTnBHas akTUB-
HOCTb no cTenexun akcnpeccumn Ki-67 — ot 10 po 30%
B pasHbIx nonsx 3peHus (puc. 5).

MpU LUMTOreHEeTUYECKOM UCCENOBAHNN METOAOM
chnioopecueHTHo rubpuansaumu in situ (FISH) peap-
paHKUpPOoBKM reHa ALK BbIsiBNEHO He BbIro.

Taknm obBpasoM, Ha OCHOBaHWUM faHHbIX NabopaTtop-
HbIX, PEHTIEHONOMMYECKNX UCCIIEA0BaHNA, Pe3ySbTaToB
FMCTOMOrMYECKOr0 UCCIEeR0BaHNA YCTAHOBMEH OKOHYa-
TeNlbHbI AMarHo3: BocnanutenbHas MmodmbpobnacTu-
YyecKas ornyxorsib BpbIsKeKN TOHKON KULLIKW.

Ha 16-e cyTku nocne onepauuu BbinonHeHa MCKT
BpIoLLHONM NONOCTH, MOMOCTU Ta3a M 3abPIOLLMHHOIO Mpo-

PucyHok 4

MMcTonoruyeckast KapTuHa onyxomu (oKpacka remMaTOKCMITMHOM
M 903MHOM): KNETKM OMyXonu KpymHble, C 0BWNbHOM uMTOMMas-
Moit, MecTamu hopMUPYIOT NYyYKU. AApa OKpyrible, OBOUAHbIE UK
BbITAHYTbIE. XPOMaTUH MENKOrpaHynspHbli, BONbLIMHCTBO Aep ¢
BbIPAXEHHOW BaKyomnusauuein. B kaxnom sppe mpocMaTpuBaloT-
CA OT OfHOrO [0 ABYX MENKWUX UMK CPefHero pasMmepa sapbiLlek.
BocnanuTenbHbli  MHGUNBTPAT npeacTaBneH  nuMdounTamu,
rMCTUOLUMTAMK, MNa3MaTUYECKUMU KNeTKaMu, 303MHOUIbHBIMU
neiikounTtamu (a — ysennuenue x200; 6 — ysenuyenue x100).
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PucyHok 5
VIMMyHHOrMCTOXMMWYEeCKOE WccrienoBanne (ysenmuenne x200):
onpefensetcs AuddysHas uUMTONNasMaTUUeckas 3KCnpeccus

CTPaHCTBa, M0 pe3yrbTaTaM KOTOPOM AaHHbIX O HaNMUUn
0OCTaTOYHOM OMyXOJSIM MUK NaTOSNOrMYECKN U3MEHEHHbIX
nMMpaTUYECKHMX Y3IOB HEe NOYYEHO.

YuuTbiBas pagvKasbHblii XapakTep BbINOSHEHHOro
XUPYPrUyecKoro BMeLLaTeNnbCTBa Y MMCTONOMMYECKUI
TUM ONyxonu, cneundonuyeckoe fieyeHne He NokasaHo.
PebeHok HaxoauTCs Mof AMHAMUYECKUM HabriofeHneM.
Ha MOMEHT HanucaHua JaHHOW CTaTbM ASIUTENbHOCTb
HabniopeHuns coctaBuna 21 mecsu,.

OBCYXXOEHUE PE3YJIbTATOB HABJTIOOEHUA

BMO Haunbonee yacTo BCTpeyaeTcst y AeTein 1 nu
MOJO[0r0 BO3PacTa B JIEKMUX, MATKUX TKaHSAX Y BHYTPEH-
HUX OpraHax pasnuuHbIX aHaTOMUUeckux obnacten, yaLle
nMeeT [oBPOKaUeCTBEHHOE KIMHMYECKoe TeueHne [3].

