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VYkpanna

B cratbe npeacTaBieH KIMHUYECKUI Cllydail XMpypruuecKoro JeueHusl MalMeHTKU ¢ PeJKMM OHKOJIOTHYe-
CKUM 3a00JIeBaHMEM — MYJIbTH(HOKATbHOW aHTMOMHUOJIMIIOMO# TIeueH! U JieTKuX. [lalimeHTKa ToCMTaIu3upoBaHa
B KJIMHUKY WHCTUTYTa, 00CIeA0BaHa, TIPU CIIUPATbHON KOMITBIOTEPHOM TOMOTpadr OpraHOB OPIOLITHON MTOJIOCTH
U TPYIHOU KJIETKU BBISBICHBI MHOXECTBEHHbIE 00pa30BaHUs JIETKUX OwiarepajibHO, 00Opa3oBaHUs MeYeHU: B Sg2
u Sg4 — 3 obpa3oBaHus 10 2 cM B auameTpe, B Sgl — KpyIrHoe aHajorMuyHoe obpa3oBaHue 10x8 cM, mpuiexaiiee
K HIDKHEN ToJioil BeHe. BuImonHeHa muddepeHInanbHas MarHoCTUKA ¢ TenaToLe/UTIONSIPHON KapLIMHOMOM TpH
TTOMOIIY ONpeAeIeHNsT OHKOMapKepOB KPOBU U TPEMaH-OMOIICUU OIMYXOJM XBOCTATOW MOJU TEYEHU C ITOCIEemy-
IOIIMM TUCTOJIOTUYECKUM HccienoBaHreM. [lociie MoaTBep:KIeHNs BEPOSTHOTO JAOOPOKAUYECTBEHHOTO XapakKTepa
OMYXOJIM TMalMeHTKa Obuta onepupoBaHa. MHTpaonepaiimonHo B Sg2 u Sg4 neyeHu BbISIBIEHBI 00pa3oBaHus 10 2
cM B auametpe; B Sgl medyeHu — omyxosb pazmepamu 9x8x10 cM, BIUIOTHYIO Mpuiexaliias K HUXKHel Mojoi BeHe,
JIeTKOpaHUMasl 1 OOMJIbHO KpOBOTOYAILAsl MpY KOHTaKTe. BhimonHeHa pedekius Sgl medeHu ¢ OMyXOJbio JIeBO-
CTOPOHHUM CIIOCOOOM C MCITOJIb30BaHWEM METOAMKM adbepeHTHON BaCKYJSIPHOM 3KCKIIIO3UU TMEYeHH, TEXHUKHU
«clamp crush», 27eKTpOXUpypruyeckoro cBapuBaHusi. [lociaeonepallMOHHbINA Tepyuoa MpoTeKal Iaako, 6e3 oc-
JIOXXHEHUI, TallMeHTKa BhIMMcaHa Ha 12-e mocjieonepaloHHble CyTKU. MMMYHOTMCTOXMMUYECKOE UCCIIEA0BaHNE
yAaJeHHOTO TIperapara MoATBEPAMIO JMarHO3 — aHTMOMUOJIUIIOMA TIEYEeHH.

Karouesvie crosa: aneuomuoaunoma, xeocmamas 0045 neveHU, pe3eKuyiss neveHu, KoMnobiomepHas momozpagus,
UMMYHOSUCIOXUMUYECKOe UCCAe008aHUe, INeKMPOXUPYPUECKas CeapKa

The article presents a clinical case of surgical treatment of a patient with a rare oncological disease —
multifocal angiomyolipoma of the liver and lungs. The patient had been hospitalized to the clinic, examined using
spiral computed tomography of the abdominal organs and the chest. The following was revealed — bilateral multiple
lung neoplasms, liver neoplasms: in Sg2 and Sg4 — 3 tumors up to 2 cm in diameter, in Sgl — a large similar tumor
10x8cm adjacent to the inferior vena cava. Differential diagnostics with hepatocellular carcinoma was performed by
using the determination of the blood tumor markers and trepan biopsy of the tumor of the caudate hepatic lobe,
followed by histological examination. After confirming of probable benign nature of the tumor, the patient was
operated on. Intraoperative findings were the following: in Sg2 and Sg4 of the liver — neoplasms up to 2 cm in
diameter; in Sgl of the liver — a neoplasm 9x8x10 cm, closely adjacent to the inferior vena cava, easily vulnerable
with bleeding after contact. Resection of Sgl of the liver with a tumor was performed by the left-sided method
using afferent vascular exclusion of the liver, clamp crush technique, and electrosurgical welding. The postoperative
period was stable, without complications, the patient was discharged from hospital on the 12" postoperative day. The
immunohistochemical study of the removed tumor confirmed the diagnosis of liver angiomyolipoma.

