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suTy. HeobxommM paccackBatonnuiicss MonodbmiamenTHrIx (Mak-
COH) WIH HepaccachiBaroluiica MoHowiaMeHTHbIA (TIposeH) mos-
HBL Matepran 4/0—6/0 xa arpaBMaTHyHOl uoie. Tak, 110 MHEHMIO
npod. H. ®. Kysosnesa [8] u npod. K. B. Jlaukuna, pa3paboTamka
TIPENU3NOHHON XUPYPIMIeCKON TEXHIKY BAXHEHIIMM IIPUHIVITOM
Hapsiay ¢ BBIIIEYKA3AHHBM SBJIICTCS IIOJIHOS OTCYTCTBUC HATSIKCHUS
JuHv hopmupyemoro 1rsa [9]. C OHKOMOTIeCKUX IIO3MITHIA TeTIaTH -
KOCIOHOAHACTOMO3 ITIpeMIIoUTHTENbHee (hopMUpOBaTE BIepemo6o-
JO4YHO. B Hacrosimiee BpeMs xupyprugeckoe GopMupoBaHue OWmo-
JUATECTMBHBIX aHACTOMO308 TIPU JMCTAIEHOM OITyXOJIEBOM CTCHO3E
COTIPOBOXAAETCH YPOBHEM OCIOXHEHMI He Oonee 30%, meramsHoc-
T610 2,5%. XoTa GopMupoBaHie relaTUKOCI0HOAHACTOMO3 [TPH OITy-
XOJH IIPOKCUMATTBHOTO OTHAENA BHEIICYSHOTHBIX KETUHbIX ITPOTOKOB
Ha BEICOTE XeITyXH TpeOyeT, KakK IPaBIIIo, VAAIICHHS OIYXONIH X CO-
TIPSTKEHO C BHICOKOM JIeTambHOCTRIO. Takas omeparwis TpeGyeT pe-
BapUTeIBHOIO KeMueoTBeeHust ¢ omobio YIXC, Jlanapockormi-
qecKoe (HOPMUPOBAHWE XONCLHCTODHTEPO- ¥ MEXKWMICUHOTO
aHACTOMO3a OCYWIECTBAZETCH DPYYHBIM WM alliapaTHEIM IIBOM.
Hapkos, THEBMOIIEPUTOHSYM 1 MUHILIAIADOTOMM — BCe 3TO Je-
JiaeT (hopMHUPOBaHKE YKA3aHHOTO AaHACTOMO33 MAJIOOTIUIUMBIM OT
0ObIYHO IIPHHATOTO [4].

VpoBeHb ITO3MHUX OCIOXHEHHN XIPYPruaeckoro hopMUpOBaHMI
GITHOMUTECTHBHBIX AHACTOMO30B (0CO0SHHO TeIATHKOSIOHOAHACTO-
M033) MUHMMaieH. (DopMUPOBaHe IeNAaTHKOSIOH0aHACTOMO3a Ha
MOOHIIM30BaHHOMN 110 Py TETIIe TOLUEH KIIIKH MPAaKTHYECKI NCKITIO-
YaeT pelUIUB XeATYXH K XOJIAHTHT B TIO30HEM TIeprone. YKa3aHHEBIA
aHACTOMO3 TIPEATIOYTHTENIEH Cpely DONBHEIX HeonepabesHbEM 1~
JIMOTIAHKPEATORYONSHATBEHEIM PAKOM, OCIOXHEHHBIM MeXaHWdec-
KO XKeNTyX0#, ¢ IPOTHO3NPYEMbIM BpeMEHEM XU3HHU Oolee 6 Mec.