BMO y neTen nepBoro rofa »KM3HM — LOCTATOYHO
penkoe cobbiTve. B HECKOMbKMX KPYMHbIX UCCIEA0BaHN-
fIX MeiMaHa Bo3pacTa Ha MOMEHT NMOCTaHOBKM AMarHo3a
y nauunenTos ¢ BMO coctasnset 5,0-9,7 ropa [2, 7, 8].
Tak, B uccneposanun B. Dalton BMO 6Bbina anarHocTtu-
poBaHa TOmMbKo Yy 2 (6,2%) 13 32 NauMeHTOB Ha NepBOM
rofy susHm [7].

Hanbonee uactast nokanusaunsa BMO — napeHxu-
Ma nerkux. Cpenw BHeneroyHbix BMO Ha nepBom MecTe
(no 72,6% [2]) — 6piowHas nonocTb, 3abpiomHHoe
NpOCTPaHCTBO 1 Manblii Tas [2, 7, 8]. Hanbonee yactas
nokanusauuna BMO B bpiowwHoM nonoctn — Bpbikenka
TOHKOW KULLKM, CanbHUK 1 MECTO 330cpareanbHo-Kap-
avansHoro nepexofa [2]. Onucaubl cnyyan BMO ¢
MOPaEHWEM LIEHTPASIbHOW HEPBHOM CUCTEMbI, NMEYEHH,
)enynka, MMMAONIHbIX OPraHoB, MOSTOYHOW KemMesbl,
MOYEBOrO Ny3bIps, CPELOCTEHS, 0BNaCTV roNoBbI U LLew,
nouek [3].

B MenumumHCKO NuTepaType NpeacTasneHo Heborb-
LLoe KonnyecTBo crnyyaeB BMO ¢ nopaseHneM Bpbixkenku
[5]. MenwnaHa Bo3pacTa 3aboneswux — 7 neT. He onuca-
HO HW OQHOrO Cryyasi pa3BWUTUS BAHHOIO BUAA OMYyXONK C
nopaeHuem bpbikelikn y feten mnagwe 1 roga.

KnuHnueckasa kaptHa BMO c nopaxeHuem bpioLu-
HOW MOSIOCTK BapbupyeT 0T BECCUMMTOMHOIO TeYeHUs
UM nanbnupyemMoro o6beMHoro obpasosBaHus BpIOLLHON
MOSIOCTU [0 BbIPaXEHHON KIMHWYECKOW CUMMTOMATUKM.
Mponykums npoBocnanuTenbHbix LMTokMHoB BMO xapak-
Tepu3yeTcst PasBUTUEM Y YaCTV NALMEHTOB OBLLIMX CUM-
MTOMOB B BMAE NWXOPafKu, cnabocTu, CHUXKEHNSA Macchl
Tena. JInxopanka HEACHOro reHe3a MosKeT BbiTb eanH-
CTBEHHbIM cMMNTOMOM 3abonesanus [9]. KnuHnueckas
kapTuHa BMO, nokann3oBaHHbIX B OPIOLLHOW MOMOCTH,
MOKET UMUTUPOBATb KapTUHY «OCTPOro» »KWBOTa, NPO-
ABMAACH KIIMHUKON OCTPOM KULLEYHOW HEMPOXOAMMOCTH,
MHBarMHauum unu annedguumta [4, 5, 10]. Hanbonee
YyacTbl CMMMNTOM — BOJIb B XMBOTE, Ha KOTOPYIO MOryT
)KanoBaTb 4eTu CTapLlero Bo3pacTa.

JlabopaTopHble U3MeHeHuns y naumeHtos ¢ BMO:
MOBbILLEHWE MapKepoB BOCNANUTENbHON aKTUBHOCTM
(neikoumnTos, TPOMBOLMTOS), TMMOXPOMHAs MUKPOLIMTAp-
Has aHeMWs, NOBbILLEHUE YPOBHS CbIBOPOTOUHbBIX MMMY-
HornobynuHoB G n 6enkoB «ocTpon dasbl», B YaCTHOCTH,
C-peakTuBHoro 6enka [3].