Keywords: angiomyolipoma, caudate lobe of the liver, liver resection, computed tomography, immunohistochemistry,
electrosurgical sealing
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Sl

Beenenne

AHruomuonunoma (AMJI) — peakoe mo6po-
KayecTBEHHOE HOBOOOpa3oBaHKe, KOTOPOE MHOTIA
MMeeT 3J10KaueCcTBeHHbI moTteHuman [1, 2, 3, 4].
AMIJI 00BIYHO BO3HMKAET Y KEHIIMH U JIOKAIU3Y-
€TCsl B MOYKE, 3HAUUTEJIbHO pexXe — B MEeYeHU U
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Jierkux [5]. MUKpPOCKONIMYECKU OIMYyXOJb COCTOUT
U3 TETePOreHHOM CMECH TIJIaJKUX MBILIEYHBIX
KJIETOK, 3PEJIOM XXUPOBON TKAHU, TOJCTOCTEHHBIX
KPOBEHOCHBIX COCYIOB C O4araMy 3KCTpaMemyJi-
JIIPHOTO KPOBETBOPEHMSI, OTKYAa M BO3HUKJIIO Ha-
3BaHME HOBOOOpa3oBaHuUs. ['McToNMOrMYEeCK aua-
THO3 MOATBEPXIAETCS] UMMYHOTHCTOXMMUYECKIM
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OKpalllMBaHWEM U1 BbISIBJIEHUEM aCCOLMUPOBAHHOTO
¢ menaHoMoit anturena (HMB-45) [6, 7].

BosnukHoBeHue AMJI B reyeHM U Jierkux 0e3
OTHOBPEMEHHOTI'O Pa3BUTHUS UX B MOUKE SIBISIETCS
ype3BblUaliHO peIKUM SIBJEHUEM, U JIUIIb He-
CKOJIbKO TaKHX CJy4yaeB ObLIO 3aperMCTPUPOBAHO
B MMpOBOI1 JuTeparype [8, 9]. B naHHoIi cTaThe
NPEACTABIEH KIMHUYECKUN ClIyyail Xupypruye-
CcKoro JjieueHus: nmauueHTKu ¢ AMIJI medeHu u
JIETKUX.

Henn. IIpenctaBuTh COOCTBEHHBIN KIMHM-
YECKUM ciiydail MyJbTU(POKAIbHON aHTHOMUOJIU-
MOMBI TIEYEHU U TPOaHaJU3UPOBaTh UMEIOLIMECS
JIUTepaTypHble TaHHbIE 00 OCOOEHHOCTSIX JUarHo-
CTUKHU U JIeUeHUs JaHHOTO 3a00JieBaHUsI.

Kmunnyecknii coryqai

13.03.2018 B ximHuky MHcTUTYTa OOLIEH U
HeoTJIoxkHO# xupypruu uMm. B.T. 3aiineBa mocty-
Muia MalMeHTKa ¢ XKajobaMu Ha Holllue 00U B
MpaBoM Moapedepbe, o0yl ciadbocTb. Cuntaer
cebs1 601bHON B TeueHUe | roga, Korga BIEpBbIe
BO3HUKJIY BBIIIIEYKa3aHHBIE CUMIITOMEL. [larmmeHT-
Ka oocnenoBaHa. [Tpu cnvpaabHON KOMITbIOTEPHOM
ToMOrpaduy OpraHoOB I'PYIHON KJIETKU 1 OPIOLITHOMN
nojocty (KT OT'K u OBII) BbIsiBIeHBI MHOXeE-
CTBEHHbIE 00pa30BaHUS JIETKUX OuIaTepajibHO,
MMPEMYIIECTBEHHO B HIDKHMX IOJSIX, 3-18 MM B
nrameTtpe; oopasoBaHus neueHu: B Sgl — 10x8 cm,
npuiexaiiiee K HuxkHel rnojoit BeHe (HITB); B Sg2
u Sg4 — 3 aHaAJIOrMYHBIX 00pa3oBaHMs 1O 2 CM B
muametpe (puc. 1).

