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Pe3ome

Crarbs MOCBAIIeHA ONMCAHUIO KITMHUYECKOTO Ha-
OJIONIEHUS] THTAHTCKOM OBICTPOPACTYIICH KHUCTO3HOM
OTIYXOJIH MeYeHH Y peOeHKka B Bo3pacte 8 mec. Ha oc-
HoBanuu JaHHbIX KT u Y3U B mpenonepaunoHHOM
neproze OblTa 3a1mo03peHa Me3eHXUMalbHas ramap-
ToMma neueHu. OmyXoJib yaaa0Ch MOTHOCTHIO YIATUTh.
Tucronoruueckoe wuccienoBaHuEe MakKpompenapara
MOJITBEPAMIIO HATMYNE ME3EHXUMAThHOW raMapTOMBI.
ITono6HOE 10OpOKaYECTBEHHO HOBOOOpa30BaHUE IIe-
YEHH BCTPEYACTCS OUCHB PEIKO. B cTarbe mpuBeacHBI
JIAaHHBIE, KAacalIIuecss BOPOCOB 3THOJOTHH, MATOTe-

HE3a U TUarHOCTUKHU raMapToOM IIE€YCHU Y JIeTeH.

Knioueswie cnoga: ouazosvie 06pazosanus nevenu
y Oemell, ME3CHXUMANbHASL 2aMAPMOMA, 00OpoKaye-

CMEBEHHbIE ONYXOIU ne4eru y Oemeli

MesenxumainsHas ramaproma neuesu (MI'TI) —Bro-
pas 1o 4acToTe BCTPEUYaEMOCTH TOCIIE FEMAaHTHOMBI J0-
OpokadyecTBEHHAs OIyXO0JIb IIEUEHH y neTei. Tem He Me-
Hee BOIPOCH € OMOJIOrHUeCKON TPHPO/IBI M TOBEICHUS
HEJIOCTaTOYHO M3Y4EHBI, KaK HET U €IMHOTO aJlrOpUT™Ma
JUAarHOCTUKU M JIEYEHHS IaHHOTO HOBOOOPAa30BaHUS
neyenu (HOII). B cBoeii pabore MBI HE TONBKO MpUBeE-
JIM OTIMCaHUe KJIMHUYECKOTrO Ciyyasi, HO ¥ IOCTapajich
M3JIO)KUTH OCHOBHBIE, IPHUYEM HE BCETIa COTIACYIOIIH-
ecs Mexay coboii, cBenenwst, kacatormmecs MI'TI, omy-
ONMKOBaHHBIE B IIEUATHBIX M HJIEKTPOHHBIX HCTOUHHUKAX

K HacTOsIEMY BpeMeHH [1].

Onucanme cayvas

Manvuux K., 8 mec, mpoXuBaromuii B XaHTHI-
MaHcuiickoM aBTOHOMHOM OKpyre, noctynui B ®I'BY

Abstract

In this paper, we report a case of a giant fast-
growing cystic tumor of the liver in an eight-month-
old child. Abdominal ultrasound and computed
tomography performed in the preoperative stage
revealed a mesenchymal hamartoma of the liver.
The tumor was removed completely. Histological
examination confirmed the mesenchymal hamar-
toma. Such a benign liver lesion is a very rare case.
We are including the data highlighting the issues of
etiology, pathogenesis and diagnostics of hamarto-
mas of the liver in children.

Key words: hepatic focal masses in children,
mesenchymal hamartoma, benign tumors of the
liver in children.

«DenepanabHbIN HAyYHO-KIMHUYCCKUHN IIEHTP IETCKOM
TEeMaTOJIOTHH, OHKOJIOTUA W UMMYHOJIOTUU UM. JMHu-
Tpus PoraueBa» c jkarobamMu Ha IPOTPECCUPYIOIICE
B TeUeHHE 2-X HEJIeNIb YBEITNICHNE )KUBOTa, CHIDKEHUE
anmneTnTa, BAJIOCTh. TedeHne OepeMeHHOCTH, POJIOB,
paHHUM aHaAMHE3 U HACIEACTBEHHOCTh HE OTSArOLIe-
Hbl. [Ipy MOCTYIJIEHMM COCTOSHHE TSDKENIOE, BBIpa-
JKeHa OJbIIKa — A0 29 B MUH, AbIXaHUE B HHIXKHHX
OTJeNax JIETKUX ociabneno. OTMeuaroTcs 3HAYNTEIb-
HOE YBEIMYCHHE pPa3MEepoOB JKUBOTA, OOJIIE3HEHHOCTHh
MpU MaJlblalluK, HUKHUK Kpaill MeyeHu ompenemnsier-
Cs Ha ypOBHE I'peOHs MOJB3JOIIHON KocTH. ['emonu-
Hamuka crabwibHas. [lepudepuueckue muMGOY3IbI
HE YBEIUYCHBI.