Haw cnyuyal uHTepeceH pasBuTuem y pebenka
5 Mec. ¢ BMO BpbiskeiKn TOHKON KULLKN OAIMTENbHON
BbIPaXKEHHOW aHeMUM C NOCMERYIOLLMM Pa3BUTUEM KITMHW-
KN OCTPOM KMLLIEYHOW HEMPOXOAMMOCTH. [laHHOe Habnio-
OeHWe yKasbiBaeT Ha To, uto BMO pgonskHa bbiTb BO-
yeHa B gudpdpepeHUManbHO LMarHOCTUYECKUI pag Y
LeTel NepBoOro rofa usHu ¢ 06bemMHbIMKM 0bpa3oBaHu-
AMun bprowHon nonoctu. Kpome toro, BMO Heobxopm-
MO BKII04aTb B AMArHOCTUYECKUI MOUCK NpW PasBUTUM
0CTpOW abaoMMHaNbHOM NaTONOrMK y OETeN JaHHOMo BO3-
pacTta. AHeMUYecKkuin CMHAPOM bbi 0bycnosneH pa3su-
TUEM aHEMUW XPOHMYECKMX BonesHeln, YTo B CBOIO Oue-
penb obycnaenueasno oTCyTCTBME OTBETA Ha Tepanuio
npenapaTamu xenesa.

Kak Bbino oTMeuYeHO Bbille, Y ONMUCAHHOTO HaMu
nauveHTa MHUUManbHble pesynbtatbl Y3U u KT ykasbl-
Banu Ha BO3MOHYIO JTOKanM3aumio npouecca B 3abpio-
LUIMHHOM MPOCTPaHCTBe, ofiHako, Y3W, BbINONHEHHOE B
HHIL O OW, yBennTenbHo NOATBEPANIIO PACTONOKEHWE
onyxosnu B BPIOLLIHOW NONOCTY.

TouHas Tonuueckasn anarHocT1ka o6 beMHbIX 06pa3o-
BaHWI y AeTe NPeacTaBnAeTCs Ype3BblYaiHO BaXHON U
MOXKET CIYKUTb KII0YOM K NpaBubHOMY AuarHosy. Cre-
LyeT OTMETUTb, YTO B AETCKOW NONynsiuMm BonbLUMHCTBO
HOBOOBpa3oBaHUi foKkanuayeTcs B 3abpIOLLMHHOM Mpo-
cTpaHcTBe (HeitpobnacToma, HedppobnacToMa 1 T.4.).
MopaeHne BpIOLLIHON MOIOCTM ONMUCAHO NMPU OrpaHn-
YEeHHOM uncre fobpoKayYeCTBEHHbIX U 31TIOKa4YeCTBEH-
HbIX HOBOODPAa30BaHUIA, BKIIOYAIOLLMX pabooMmnocapkoMy,
LEeCMOMNacTUYECKYI0 MEMKOKPYITIOKIIETOYHYIO OMYyXOJb,
hnbpomatos Bpbiskenku, numdomy bepkutTa, cocyam-
cTble onyxonu, BMO, a Takke npu page numdonponu-
thbepaTvBHbIx 3aboneBaHuit (BonesHb Kactnemana) [11].
KrnuHnuyeckas kapTWHa 3aBWUCUT OT JIOKanM3aLmmn nopaxe-
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HUA, pa3Mepa OMyXony U FMCTOMOrMYECKOro XapakTepa
HOBOObpa3oBaHus. JlabopaTopHble MapKepbl U BU3ya-
nusaumnoHHble MeTopbl (Y3M, MCKT) He MoryT ¢ nosnHoi
LOCTOBEPHOCTbIO UCKIMIOUUTD MU MOATBEPAUTL XapaKTep
rmpoLiecca npwu 3noKavyecTBEHHbIX HOBOOBPa30BaHKSAX, UTO
OVKTYeT HeobXOAMMOCTb NPOBEAEHUSA MMCTONOrNYECKOM
BepudmKaLmm BO BCex Cryyasx obbeMHbix obpa3osa-
HUI BpioLHoW nonocTu. CpaBHUTENbHAs XapaKTepucTu-
Ka onyxosien BpioLLHOM NONOCTU, BPbIKENKN 1 CanbHKKa
y oeTeun npefcTtasneHa B Tabnuye.