3akmoueHue KT OI'K u OBIT: HoBooOGpa3oBa-
Hust Sgl, Sg2, Sg4 neyeHU U HUXKHUX J0JIei 00ouX
nerkux (ITepuBacKyasipHbIe SMUTEIMOUTHOKIETOY -
Hole onyxonu (PEComa)? T'enaToue/osipHbIil
paK MmeyeHU C MeTacTaTUYECKUM TMopakeHueM
Jlerkux?).

IMTauueHTKa ObUTa HooOcienoBaHa. TecT Ha
anbda-deronporenH HeraTuBHBIN. [Ipom3BeneHa
TpenaH-0uorncust onyxonu Sgl medyeHu mon Y3-

KoHTpoJieM. T'McTojornuecky cTpyKTypa obpaso-
BaHUs 0oJjiee BCEro COOTBETCTBOBAja aHTMOMMUO-
Jumnome mnedeHu (puc. 2).

HakomnenHsbiii onbiT 6osee 500 pesexiiuii
TIeYeHN TI03BOJIMI HAM B Ka4eCTBE ONTUMAJEHOTO
MeTO/la XMPYPTUUYECKOTO JIeueHUsT BbIOpaTh pe3ek-
LIMOHHBIM - yiajeHue HoBooOpazoBaHUs S1 reyeHu
B Ipezaeiax 310POBbIX TKaHEMH.

Xon onepauuu. BoinmonHeHa BepxHECpeaUH-
Has Jamnaporomus. Ilpu peBusum B Sg2 u Sgé
neyeHU — oOpasoBaHUs 10 2 CM B JAuUaMeTpe; B
Sgl medyeHn — omyxosb paszmepamMu 9x8x10 cwm,
BIUIOTHYIO TipuJiexaitast kK HITB, Msirkoit KoHCu-
CTEHLMH, JIeTKOpaHUMasi U OOUJIbHO KPOBOTOYA-
Ias Mpu KOHTAKTe.

BrimonaeHa pe3ekumsa Sgl meyeHu ¢ Omyxo-
JIbIO, TIpU 3TOM OblJla MCIOJIb30BaHAa METOAMKA
addepeHTHOM BACKYISIPHON SKCKITIO3UY MEUYeHU
(Pringle-maneBp) B pexume 5°-10°-15°. B xone
TpaHCCEKIIUM MapeHXWMBI HaMU OblIa TIPH-
MeHeHa MeToAauKa «clamp crush»: B TJI0CKOCTH
pe3eKINN MSITKAM 3aXMMOM paspyliajach Ta-
peHXMMa TeYeHHU, TP STOM COCYIHI U XeITIHbIe
MPOTOKKU AMaMeTpoM Oosiee 1 MM ocTaBaiucCh
HETMOBpPEXAEHHBIMU. DTO JaBajo BO3MOXHOCTb
WX JOIOJHUTEJIbHO 00pabaThiBaThb, MPU 3TOM
COCYIMCTBIE CTPYKTYPHI oOpabaThIBalmM ariapa-
TOM 3JIEKTpOXUpypruueckoit ceapku «IlatoHmen
EKB3-300», xXeayHble NMPOTOKU KIMMUPOBAIU
WIn JurupoBaiu. Bce sTambl BMelIaTeabCcTBa
OBUIM BBITIOJTHEHBI C YY€TOM NPUHIIMIIOB Majo-
00beMHOM MHOY3MOHHON Teparuy MPpU HU3KUX
uudpax OB (0-50 MM Boa. ct.). Bunm onepa-
LIMOHHOTO MOJIsI Mocje yaajleHus omyxoiau Sl
MevyeHu TpeacTaBieH Ha puc. 3.