IIpu ynpTpa3ByKOBOM HCCIEA0BAaHUU OOHApYyXKe-

HO, YTO BCIO NPaBYI0 M 3HAYUTENBbHYIO 4acTb JICBOU
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Puc. 1. anTpasayKoaoe ncecnenosaxue. BHyTpeHHee cogepxumoe
ME3eHXUManbHON ramapTOMbl COCTOMT W3 KPYMHbIX U MENKWUX OKPYr-
TbIX KUCTO3HbIX MONOCTEN U MeJ'IKOJZI,VICﬂepCHOVI B3BECU

nonu neyenu, kpome I, IT u 111 cermenToB, 3aHUMaeT
MHOTOKaMepHOE KHCTO3HOe 00pa3oBaHHEe pa3MepaMu
He MeHee 180%x120%140 mm. Coaep>KMMBIM KpyITHBIX
KHCTO3HBIX MOJIOCTEH SIBIIIETCS 9XO-HETaTUBHAS KU/ -
KOCTh CO B3BEChIO U 0oliee MEIKHUE KUCTBI, (PUKCH-
pOBaHHBIE K BAaCKYJISIPU3UPOBAHHBIM IIE€PErOPOIKAM
(puc. 1). Ilo mepudepun o0pa3zoBaHHUSA OIMpEALCIA-
eTCsS THIEPIXOTCHHBIH 000JOK KOMIIPEMHPOBAHHON
MEYCHOYHOM MmapeHxuMbl (puc. 2). BHyTpu- u BHe-
MeYCeHOYHBIE KeTYHbIE MPOTOKU HE PACIIUPEHBI, CO-
JIEp)KIMOE B KEITYHOM ITy3bIpe OTCYTCTByeT. CTBOX
¥ J0JIeBBIC BETBH BOPOTHOH BEHHI M COOCTBEHHOM
apTepu TeYeHH OTTECHEHBl M Je(pOopMUPOBAHBI
oOpa3zoBaHHEeM, NOPTAIbHBII KPOBOTOK COXpaHEH
B MpaBWIbHOM HamnpaBieHur. CUCTEMHBIN BEHO3-
HBI OTTOK COXPaHEH, HHKHSS TOjasi BeHa cliaBje-
Ha B TeueHOYHOM cermeHTe. CBOOOMHONM KHIKOCTH
B OpFONTHOW TOJIOCTH HET.

IIpoBenena wommbioTepHas Tomorpadus (KT)
C BHYTPUBEHHBIM KOHTPACTHBIM ycuiieHueM. U3 mpa-
BOM JONM TEYEHH HCXOAMT MAacCHBHOE KHCTO3HO-
coluaHoe 00pa3oBaHHE C YETKUMH HEPOBHBIMU
KOHTypaMu. MakcuManbHble pa3Mepbl oOpasoBa-
Hua — 120x180x190 cm, o6bem — 2200 mia. B Toi-
me KUCTO3HOTO KOMIIOHEHTa BH3YaJTU3HPYIOTCS
MHOTOYHCIICHHBIE CENThI, & TAKXKE MEJIKUE KHCTHI,
pasmepamu oT 7 10 50 MM ¢ TOHKOU CTEHKOH, HaKa-
TJTMBAIOIIEH KOHTPACTHBIN Tpemnapar (puc. 3). B ap-
TepuajgbHyl0 a3y KOHTPACTHPOBAHUS OTMEUaeTCA
MacCHBHOE KPOBOCHA0XEHHE CONHIHOTO KOMITOHEH-
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Ta oOpazoBanus. Co3mgaeTcs BIeYaTICHUE, YTO OT HE-
MOPaKEHHON TKaHW MEeYeHU 00pa3oBaHUE OTACICHO
MJIOTHOM Karcynoil. ApTepuaibHOE U BEHO3HOE KpO-
BOCHaO)XeHHE TNEUYEHOYHON MapeHXUMBI COXPaHEHO,
TaK )K€ Kak M BEHO3HBII oTTOK. Tommka pacronoxe-
HUS OpTraHOB OPIOLTHOM IMOJIOCTH HapyIlleHa, OJTHAKO
JIOTIOTHUTEIHHBIX TTATOJIOTHYECKUX OYaroB HE BBISB-
neHo (puc. 4).

[Ipu KT rpynHO#H monocTu marojioruu He oOHa-
PYXKEHO, 32 UCKIIOUEHHEM CHIDKEHUS THEBMaTH3aluU
HIDKHUX OTNIETIOB JICTKUX.

I'emornobun camxen mo 71 r/m. B Omoxumunde-
CKOM aHaJ3e KPOBH U3MEHEHH HET, 32 HCKIIIOYCHUEM
noseimerns AcaT go 66 U/L (nopma — 15-60). IToka-
3aTeNii CBEPTHIBAEMOCTH KPOBHU HapyIIEHBI: IPOTPOM-
O6uH cHmxeH 10 55% (aopma — 70-130), MHO — 1,25,
¢bubpunoren — 1,2 r/n (mopma — 1,8-3,5), akTHBUPO-
BaHHOE yacTHYHOe TpomOmHOBOe (AUTB) m TpomOu-
HOBOE BpPEeMs HE OIPE/IEIISIOTCS.

[Toka3zarenu peppurnHa, HEHPOH-CHICIUPUISCKOM
€HOJa3bl U -XOpPMOHUYECKOTO TOHAJOTPONKHA B TIpe-
JieNiaX BO3PacTHOM HOPMBI, YPOBEHb O-(eTONnpoTenHa
(ADIT) — 782 Hr/™MII, 9YTO HE3HAYUTEIHLHO PEBHIIIACT
BO3PACTHYIO HOPMY.