BMO MoxeT bbiTb 3amofo3peHa npu nokanusaumm
nopaxeHus B BPIOLLIHON MONOCTH NPU HaNUuuK Bbipa-
YKEHHOr0 KIMHMKO-abopaToOpHOr0 CMMMTOMOKOMMIIEK-
ca BocnanuTenbHoro oteeTa. OgHako n3-3a pasHoobpa-
31 KNMHUYECKNUX U PEHTFEHONOMMYECKUX NMPOSBIEHNN
omnarHocTuka BMO saTpyoHuTenbHa, a B bonblumMHCTBE
CrnyvyaeB HEBO3MOXHa 6e3 rucronornyeckon sepudun-
Kaumn. MCTONOrMYeckn onyxosnb NpeacTaBneHa npeu-
MYLLLECTBEHHO BEPETEHOBUAHbIMK MUodmbpobnactamu,
KONflareHoBOW CTPOMOW U BOCNANUTENbHBIM KOMMOHEH-
TOM — NMMMOUMTaMMN U Na3MaTUYECKUMU KIeTKaMm
[2, 8]. MIMMyHOrMCTOXMMKUUECKOE MCClefoBaHUe 06s-

Tabnuua

3aTeNbHO ANA OKOHYaTeNbHOW BepUdIMKaLMKM AMarHo3a
BMO. 3kcnpeccusi ALK He sBnsieTca CTPOro naTorHomo-
HWUYHOM NS JAHHOIrO FMCTOSIOMMYECKOro TUMa OMyXosu,
O[HaKO B COMHUTESIbHbIX CIyYasX y NaLUMeHTOB C BepeTe-
HOKMETOYHbIMU ONyxonaMu akcnpeccus ALK MoxeT cro-
coBCTBOBaTh YCTaHOBMEHMIo anarHosa BMO [12].

MCKT u/unn MPT ¢ BHYTPMBEHHbBIM KOHTPaCTUPO-
BaHWEM MOTyT NoKasaTb U3bsA3BMEHWE, NHAUIbTPALMIO
CTEHOK KULLUKM ¥ BHENPOCBETHOE pacLumpenune. Onyxo-
neBble MacCbl MOMYT BbITb Kak YeTKO OrpaHUYeHHbIMU,
TaK U HUNBTPUPOBATL MPUIEKALLME CTPYKTYPbI C Mo-
X0 OYEPYEHHbIMU rpaHuLaMn. MoryT Takske BCTpeyaTb-
CA LieHTParnbHO PacrosiosKeHHbIe KarbLMHATbI MW 30HbI
Hekposa [13].

[pyron Bnu3yanusaunoHHbln MeTof, obnapatoLmi
BbICOKOM YYBCTBUTENbHOCTBIO, HO HU3KOM creundmy-
HOCTbIO, — MO3MTPOHHO-3MUCCUOHHAasA Tomorpacdusa
(M3T/KT) ¢ chnioopoaeokcurniokosoi. daHHblii MeTon
MOXKHO WMCMOMb30BaTb MPU AMHAMWYECKOM HabniopeHne
3a BOMbHBIMK C OCTATOYHON Hepe3eKTabenbHOM OMyXOonblo.

Ha cerogHAWHWA feHb OCHOBHOM METOA fleyeHus
BMO — nonHoe xupypruyeckoe ypaneHve onyxosnu.