TaxkuM 00pazoM, Py BEIOOPE METONA KEMISOTBEACHIS HEOOXOMIMO
VUMTEIBATE: 1) YPOBEHE OMYXONEBOH OOCTPYKIMM GHIMAPHOTO JiepeBa
~— TIPOKCHMANBHBIA WM JUCTAIBHBIA; 2) PACTIPOCTPAHEHHOCTh OIYX0-
JIEBOTO TIOPAXKEHMS K COCTOSTHITE GONBHOIO, T, €., IUIAHMPYETCS JI TIOCHe
GLIMAPHOM eKOMIpecCHy YHAJIEHHE OIYXONH; 3) IPOTHO3UPYEMOe
BpeMs XU3HM OONBHOTO IOCNE KEMJeOTBEeIEHUs], eCii PaguKaIbHas
onepanys He IUIaHUpyeTcs; 4) yrpo3y OCIOXHEHUH U CTeIEHb TEXHOJIO-
XIT9ECKOTO UCITOJIHEHYIS TOTO M MHOTO METOHA XKeJIIeOTBeAeHVIS.
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Anrnomyonumnoma (AMJI) asrsaerca Haubosee YacTo BCTpeda-
JOIIEHCS B MPaKTHKE YPOJIOTOB M OHKONOTOB JOOPOKAYECTBEHHOM
OIIYXOJIBIO TIOUKH. [HcTONOTHYeCKAs KApTUHA JAaHHOTO HOBOOGpa-
3oBapua Oputa onucana W, Fisher B 1911 r [11]. B 195i &
G. Morgan BBelNl B KIMHIUYECKYIO IPAKTAKY TEPMIH «AHTHOMHOJIH-
niomMa» [20]. Buepsrie B Poccuu AMIL 6vpia omicana A. C. Tlepe-
Bep3eBEIM [3].
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Angiomyolipoma (AML) is the comumonest benign renal
tumor. W.Fisher described the tumor histology in 1911 [11].
G.Morgan proposed the term 'angiomyolipoma’ in 1951 [20]. The
neoplasm was first described in Russia by A.S.Pereverzev [3].

By histology AML consists of smooth-muscle fibers, thick-
wall blood vessels and mature fat tissue in different propor-
tions [11].

39



Kaurnecxue uccaedobarus

Tucromormyecku AMJI mpencraBieHa INTAAKOMBIIIEYHBIMH
BOJIOKHAMH, TOJICTOCTCHHBIMK KPOBEHOCHBIMH COCYIaMU U 3pe-
JIOM XKMPOBOMH TKAHBIO B Pa3IUYHBIX KOMHYECTBEHHBIX COOTHO-
mreHusax [11].

AHTHOMHONUIOMY TIPHHATO OTHOCUTS K raMapToMam [30], xoTx
Ha caMoM jene o maroreneze AMIT u3BecTHO 0YeHb Mano. o cux
IOp OCTaeTcs HESCHBIM, ABISIeTCSl M W30NMpoBaHHasg dopma
AMUJI BpOXIESHHBIM IIOPOKOM PA3BUTHS (TaMapPTOMOIL) MUTH MCTHH-
HOH OIIyXO0IBIO.

TamaproMonormueckas Teopus npenronaraet, 910 AMJI Bo3HH-
KAaeT 13 pANIMIHBIX TPYIIII 3PEIIBIX KIeTOK, MATPUPOBABIIMX B IIPO-
necce opraHoreHesa. IIpucyTcTBUe B OIIyXONH 3pENIbIX TKaHel pas-
JUIHOTO SMOPHOHANBHOTO IIPOMCXOXISHUA T'OBOPHT B HOJbB3Y
JAaHBOTO BapuwanTta Iaroredesa. OnHako HeKOTOpHIe (GakThr, Ha-
TIPOTHUB, CBUOESTENHCTBYIOT O TOM, 9T0 AMII SBIsIeTCS MCTUHHOMN
OTIYXOJIBIO.

Kax m3BeCcTHO, onpeeneHe KIOHAIBHOIO CTaTyca MO3BOJIAET
OTJIMYHUTh AOOpPOKaYeCTBEHHBIE ITOMUKIOHANBHEIE 00pa3oBaHUA
OT HEOIUTACTHYECKMX IOTEHIIHANBHO 3JI0KAYECTBEHHBIX MOHO-
xoHanpHEX. ITomoOHEL aHATU3 B OTHOIIEHUH CIIOPATMIeCcKOi
AMII 6r1 ipoBeneH V. Paradis 1 coaBT. ¥ 0Ka3al e MOEOKIIO-
HansHOCTE [27]. Ha HeommacTHaecKyIo IPHpPOIy TakKe KOCBEHHO
VKa3pIBAXOT CIYYal MECTHOMHBA3UBHOI'O POCTA, COCYNUCTON MH-
BasUMd, MOpaXeHus TUMGOY3IOB, a TAKKE SKCKIIO3UBHbIE ClIydan
Tparchopmauun AMIIL B capkomy [4, 6, 7, 19]. Dt daxrer cBH-
JEeTEILCTBYIOT O TIOTSHITHANBHOM 37I0Ka9eCTBEHHOCTH TOTO BUIA
OITYyXOJIEH. :