W3meHeHus B aHamM3axX KpOBH MOTPEOOBAHU Mepe-
JIUBAHUSI DPUTPOIUTAPHON MACCHI U CBEIKE3aMOPOIKCH-
HOHM IU1a3Mbl Il KOPPEKLMM aHEMHUM W HapylUEHUI
CBEPTHIBAIOIIECH CUCTEMBI.

3a BpeMs HaXOXKICHHS ITOa HAOTIONCHHEM U 00-
CJIEIOBaHUSl OTMEYANIOCh JalibHeiIee yBeTU4YeHUE
OKPY>KHOCTH KMBOTa CO CKOPOCTBIO /10 2-X CM B CYTKH.

WznavaneHo nuddepeHuuansHblii AuarHo3 mpo-
BOJMIIN MEXKTy 3XMHOKOKK030M U MI'TI. Ognako mia-
JIEHYECKHI BO3PACT, COMAIHHO-OBITOBBIE U TeoTpadu-
YECKHE yCIOBHS MMPOXUBAHUSA, & TAKXKE OYE€HB OOIBIIION
00beM 00pa30BaHUs U €T0 OBICTPOE YBEIHYCHHE B pa3-
Mepax MpH OTCYTCTBUM XapaKTePHOW XUTHHOBOW Karl-
CYyJbl CBOIMJIM HA HET BEPOSTHOCTh 3XMHOKOKKOBOTO
nopakeHusl medyeHu. KucTo3Has CTpyKTypa OIyXOJu
u okazarenu ADII ceunerenscTBOBAIN 00 OUEHB HU3-
KO BEPOSITHOCTH Tenaro0IacTOMBI.

beuto mpuHSTO pemieHre 00 ONepaTHBHOM Jede-
HUM peOeHKa ¢ OBICTPO YBEJIMYMBAIOIIUMCS B pazMe-
pax ouaroBbIM MOPAKEHUEM TI€UE€HHU, BEPOSITHEE BCETO
ME3E€HXHMMAaJIbHOM raMapTOMOM.

BrimonHena monepevHas 1anapoTOMys HaJ ITyTI-
koM. B paHy BBIBeZIeHa OIyXOJIb TEYEHU, UCXOSIIAS
U3 UeHTpaidbHOU ee yactu (puc. 5). Omyxonb Oumno-
JSPHBIM KOAryJasiTOPOM OTNIEJI€HA OT TKAHHW IECYCHH.
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Puc. 2. YnsTpassykosoe uccnefosanie. [Jechopmaliua 0CHOBHO-
0 CTBOIA ¥ BETBE/ BOPOTHOI BEHbI C COXPAHEHNEM NOPTarbHOro
KpOBOTOKA

Puc. 4. KomnbiotepHas Tomorpadius. CoxpaHeHue nopransHoi nep-
(by3um K COABNEHHON NAPEHXMME N0 NepU e MEEHXUMANBHOM

famMapToMbl NeYeHun

Puc. 3. KomnblotepHas Tomorpadius. [MraHTcKkoe KucToaHoe 0Gpaso-
BaHve BpioLLHOI MonocTy Puc. 5. YnaneHHas rvraHTckasi Me3gHxMarbHas raMapToma neyeHu

Brimonnen remocras ¢ IIPpOUIMBAHUEM U KOB.FyJ'IS[I.IPIGfI. BOPUTECIIBHOM COCTOSHHH II0[ H3.6J'I}OI[6HI/IC Xupypra
HOJ’IOCTL, 06pa3013aBH1a5105{ B [IApCHXUMC IIOCJIC yaaJie- MO0 MCCTY XXHUTCJILCTBA.

HUA O6pa30BaHI/I$I, TaMIIOHUPOBaHa reMOCTaTHYCCKON HpI/IBOI[I/IM pe3yabTaTbl UCTOJOIHYECKOro HcC-

T'yOKOH. cjaenoBaHMsa. B nocraBneHHOM Marepuale ornpene-
[TocneonepamoHHBIA TIEpUO MpoTeKad 0e3 oc-  JAeTCsl KUCTO3HO-CONMUAHAs omyXxoib. CoONHMIHBINA
nokHeHu#, Ha 10-1 eHs peOCHOK BBHIMKCAH B YIOBICT-  KOMITOHEHT IPEICTaBJICH PHIXJION BOJIOKHUCTOM COCITH-
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HUTENFHOW TKaHBIO C MpoJHQeparfei )KeTIHbIX MPo-
TOKOB WM PE3HUIyaTbHBIMH OCTPOBKAMH TeTaTOLNTOB.
[IpocMaTpuBaroTCsi BKJIIOUEHHS  IVIaJIKOMBIIIEYHBIX
KJIeTOK. KUCTHI pa3nnyHON BeTHMYMHBI, O€3 BHICTHIIKH,
collepKaT MPO3padyHyIo0 KUAKOCTh. [IpocrmexuBaror-
cq 30Hbl MUKCOMaTo3a CTpoMbl. KieTok ¢ arunuuHon
Mopdororueii He 00Hapy)KeHO. MUTOTHYECKAsI aKTUB-
HOCTh He ompenensercsi. UMMyHOrHCTOXUMHYeCKoe
HCCJIE[IOBAHNE: BBISBICHBI O4aroBbIe MO3UTHBHBIE pe-
axiuu ¢ antutenamu PCK AE1/AE3, CK7, Vimentin,
Desmin, oTpuIlaTeNbHbIC pEAKIUU C aHTUTEIAMU
p53, Glypican, MSA. IponudeparnBHas akTHBHOCTb
mo ypoBHIO 3kcnpeccun Ki 67 cocraBmser 10-20%
B pa3HBIX TOJAX 3peHHs. 3akioueHrne — GpuoOposHas
ramapToma rne4eHu.