ConupHble 0b6beMHble 0bpa3oBaHus BpIOLWKHBI, canbHUKa 1 Bpbixeitkn y aeTen [11]

cTonornyeckui XapakTep Hannune Hannune [Mpu3Haku TeMHbIii curHan [pyrue
TUN ONyXOomnu NopaeHus acuuta KanbLuHaToB MHBa3un Ha T2 BU MPT ocobeHHocTH
Penko, nmeiot
eHTpanbHoe
BM Yyaros Het u Penk i TPOrO 0YEepPYEHbI
0 Ouarosoe e PACONONEHME, enKo Ctporo oyepyel
NMoTHbIE
?SSQSES; 10-31%: : lMNepuchepyyeckie
bonesHb KactnemaHna Onyxosib Het pasfnyHble, Penko Lf;ggfqg?;:’%” cocyﬂglkg:gg:%moe
C y3namu- BeTBALLVECH
R pybeL KOHTPaCTHOMO BELLIECTBa
YacTo; BoBreyeHve CEvEs
drnbpoMaTos BpbIxKenKku Ouarosoe Het Het IR, EEEORIR(ET + aleHOMAaTO3HbI
BpblsKeeyHow
apTepun nonmnos
+ v
}g;ﬂloei?v?e [epBMYHbI 0Yar
Y B PETPOBE3MKATBHOM
[lecMonnacTtuyeckas [ — BpioLLMHbI, e St
MENKOKPYOK/IeTOUHas [ndbdbysHoe o 30% M3MeHeHUA + POCTp '
He BblpaXkeHHbI B0onbLUOM CanbHKKe
onyxosb BOMbLIOrO CanbHuKa, VN Ha BpioLLMHe
MeTacTasbl 3 !
XapaKTepHbi 90% nuua MysKCKoro nona
YacTo BoBfeyeHve YacTo nopaserie
CTEHKM KULLIKM
He xapakTepHb! ¥ BepxHel npaf;;;pgﬂT:eFO
0, v '
Jlumcpoma bepkutTta [ndbdbysHoe 25% 00 Havyana BpblskeeyHow Het + 0BPA3OBAHMA oYK,
Tepanuv apTepuu, e
PEnKO V3MEHeHNA X
BonbLUOro canbHyKa MOTIOHHEIX JKETNES
BosmoskHa vHBasws [NepBryHasn onyxonb
[a, Bo BCeX NepBUYHO OMyX0onw, B MOYEBOM My3bIpe,
Pabnomuocapkoma fincbdpysrioe Ccry4anx e VI3MEHEHNA RET npocTare um

B0/bLLOro canbHWKa 3a0pIOLLMHHO
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HenonHas pe3ekuus yBenmnumMBaeT PUCK Pa3BUTUA peLm-
OMBOB. YacToTa pa3BuTMS peumanBoB y naumeHTos ¢ BMO
poxoaut o 25% [2]. BosaMoxHO passuTUe MynbTUdO-
KanbHbIX peunnnBoB 3aboneBaHus. Tepanus nNauneHToB
C Hepe3eKkTabenbHOM OMyX0mbIio UKW NPU HaNMUYMKU ocTa-
TOYHOW OMYXONK YETKO He CTaHLapTM3oBaHa. B nutepa-
Type onucaHbl JOMOSHUTESbHbIE ONUMK — ANIUTENbHOE
MPVYMEHEHMWE TTIOKOKOPTUKOCTEPOUAOB UM HECTEPOUNA-
HbIX MPOTMBOBOCNANMTENbHbIX MPenapaToB. XuMmoTepa-
MUI0 Ha3HaYaloT B cllyyYae MynbTUdIOKanbHOM UM MecT-
HO MHBA3MBHOW HepPe3eKTabenbHOM OMyXO0sK, a TaKkKe Npu
peuvanBax 3aboneBaHus, Koraa apyrue MeTofbl eveHms
Okasanucb HeaddpekTmBHbIMM. ONncaHbl ycreLuHble Cry-
yaun Tepanuu BMO, ocHoBaHHOM Ha KOMBMHaLMK JOKCO-
pybuumHa n ndpocdammaa, n HIMBIM (uenekokend) [14].
3hheKTUBHOCTL NyYEBON Tepanun He fOKasaHa, CTaH-
[apTOB NPOBEAEHMS NIy4eBON Tepanun y naumeHToB C
BMO Ha ceroaHsLHMi fieHb He cyllecTayeT [3].