HoBoo6pazoBaHus nerkux, Sg2 u Sg4 neueHu
OBIJIO pelleHO He YIANATh BBUAY MX MHOXECTBEH-
HOCTHU, HEOOJIBIIMX PAa3MEPOB U MPEANOI0XKUTEb-
HOro 100pOKaueCTBEHHOIO XapakTepa.

VYnaneHHblit npenapaT — pe3elLMpPOBaHHBIN
yyacTok Sgl meyeHM ¢ HOBOOOpa3oBaHMEM,
OKPYXKEeHHBIM HOPMAaJIGHOM TTapeHXUMOMU TTeYCHHU.

Puc. 1. HoBooOpa3oBanusi neuyeHn.
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Puc. 2. MHoXecTBEHHBIE SNUTETMONIHBIE KJIETKH C 30-
3MHO(UIBLHON IUTOMIA3MON M YBEJMYEHHbIMH SPAMH,
AIUMONMTBI ¥ CHHYCOUAANbHbIE cocyabl. OKpacka — re-
MATOKCHJIMH-303uH. YB. x100.

Puc. 3. Bua onepaumoHHOro nmoJisi nocJjie yaajieHusi omy-
xom Sgl nmeuenn.

Puc. 4. Makponpenapart.

MakpOoCKONMYEeCKM IIpernapaT MpeacTaBiIsii CO-
00l orpaHMYCHHYIO, MHKAIICYJIMPOBAaHHYIO Maccy
pasmepamu 82x93x105 MM, MOBEPXHOCTh pa3pe3a
ObUIa OMHOPOIHOM, CBETJIO-KOPMYHEBOIO IIBETA,
0e3 yJyacTKOB HEKpO3a, ¢ HaJIMYMEeM OYaroBBIX
KpOBOMBNUSIHUI (puc. 4).

I'ucTonormyeckue mpemaparbl ObLIM HaIpaB-
JICHBI HA UMMYHOTHCTOXMMHMYECKOE MCCIICIOBAHME.

Huxe mpuBemeHsl pe3yiabTaThl UMMYHO-
TUCTOXUMMYECKOTO MCCIEAOBaHMUS YIaJeHHOTO
npemnapara. MUKPOCKOIIMYECKU OIyXOJIb OblIa
TpeNCTaBIeHa 3peJIoi XKMPOBOM TKaHBIO, KPOBE-
HOCHBIMM COCYIaM¥ Y TJIAAKOMBIIICUHBIMM KJIET-
KaMu, TIpUYeM Ipeodjiamaiy 3JeMEHTHI IIaIKuX
MblLIL (puc. 5).

Slnmpa XKUPOBBIX KJIETOK OBLIM MUKHOTUYHEI,
pacmojioXeHbl 3KCIeHTpUYHO. CoCymauCTHIit
KOMITOHEHT XapaKTepu30Bajcsl KaK pa3BeT-
BJICHHOH CEThIO KaNWILISAPOB, TaK WM M3BUTBIMU
TOJICTOCTCHHBIMM COCYAaMH, HAITOMUHAIOLIIUMU
aptepur. OMHAKO B KPYIHBIX COCYIaX OTME-
4YajJoCch CHIKEHHE 3KCIPECCUM TJIaTKOMBIIIEY-
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Puc. 5. Mopdoaornueckoe cTpoeHue OmyxoJu MeYeHu:
TJIAJKOMBIIIIEYHbIE CTPYKTYPbI, COCY/IbI, 3peJiasi KUPOBast
TKaHb. OKpacka — reMaToKCHJIMH-303uH. YB. x100.

HOTO aKTWHA W TNpU3HaKU (HUOPO3UPOBAHMUS.
I'magkoMBblIllIeYHBIE CTPYKTYPHI 0Opa30BBIBAIU
BOKPYT COCYAOB CBO€OOpa3Hble «My(Thbl»; sapa
TJIaIKOMBIIIEYHBIX KJIETOK OBLIY TUIIEPXPOMHBIE,
YMEpPEHHO MOoIUMOpGhHBIE, PUTYPH MUTO30B BBI-
SIBJICHBI He OBUIN.