O06cy:x1eHue pe3yJbTATOB UCCJIETOBAHMS

BnepBeie HCIONB3YS TEPMHUH «ME3EHXMMAJIbHAS
ramapToMa redeHm», ormyxob orrcait H.A. Edmondson
B 1956 r. [2]. MI'TI orHOcuTca B TIpynne peakux
HOIL. J. Murray u C. Maioribus, aHamu3upys Ooiee
yeM 40-71eTHHH OMBIT PabOTHl €BPONEHUCKUX KIMHUK,
JIETAr0T BBIBOJ, YTO KPYITHBIC OHKOJIOTHYECKUE M XH-
pyprudeckue OTAEIEHHUS CTAJIKUBAIOTCS CO CIy4asMH
MI'TI mpumepso 1 pa3 B 2 rona, mpudem 85% 3abomeBa-
HUN OTMEUEHO y nerelt no 3-x et [3-5].

MI'TI moxer ObITH cinydyailHOW HaXOAKOH Jy-
YEBOW JUArHOCTHKU WX (U3UKAIBLHOTO OCMOTPA,
HO MOXXET BBI3BaTh HECHCIU(PUICCKHUE IMPOSBICHUS
B BHJI€ YBEIMYEHHUS B pa3Mepax >KHWBOTa C MOTepei
amnmeTuTa, pBOTOH, HapylieHueM Habopa Beca. boie-
BOHM cHHIIpOM HexapakrepeH. U3 ocobeHHOCTEH nna-
THOCTHKH B 3aBUCHUMOCTH OT BO3pacTa JAeTeil oTMeue-
HO clleyIollee:

1. IIpenaranpaoe Y3U maer peneBaHTHYIO WH-
dbopmanuro HaunHas ¢ Il TpumecTtpa. MoxeT BcTpe-
4aThCs MHOTOBOJIME, @ TAKXKE IMTOBBINICHUE TIOKa3aTenen
MatepuHckoro A®II u XopruOHUYECKOTO TOHAAOTPOIIU-
Ha [6-8].

2. 'V "oBopoxaeHHbix MI'TI Gomnbiux pa3Mepos
MOXKET OBITh NMPUYMHOW PECIUPATOPHOTO IHUCTPECC-
CHH/IpOMA U OOCTPYKTUBHOW XojaHrmomatuu [9, 10].
VY nmereii mepBBIX MeCSAIEB KH3HU YaIlle BCETO BCTpe-
gaeTcs OBICTPBINA KU3HEYTPOXKAIOIINA POCT OITyXOJH.
Ornucanbl uzonupoBanHsie MI'TI, BeI3bIBarormiue Je-
TOUHYIO THUIEPTEH3UI0, 00BEMHYIO TIEperpy3Ky Kamep
cepama u TpomboruToneHuio. He ycranoBineHs! ¢ak-
TOpHI, TPUBOIAIINE K TOAOOHBIM PEIKUM KIHMHHAYE-
CKUM nposiBieHusM [11].
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3. VY pereii crapme 1 rona Ha ¢one MI'TI garme
BCTPEUAIOTCS MEXaHUYeCKas >KeNTyxa, HapylleHue
MIPOXOAVMOCTH KETyI0UHO-KUIIIEYHOTO TpakTa, AMC-
CEMHHHPOBAHHAs KOAryjornaTus, CIIOHTaHHOe alcie-
IUpoBaHue. Y NeTel mociie 5 JeT omnrucaHo Bcero 5%
MITI [12, 13].

Onucano coueranue MI'TI ¢ BpoxxieHHBIME ITOPO-
KaM# cepana u pudpos’IacTo30M MHOKap/a, He3aBep-
IICHHBIM TTOBOPOTOM KHUIICYHUKA, aTPE3UEH KEITIHBIX
X070B " cuHAapoMoM bekButa—Bunemana [14].