B nocnepHne ropbl HECKOMBKO MCCMEA0BATENbCKMUX
rpynn NpoBenwu yrnybneHHbIn aHann3 MoNeKynspHo-re-
HEeTUYEeCKMX U3MEHEeHWI y naumeHTos ¢ BMO, uTo nosso-
NUNO NOATBEPAMTL HEOMIACTUYECKYIO NPUPOAY MpoLecca
[15, 16]. MokasaHo, uTo B 0cHOBe pa3suTUs BMO nesmut
He TONTbKO XOPOLLO OMMCaHHasa paHee aKTvBauusa reHa
ALK, Ho 1 renos ROSI n RET [15, 16]. MosnyuyeHHble aaH-
Hble CTanu AOMOSHUTENbHBIM 060CHOBaHNEM UCMONb30-
BaHWA TapreTHbIX NpenapaToB Npy 4aHHOM 3aboneBaHum.
Tak, noaTBepkAeHa aKTMBHOCTb MHrMbBuTopa ALK Kpu-
30TuHMBa y naumerToB ¢ BMO [17], uto nossonseT pac-
CMaTpuBaTb [JaHHbIN KNacc NpenapaToB Kak YpesBblyai-
HO NMEepPCNeKTMBHbIV Y MALMEHTOB C Hepe3eKTabenbHbIMK
chopmamu BMO [17].

YunTbiBas puUcK pasBuTUS peunpavBa 3abonesa-
HWA NOCne 3aBepLUEHNs CreumanbHOro feyeHns, naum-

EHTbl HY)X[AI0TCH B KaTaMHECTUYECKOM HabmiogeHuu.
PekoMeHayeMble CPOKK BbIMOMHEHUS BU3Yann3aLMOHHbIX
uccnenosarnii (KT) y nauveHToB, Nopseprimnxcs Xupyp-
rMyYeckoMy neyenuio no nosogy BMO, — 3, 6 n 12 meca-
L€B nocrie onepaumu, 3ateM exeropHo Y3W [13].

BblBOAbI

lMpencTaBneHHbIn Hamu criyyaii passutus BMO bpbi-
JKEWKM TOHKOM KULLKK Y pebeHka nepBoro rofa nokasbl-
BaeT HeObBXOAMMOCTb BKIIIOYEHUS JAHHOrO BMAA OMyXo-
v B ondpdoepeHLmManbHO-AnarHOCTUYECKUI PSIL Y AeTei
paHHero Bo3pacTa ¢ 06beMHbIMM 0bpa30oBaHUAMY BpioLL-
Hom nonocTn. OcobeHHOCTb JaHHOro Cryyas — passuTue
KITMHUKM KALLEYHON HEMpOXOAMMOCTU Kak OCITOMHEHMS
OCHOBHOI0 3aboneBaHus, NoTpeboBaBLLEr0 HEOTIOKHOI O
XMPYPruyecKoro BMeLLaTenbCTaa, Mpu 9T0M Bbino npose-
[EHO paguKarbHoe yaaneHve obpa3oBaHus, UTo SBSeT-
CS MPeaVKTOPOM XOPOLLEro MpPorHosa.

WCTOYHUK PUHAHCUPOBAHUA
He yka3saH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbi MOATBEPAUSIM OTCYTCTBUE KOH(IIMKTA MHTEPECoB,
0 KOTOPOM HEOBX0AMMO COOBLUNT.
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