Kpome riagkoMBIIeyHOro akTUHa 11T UMMY-
HOGhEHOTHUIIAa aHTUOMHUOJTUTIOMBI TAKXKE XapaKTepHa
BKCIpeccust MelaHoLMTapHbIX MapkepoB HMB-45
n Melan A (puc. 6).

MMMyHOTHCTOXMMUYECKUE WCCICIOBAHUS C
MapkepoM mporudepanun Ki67 M MyTaHTHBIM
oHKoMapkepoM P53 ObliM HeraTUBHBIMM, 4TO,
HapsIIy ¢ HESIUTEIMOMIHBIM XapaKTepOM JaHHOTO
00pa3oBaHUs, ITO3BOJIMIIO CIENAaTh BBHIBOI O €r0
M0OPOKAYECTBEHHOM XapaKTepe M IOATBEPIUTH
JIMaTHO3. aHTUOMMOJIMIIOMA TTIeYCHHU.

IMocneomnepaltmoOHHBIN ITepUO TPOTEeKAa IJ1aj-
Ko, 0e3 OCIOXHEeHUI Ha (hoHe KOHCepBAaTUBHOIM
Tepalvy, MepeBsi30K. PaHbI 3aXuiM mepBUYHBIM
HaTSDKEHMEM, 1IBBI CHSTHL. [lalimeHTKa BhIMMCaHa
Ha 12-e mocjeonepaluMoHHbIe CYTKHU.
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Puc. 6. Dkcnpeccus MeJaHOIMTAPHBIX MapKepoB KjieTkamm omyxoJu nedenn. Peakmuss ¢ MKAT k Melanosome

HMB-45 (caeBa) u Melan A (A103) (cmpasa). YB. x400.

Obcyxnenue

BrniepBeie AMJI Gbuta onucaHa B 1976 romy
KG. Ishak [10] u B jaHHbBI/i MOMEHT OTHECEHa K
CEMEICTBY OIlyXoJjieli, BO3HUKAIOIIMX U3 MepuBa-
CKYJISIpHBIX 3nuTeauouaHbix KieTok (PEComas),
KoTopble ObLM KinaccuduuupoBaHsl F. Bonetti B
1992 rony [11, 12, 13].

AHTMOMMOJIUIIOMA TTeYeHU OYeHb YacTo (0oJee
yeMm B 50% ciiyyaeB) HEIPaBUJIbHO AMATHOCTUPY-
eTCcsl Kak renarouesuitonsipHas kapurHoma (I'K)
n3-3a Bbicokoro cxoactBa B KT-kaptune. Iudde-
peHuManbHas auardHoctvka mexny AMJT u TTIK
OYeHb BaxkHa, TaK KakK XUpypruyeckasi TakTuka u
MPOrHO3 PaJAUKAJIbHO OTJIMYAIOTCS TPU MHOXe-
CTBEHHOM XapakTepe 0O0pa3oBaHMIA.

Ciyyau MHOXECTBEHHBIX aHTMOMMOJIUIIOM
MeYEHU U JIETKUX ITPU OTCYTCTBUU UX B ITOYKAX HO-
CST €IMHUYHBIIA XapaKTep B MUPOBOI JIUTepaType.
XapakTep oOpa3oBaHMWil ITO3BOJISIET CUMTATh, UTO
3TO MHOXECTBEHHbIN N0OpOKAYeCTBEHHBIN MpPO-
1iecc, a He IEPBUYHOE 00pa3oBaHKe C MeTacTa3aMu
B MeuyeHb U Jierkue. Tem He MeHee, B JIMTepaType
OIMCaHbI clyyau 370KayecTBeHHbIX AMIJI neueHu,
KOTOpbIE XapaKTepU3YIOTCsl OOJbLIUM pa3MepPOM
OIyX0JIM, MTHBA3UBHBIM POCTOM, THCTOJIOTUYECKU —
HaJIMYMEM KJIETOYHOM aTUIIMU U BBICOKOW aKTUB-
HOCTbI0 Tiponudepatnu (nHaekc Ki67 Boiire 30%),
YTO HE BCeraa BBISIBJISIETCS B J0OIMEpalliOHHOM
nepuoae npu KT OBIT u 6uoncuu. Kpome Toro,
3jokayectBeHHass AMJI nposiBiiseT cnocOOHOCTD
K METacTa3dpOBaHUIO U PELMAUBUPOBAHUIO O-
cjie pamuKaJlbHOro ee yhajleHus, YTo BJIUsIeT Ha
rnokazateau cMmeptHoctu [14, 15]. B onucaHHoMm
cllyyae OTCYTCTBME MHBA3MBHOIO pOCTa, aTUITUY-
HOW MUTOTMYECKOU aKTUBHOCTH MPU TUCTOJOTH-
YECKOM MCCJIeJOBAaHUM U HEraTUBHbBIE Pe3y/IbTaThl
¢ mapkepoM mpoiudepannu Ki67 1 MyraHTHBIM
OHKOMapKepoM P53 mpu MMMyHOrMCTOXMMUYE-
CKOM MCCJIeOBaHUH MO3BOJISIIOT C/IeJaTh BbIBOJ, O
JoOpokayecTBEHHOM xapakTepe AMJIL.