PazmgaloT Ba OCHOBHEIX KiMHU4ecKuX BapranTa AMIL: dop-
Ma, COYETAIONAAC C TYOEPO3HBIM CKIIepo3oM (60ie3Hp BypHeBu-
711 — Ipuurna), u cmopannyeckas AMII [5, 10]. Mcropuvecku Ha-
nbomee uspecTHa AMII B coueTaHHM C TYOSPO3HEIM CKIICPO30M,
XOT# M30MNpoBantas GopMa BCTpeyacTes yaule, IpUOIM3UTENbHO
B 80—90% ciy4yaeB. Bonesus BypHesois — HaCHeICTBEHHOS 3200~
nepanue. B 50% ciaydacB MeXaHW3M HaCIeIOBAHUA ABISIETCI ayTo-
COMHO-AOMHPHARTHEIM, OCTATbHEIE CIyday 3a00/IeBAHIS CBASAHBI
¢ rexHoM MmyTareii. Kak npasuno, 3a6oneBanne MapudecTupyeT
V3Ke B PadHEM JETCKOM BO3PacTe M XapaKTePU3yeTCsl KIIacCHyecKoit
TPHATON CHMIITOMOB — OTCTAaNBIM YMCIBEHHEIM Pa3BUTHEM, B1IH-
JIeTICHel ¥ HaTMYMeM afleHoM callbHbIX Xeie3 (adenoma sebaceum)
B 00IaCTH HOCOTYOHOTO TPEYrONbHUKA.

VY GONLHEIX TYOepO3HBIM cKiiepo3oM AMJI TToYeK BCTpevaroTcs
B 40—80% ciry4yaeB, KaK IpaBWIO, OBIBAXOT MHOXECTBEHHBIMI,
JIBYCTOPOHHUMH W MOTYT BECTH K Pa3BUTHIO ITIOYEUHOM HeTOoCTa-
Toyrocty [15, 23]. OnucaHsl ciyyau coyeTaHud moyeqynon AMII,
acCOUMMPOBAHHON ¢ 00Je3HbI0 BypHEBIIA, U II0YCUHO-KIIeTOY-
Horo paka [36]. O BO3MOXHOI CBA3H TOCISTHNX I'OBOPUT TOT
¢agr, YTO IIPU HACTEICTBEHHOH ayTOCOMHO-TOMWHAHTHON TO-
YEUHOM KapMHOME V KPBIC ONIPEREISIeTCs MyTalus reHa Ty0epo3-
Horo ckneposa (TSC2).

Criopapuaeckue AMJI wame Bcrpedalotes ¥ XeHmuH 40—60
JIeT, KaK MPaBIiio, OBBAIOT CAMHUYHEIMI, ONHOCTOPOHHIMH, P~
KO OCHAPYXMBAIOTCA ¥ GONBHBIX PAKOM ITOYKH ¥ OOBIYHO HE BEOYT
K Pa3BUTHIO TIOYEYHOM HEMOCTaTOIHOCTH [8].

O06e passoBMIHOCTH AMJL MOTryT OBITE KaK GeCCUMITOMHBIMH,
TAK ¥ BHI3BIBATH BRIPAKESHHYIO CUMIITOMATUKY, TPEOYIONIYIO Neued-
HBX MeponpuaTiil. Hamrave KIMHEIeCKAX IPOSBICHUA 3aBHCHT
or pasMepos oryxomt. AMJL 5o 5 ¢cM B InaMerpe OOBIYHO TIPOTCKA-
10T GeccummroMuo. HopooGpasosanus GOMBIIIX Pa3MEPOB MOTYT
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AML conventionally belongs to hamartomas [30] though
the knowledge of AML pathogenesis is limited. It is not clear
whether the isolated AML is a birth defect (hamartoma) or a
true tumeor.