V¥ nereit ¢ MI'TI HezaBucumo ot pasmepos HOII
OOJBIIMHCTBO aBTOPOB OTMEYaeT YMEPEHHOE ITOBBI-
menne ADII, nucrtounnkom koroporo F. Boman cunra-
€T MPUCYTCTBYIOIINE B MUKCOUJIHON CTPOME OITyXOJHU
renaTrouuThl U KIeTKH OuimapHoro snurenus. [locie
TTOJTHOTO yAAJIEHHUS OIyXOJM MOXET TOTpe0oBaTh 3Ha-
YUTENbHBIA NEPUOJ BPEMEHU I HOPMAIU3ALUU I10-
kasareneii ADII. E. Justrabo cumraet, 4To B TeucHUE
1 roma mociie onepanyud YMEPEHHO BBICOKHE LUBPHI
A®II He 1OomKHBI BBI3BIBATh HACTOPOKEHHOCTH. Takum
obpazom, mokazarenu ADIT He MOTYT CITy)KUTb TU]-
(hepeHInanbHO TUArHOCTUIECKIM TPU3HAKOM MEXITy
MI'TI u remaro6macTomoit [15, 16].

IIpu Y3U, MPT u KT MI'TI uaie Bcero npeacras-
JISIeT COO0O0M KHUCTO3HOE 00pa30BaHUE C MHOTOYHCIICH-
HBIMHU BHYTPEHHUMU MIEPETOPOJIKAMH U TEM WJIM UHBIM
00BEMOM CONHMIHOTO KOMIIOHEHTa. BHyTpmomyxome-
BBIC KaJBITMHATHI BCTpedaroTes Heyacto [17].

A. Mansour u COaBT. CUMTAIOT, YTO HAIMYHUE MOJI-
BIDKHOM MENKOAUCIIEPCHOM B3BECH M MPUCTECHOYHBIX
OKPYIJIBIX 3XOTCHHBIX BKJIIOYCHHUN B KHCTaxX MO JaH-
HBIM COHOTpa(HU C BBICOKOH CTENEHBIO BEPOSTHOCTH
MokeT yka3eiBarh Ha MI'TI. Onmcans! ciaydan KpoBo-
TEYEHHUM B MOJOCTh KUCTHI C MOSBICHUEM HEOIHOPOJ-
HOTO THUIIEPAXOTEHHOIO CONEP>KUMOIO KaK CIIOHTaH-
HBIX, TaK U MOCTTPAaBMAaTHYECKUX M MEPHUHATATIBHBIX
MITI [18].

OpHako B HEKOTOPBIX CIydasX pa3Mepsl KUCT MO-
TyT HE NPEBBIIATh HECKOJIBKUX MHJUIMMETPOB, U Ta-
MapToMa BBIIVISIIUT KakK TOJHOCTBIO CONMIHOE 00pa-
30BaHUE. 3a TpeAenaMu IMepuQepruvIecKoil odmacTu
KOMIIPEMUPOBAHHON MApEHXUMBI TI€UYEHHU, HEMOCpe.-
CTBEHHO MPUJIETAIONIEH K 04ary oOpa3oBaHusl, SXOTEH-
HOCTh M DXOCTPYKTypa OpraHa OCTaloTCs HEM3MEHEH-
HbIME [19].

K. Fowler momaraer, aro npu nposeaeanun MPT
u KT ocnoBuag vacte MI'TI umeer BUA THIIOOEH-
CUBHBIX CIa00BaCKyJISIpU30BaHHBIX CTPYKTYp, 4acTo
JOCTUTAIOMINUX OONBIINX pa3sMEepoB C JHAMETPOM
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mo 20-30 cM. MsrkoTkaHblii KOMMHOHEHT, mepero- J. Stocker momaraer, 4ro Hamu4me B CTPOME Oda-
ponku u nepudepuueckue oraenasl MITI xopomo  roB 3KCTpaMeAyUISIPHOTO KPOBETBOPEHUS! THIMYHO
HAaKaIllJIMBAlOT KOHTPACTHBIN mpenapar u coxpaHsaoT st MITTI [26].
€ro MpH OTCPOUYEHHOM CKaHHPOBAaHUH, NpUYEM Ha- Cornacno paboram [. Abdulkader, me3enxmu-
KOIJIEHHE KOHTpAcTa MPOUCXOAWUT LEHTPHUIETaNnbHO.  ManbHbIM komrmoHeHT MITI oGmamaer mMmyHOpeak-
Berpeuatorcst BapuaHTbl runepBackyisipHblx MITI  THBHOCTBIO K BHMEHTHHY, AKTHHY DIAIKHX MBIIIII,
C NHMTAHUEM W3 MOPTAIbHBIX BEHO3HBIX BETBEH, O, -aHTUTPHUICHHY U necMuHy. M. Shintaku oOHapysxu,
U B TaKUX CIy4asx NepudeprudecKue «Iy>Kd KOHTpa-  4TO KJIETKU ME3CHXHMMBbI 00J1alal0T PeLeNTOpaMHt K (pak-
cta» no okpyxHoctd MI'TI MmoryT HamomMuHaTh mar-  Topy pocta pudpobdiactoB. D. von Schweinitz ¢ coaBr.
TEpH FreMaHruodHA0TeNuoMEI [20, 21]. B 1999 r. cooOutmn o Hanmmywu Ki-67-103UTUBHEIX MPO-
[Ipu MPT ramapTomsl yaile BCETo AAIOT HU3KOMH-  JIM(PEPUPYIOINX ME3eHXMMAalIbHBIX KIETOK B IMOTpa-
TeHCHBHBIA curHan B T -B3BelmleHHOM pexxume U cur-  Hu4HbIX 30Hax MITTL 1. Abdulkader cumTaer, uro o6a
HaJl PA3HOM MHTEHCUBHOCTH Ha T,-B3BEIICHHBIX CHUM-  KOMIIOHEHTA KIJIETOK TaMapTOMbl HMEKOT HU3KUH HH-
kax. MP-anruorpadust MoxeT okazaTb HE3aMEHHMYIO  JEKC alloIlTo3a 3a CUeT THIePIKCIPECCHN aHTHAIIONTH-
MOMOINb TPH IUIAHUPOBAaHWU OOIIMPHBIX pe3eKnuid  Yeckoro Oenka bel-2 [27-29].