3akJroueHue

AHTMOMMOJUIIOMA — peakKass JoOpokade-
CTBEHHAsl ME3eHXMMaJbHasl OMyXOJb IMEYEeHU C
BO3MOXHOCTBIO MaJIMTHU3alMu. B crathe mpen-
CTaBJICH PENKUU KIMHUYECKUMN CIydyall Xupypru-
YeCKOro JIeUeHHUs MaluueHTa ¢ MyJbTU(OKaAIbHOM
aHTMOMUOJUIIOMOM TeuyeHU U Jierkux. B cBsizu
CO 3HAYUTEJIbHOM CXOXECTbI0 aHTMOMUOJUIIOMBbI
MeYeHU W TenaToLesUTIONISIPHON KaplMHOMBI Ha
CupajbHON KOMIbIOTEPHOU TOMOTrpachuu U Npu
MMKPOCKOIUU, AuddepeHIraIbHas IMarHOCTUKa
umeeT 00J1bllIoe 3HaUYeHKe JJIs1 COOTBETCTBYIOLLEH
XUpypruueckoi ctpateruu. Pesekiuio meude-
HU cjeAyeT paccMaTpuBaTh KakK ONTUMAaJbHbBIN
BapUAaHT JICYUCHUS KPYNMHOW TEYEHOYHOW aH-
ruomuoaumnomel. HeGonblie ovaru mojjexar
KOHCEPBAaTMBHOMY JICUEHUIO U NTMHAMUUYECKOMY
HabmogeHuo. OnepaTUBHOE BMeEIIaTeIbCTBO
cJienyeT MPOBOJAUTD B CIIeLMaTU3UPOBAHHbBIX LIEH-
Tpax ¢ OOJIbLIMM OMBITOM BBIITOJHEHUS pe3eKILIUii
MeYeHHu.

DuHaHCHpOBaHHE
PabGoTra BbIMOJHSJIACh B COOTBETCTBUU C
IJJAaHOM Hay4dHbIX ucciaenoBaHuii MHcTutyTa 00-
el U HeomioxHou xupypruu um. B.T. 3aiinena
HAMHY.

Kounduankt nnrepecon

ABTODBI 3asIBJISIIOT, YTO KOH(MJIUKT UHTEPECOB
OTCYTCTBYET.

ITHYECKHE ACTIEKTHI
Opno0peHne KOMHTETA MO ITHKE

Onob6peHo KomMuTeToM 1o 3TuKe MHcTuTyTa

o011ieit U HeoTyIoXHOI xupypruu uM. B.T. 3aiinena
HAMHY (niporokon Ne9 ot 10.11.2018).
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Coranacue MmanMueHTa

[MauueHT man coriacue Ha ITyOJUKAIMIO CO-
OOIICHHS ¥ pa3MellleHHe B MHTepHeTe MH(pOpMa-
LM O XapaKTepe ero 3ab0jieBaHusI, IPOBEIACHHOM
JICUCHUHM M €Tr0 pe3yJibTaTax ¢ HaydHoil 1 oOpa3o-
BaTeJIbHOM 1IEJISIMHU.
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