neveHu [22]. Crenyet oOpaTuTh BHUMaHHE Ha JIBE Ba>KHBIE KIIH-

Paanon3oTonHoe CKaHUPOBAaHME C TEXHELHUEM HUKo-narojgoruueckre ocodbenHoctu MITI. Tlepsoe —
MOATBEPIKAAET OTCYTCTBUE CBSI3M KHCTO3HBIX TOJO-  3TO BO3MOXKHOCTH MYJBTH(OKAIBHBIX OIMYXOJEH, CBSI-
cTel ¢ JKeTIHBIMU TTpoToKamu [23]. 3aHHAas C PEIUANBOM 3a00JICBAHIS ITOCIIE PATUKATEHBIX

Bo mHOTHX ciiywasx quarHo3 MI'TI moxkHO Tipen-  peseknmii. T. Ramajunam omuceiBaeT ciry4aid mpaBo-
MOJIOKUTH 110 COBOKYTTHOCTH JaHHBIX aHAMHE3a, BU3y-  CTOpOHHEH HenuddepeHInpoBaHHON dMOPHOHATBHOM
anu3aluK U Tokasareield oHkoMapkepoB. OnHako a0-  capkombl nedeHu (HOCII) y 6-neTHero Manbumka, Ko-
COJIFOTHYIO YBEPEHHOCTh MOKET JIaTh TOJILKO OMOTICHS.  TOPBIH B Bo3pacte 11 Mec ObUT OepHpOBaH IO MOBOLY
bonpmmHCcTBO MccaemoBaTee CXOAATCsI BO MHCHHH, MITI Bo II-IIT cermenTax. PeTpocnekTuBHBIN aHATU3
YTO TOHKOHWTOJIbHAsE Omoricwsi He MOXeT ObiTh Kio- KT, mpoBeneHHON Tepen mepBoil onepartueii, BISIBAIT

YoM K ycTaHoBieHWio TouHoro Buja HOII. Knuau- B mpaBoii moiie HEOMHOPOIHBIE TUIIOJICHCUBHEIE OUarH,
YyecKasi 3HaYMMOCTb IIUTOJIOTUYECKOTO HCCIENOBAaHUSA  KOPPEIHPYIOIIHUE C MOCIETYIOINUM MECTOM BO3HUKHO-
NpY acIUPAIMOHHOW OMOTICHY HHU3Kasl, OHA HE MO3BO-  BEHHS 3JI0KAaYECTBEHHOTO HOBOOOPAa30BaHMS IECUCHHU.
JSIET YCTaHOBUTH THCTOJIOTHYECKYIO MPHUPOAY omyxo-  S. Bartho mpuBomuT naHHBIE ayTONICHH HOBOPOXKACH-
. B acriupare MokHO OOHapYKUTh KIIacTepbl KyOH-  HOTO ¢ AByMs TUCKpeTHbIMH odaramu MITI B oGenx
YECKOTO DITUTENNS, BEpETEHOOOpa3HbIe CTpoMaidbHble  aoisx medenu [30, 31].
KJIETKH, TeTaTOUUThl U (PparMeHThl MUKCOUTHOU CO- Btopoe — 93T0 HanmWume aHTHOMATO3HBIX CO-
C€IUHUTENbHON TKaHu [24, 25]. crapisiromiux B MI'TI, penaromiee npakTUYECKH He-
[lo nmaHHBIM MOCIEONEPallMOHHOTO MAaTOJOTO-  BO3MOXHBIM TMpEelONepaluoHHy0 auddepeHnnanb-
aHATOMUYECKOTO HCCIEAOBAHMS, UCTHHHAS Kalcylna  Hyl auarHoctuky Mexay MITI u unaHTHIBHON
HOII otcyTcTByeT, COAEpKUMBIM KHCT SIBISIETCS ce-  reMaHrnolduporennomon. G. Behr u S. Fishman npen-

PpO3HasA UKW MYIUMHO3HAA )XKUIAKOCTB, 110 COCTAaBY aHa- IoJraratoT  CyneCTBOBaHHUE onyxoneﬁ CMEIIaHHOM
JIOTU4YHad mji1asmMe, HO C MOHUKCHHBIM COACPIKAHUECM npupoabl, ¢ OAHOBPEMCHHBIM HAJIUYUCM 'MCTOJIOTHYC-
6em<a, TJIFOKO3bI U XOJICCTEPOJIA. MI/IKpOCKOHI/ILICCKI/I CKHUX KOMIIOHCHTOB IraMapTOMbI 1 nponmbepauueﬁ OH-

MOKHO BBIJICIUTh ME3CHXUMAJbHBIH U SMUTEIHANb-  AOTEIHS COCYIOB, U TPUBOJAAT OMHMCaHUE 3-X cIydyacB
HBIIl KOMITIOHEHTHl. MHUKCOUAHAs CTpOMa CONEpPXKUT  y merei 1, 2 u 22 mec [32-34].

HESNUTEIU3HUPOBAHHBIE JKUAKOCTHBIC BKIIOUEHUS OTcyTCTBHE MUTOTHYECKOW aKTHBHOCTH B pe3e-
0ONBIIOTO pa3Mepa W OTHOCHUTENbHO Mamoro pas-  nupoBaHHBIX MI'TI mogronkaymo J. Stocker u K. Ishak
Mepa KUCTHI, BBICTIaHHBIE KyOUYECKUM 3MUTENNEM, K NPEANOIOKEHHI0, 4TOo mponaudepanus KIETOK ra-
CXOKUM C SIHTEIUEM JKETYHBIX MPOTOKOB M 3KC-  MapTOMbI MpEKpamaceTcsi aHTeHaTalbHO. YBETHUCHHE

MpeCcCUpyONM nuTokepaTuHel 7, 8 u 19. Ctpoma  pasMepoB 00pa3oBaHUsl IMOCIE POXKIACHUS IMPOHCXO-
OMYXOJIH COCTOUT H3 (uOpobmacToB, KoIareHa, JHT 3a CYET HAPACTAHUS 00bEMa KHUIKOCTH B KHCTaX
KEITYHBIX TPOTOKOB, KPOBEHOCHBIX W JuM(parnue- Ha (oHE OOCTpYKIHH JTUMGPATHUECKUX M HKETIHBIX
CKHUX COCYJOB M 0YaroBbIX CKOILICHHWH TeaToluTOB.  MPOTOKOB BHYTpH M 1o nepudepun HOII [35, 36].
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Ha cerogusmHuii 1eHp B TUTEpAType CyLIECTBY-
eT HECKOJIbKO Teopuit maTtorene3a MI'TI. CTopoHHUKH
TEOPUH HAPYIICHUS SMOPHOreHe3a, K KOTOPBIM OTHO-
cutca u D. von Schweinitz, monararoT, 4To raMapTo-
Ma BO3HUKAeT B pe3ylbTaTe HapyLIeHHs] (OPMHUPO-
BaHMs JyKTaJbHOM IUIACTHHBI Ha TMO3JHHUX CpPOKax
TeCTalNH, ¥ 3TUM OOBSICHAETCA CXOJCTBO HAPYIICHUS
CTpOeHHUS XeTIHBIX XomoB pu MI'TI u 6one3nn Ka-
ponu [37, 38].

Eme B 1976 . R. Okeda npeanonoxumi, 4To BHY-
TpUYTPOOHOE JOKAJIbHOE HapylLIeHHEe KpoBooOpa-
HICHHS ¢ MOCJenylone nmemMued u cydarpodueit
YacTH 3a4yaTKa MEeYeHHU SBISETCS ITyCKOBBIM MeXa-
HU3MOM OWIIMapHOW W KHCTO3HOW Maibhopmanun
npu MI'TI [39].

[To pe3ynbTaraM UMMYHOTUCTOXUMHYECKOTO aHa-
sm3a ctpombl MI'TI B. Dammeier nenaer 3akiroueHue
0 BO3MOYKHOCTH aKTHBAIIMH CHUHYCOWJIATBHBIX 3BE3JI-
YaThIX aKKyMYIHpYromux Jumuabl kinetok (Ito cells)
B KayecTBe HauajpHOro srtama passutus MITI, sto
MHeHue nozanepxkuBatoT M. Shintako u K. Watanabe
[28, 29].

CaMo TpajWLIMOHHOE OMpEIeNeHHe OIMyXONn
KaK TaMapTOMBI TOpa3yMeBaeT JA00pOKadeCTBEHHOE
OITyXOJIeNo00HOe 00pa3oBaHKUE C JIEe30pTraHNU30BaH-
HOW, HO JIMMUTHPOBAHHOHN mponudepanneil 3perbix
KJIETOK, MMCIOIINX TKAHEBYIO MPUHAJJICKHOCTh, Xa-
pakTepHyIo A MopakeHHoro opraHa. OgHaKo B IO-
CJICJIHUE TO/BI MOSBISIETCS BCe OONbBIIE COOOUICHUH,
oTpumnapmux nogodxHoe onpenenenue ;1 MI'TI u or-
HOCSIIUX €€ K UCTHHHBIM OITyXOJIsIM, a HE K aHOMAaJIH-
SIM Pa3BUTHS WA PEAKTUBHBIM U3MEHEHUSM.

B nonp3y 31010 MHEHHUS CBUJIETENBCTBYET HEPEA-
KO BCTPEYAIOLIASACS aHIYIUIOUAMS KJIETOK raMapTOMBI.
K. Sharif, uzy4as urorenerrky MI'TI, BbIsIBIIT TpaHC-
mokaruio B 19-it xpomocome. lluroreHeTmueckue
WCCIIEZIOBAaHUSI  HEOIHOKPAaTHO JAEMOHCTPUPOBAJIH,
yro u MI'TI, u HOCII yacto acconuupoBaHbI ¢ Xpo-
MOCOMHOU peapanxupoBkoil 19ql13.4, B uwactHOCTH
¢ Tpancnokarmeii t (11;19) (q11; q13.3/13.4) [40, 41].

Cepus uccnenoBaHHUA € UCTIOIB30BaHUEM MTPOTOY-
HOW UTOMETPUN OOHAPYKWIIA aHPYIUIOUAHIO, Xapak-
TEPHYIO JJIS 3JI0KAYECTBEHHBIX OITyXOJel, B KIIETKaX
MITI y ywactu nanuenTtos. Hapymenune ninouaHoCTH
B COBOKYITHOCTH C TEHETHUECKUMH JIe(PeKTaMH TI03BO-
mio T. Otal oraectn MI'TI k pa3psiy HCTHHHBIX OITYy-
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XOJIeH, a He K aHOMAJIVsIM Pa3BUTHS WA PEAKTUBHBIM
npoueccam [42].

CaM (akT BO3MOXXHOTO COCYIIECTBOBaHUS B yra-
JICHHOH OIYyXOJIM Y4YacTKOB TKaHEH, XapaKTePHBIX
kak it MI'TI, tak n mos HOCII, monrBepxkmaer ru-
CTOT€HETHYECKYIO CBS3b MEXAY 3TUMHU JIByMsS HOBO-
oOpaszoBanusiMu. [logoOHOrO poma cMelIaHHBIE OIy-
XOJIM BCTpeyaluch B HaOmoneHusx D. von Scweinitz
u C. Virgone. B. Shehata coobmaer 06 11 ciyuasx
MITI, accoruupoBannbix ¢ HOCII [43—45].

[lomaBnsromee OONBITMHCTBO OHKOJOTOB U XH-
PYPTOB CUHTAIOT PaJUKAIBHYIO PE3EKIHUIO B Tpeaeiax
3IOPOBBIX TKAHEH ONTHMAIBHBEIM METOJOM JICUCHUS
MITI. IIpu HEBO3MOXKHOCTH NMONHOTO yaaneHus MI'TI
0ONBIINX Pa3MEPOB CIICAYET NPUOETHYTh K JHYKIIE-
aru. YacTUuyHYIO0 pe3eKInio 00pa3oBaHUs WM Map-
CYNHMAHM3AIHI0 CIEAYeT CUUTATh CyOONTHMAaIbHBIMHU
METO/IaMH{ BBU/IY BEICOKOTO PUCKA PEAINBA U/UII Ma-
nurHuzanuu [46—48].

TakTvka HaOMIONCHMSI MOXET OBITH OINpaBIaHa
B ciayuyae HeOombimx MITI, moATBepKIEHHBIX HaH-
HBIMU Ouoricuu. YpecKokHOe APEHUPOBAHNE C LIETHI0
YCTpaHEHUsI PECITUPATOPHBIX HAPYIIEHUH ¥ CHUKEHUS
BHYTPUOPIONITHOTO [IABJICHUS HE BCEra BO3MOXKHO
BCJICJICTBHE BBICOKOHM BSI3KOCTH YKHJIKOCTHOTO COJEp-
JKUMOTO KHUCT, K TOMY K€ OHO COIPOBOXKIAETCS BhI-
COKUM pucKkoM uH(puuupoBanus [49]. D. Mulrooney
C YCHeXOM OIHOKPAaTHO MPUMEHHWI TpeAoneparuoH-
HYI0 SMOOJHM3aINI0 TIeYeHOYHOH apTepuu I COKpa-
uieHus pasmepos MITI [11].

CooO0I1IeHUsT O TIOMBITKaX MPUMEHEHUS XUMHOTE-
panuu s nedeHuss MI'TI oueHb HEMHOIOYMCIICHHBI.
A. Alkalay HaOmroman cokpaiieHue o0bema THIepBa-
ckymsapaotr MI'TI npm Ha3HaueHWW IUKIO(POChHaMu-
Ja B codeTaHwu ¢ ruapoxoptuzoHoMm [50]. D. Siber
cdyen HedPPEKTHBHBIM MPUMEHEHUE BHUHKPUCTHHA
mpu MI'TI [51].

[TomBoast UTOT BCEMY BBILICH3IMKEHHOMY, MOYXKHO
caenarb BeIBOX 0 ToM, uTo MI'TI mpencrasisier coboit
PEIKYIO OITyXOJdbh C HEKOTOPBIMHU XapaKTEPHBIMH IIPH-
3HakaMmH. Yarie Bcero raMaproMa NedeHH OOHApYKH-
BaeT cebs Kak OOoJNbIIOEe MYJIBTUKHUCTO3HOE 00pa3o-
BaHUE Yy JICTCH MEPBBIX 3-X JIET JKU3HH, MOJyICKAIISE
OTEPaTUBHOMY JICUCHHUIO BCJICICTBUE PHCKA 3JI0Kade-
CTBEHHOTO TEPEPOXKICHHSI. DTHOJOTUS M TaTOTeHe3
MITI noka 10 KOHIA HE U3yUYECHBI.
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