According to the hamartomological concept the AML origi-
nates from various groups of mature cells migrating during
organogenesis. The presence of mature tissue of different embry-
onic origin is evidence in favor of this pathogenesis version.
However, there are data in favor of the AML being a true tumor,

As known, establishment of tumor clonal status allows dif-
ferentiation of benign polyclonal and potentially malignant
monoclonal neoplasms. V.Paradis et al. studied clonal status of
sporadic AML to demonstrate its monoclonality [27]. Indirect
evidence of the neoplastic origin includes local invasive
growth, vascular invasion, lymph node involvement and exclu-
sive cases of AML transformation into sarcoma [4,6,7,9].
These facts may be indicative of malignant potential of the
tumor in question.

There are two principal clinical types of AML, i.e. AML asso-
ciated with tuberose sclerosis (Bourneville-Pringle disease) and
sporadic AML [5,10]. Historically the AML associated with
tuberose sclerosis is known better, though the isolated type is
encountered more frequently in about 80-90%. Bourneville dis-
case is a hereditary pathology. In 50% of patients it is inherited by
autosomal dominant mechanism, the remaining cases being
related to gene mutations. As a rule the disease manifests itself
already in early childhood and is characterized by a classical triad
of symptoms such as mental retardation, epilepsy and adenoma
sebaceum in the nasolabial triangle area.

Renal AML is found in 40-80% patients with tuberose sclero-
sis as multiple, bilateral disease that may lead to renal failure
[15,23]. There are reports of renal AML associated with
Bourneville disease in combination with renal cell carcinoma
[36]. A possible relation of these pathologies is confirmed by the
presence of mutations of tuberose sclerosis gene (TSC2) in rats
with hereditary autosomal dominant renal carcinoma.

Sporadic angiomyolipoma occurs mainly in women aged 40-
60 years as solitary, unilateral disease, is rarely associated with
renal cancer and does not lead to renal failure [8].

Both AML types may be asymptomatic or markedly symp-
tomatic and requiring active treatment. The presence of clini-
cal symptoms depends upon tumor size. AML up to 5 cm in
diameter are mainly asymptomatic. Larger tumors may induce
pain due to tumor hemorrhage and compression of adjacent
organs and tissues. About 10% of patients with larger AML pre-
sent with spontaneous tumor rupture and massive retroperi-
toneal bleeding, clinical pattern of acute abdomen and hemor-
rhagic shock [2,22,24],

Ultrasonography (US) and computed tomography (CT) are
principal methods of AML diagnosis [9]. A characteristic feature
of AML. is combination of a hyper-echo area by US and fat low-
density areas by CT [9]. Angiographic picture in AML is vari-
able. A specific feature is a well vascularized tumor in combina-
tion with muitiple pseudoaneurisms and spiral vessels [1,35].
However, this pattern is not found in all cases and cannot there-
fore be sufficient for the diagnosis of renal AML.

In spite of reliable x-ray semiotics it is not always possible to
make differential diagnosis with malignant tumors. AML clinical
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BBI3BIBATE (0, OOYCIOBICHHEIE KPOBOUBMIHISIMI B OIYXOIb K
CTaBJICHMEM OKPYXAIOLUX OpPraHop ¥ TKaHell. IlpubmisurenatHo y
10% Gomermix c AMJT GonbInmx pasMepoB PAsBUBAIOTCS CIIOHTAHHEEIS
PaspriBH AMJL ¢ MaCCUBHBIMM 3a0PIONTUHHBIMY KPOBOTCUCHUIMU
¢ KIIMHWYEeCKOW KapTHHOM OCIPOTO XMBOTA M TeMOpPpParuvecKoro
mioka [2, 22, 24].

Benymyro pons B nuartoctike AMIL UrparoT yiasTpasByKoBOE
uccrenosanue (Y3M) n xommeioTepHad Tomorpadus (KT) [9]. s
JaHHOIO BHAA OIYXOJEH XapakTepHO COYETaHUE TUIIEPIXOTEHHOC-
TH Ipu Y3W u Hanuyvie XUAPOBHX HMUBKOIUIOTHEIX BKIIIOYEHUH,
pelBIIemerx Ipa KT [9]. Aarnorpaduaeckas xapTuHa 1pu AMII
BapnabenpHa. CemudmIecKyM TPU3HAKOM CUUTACTCS HADIINS
XOPOTIIIO BACKYJISPAZVPOBAHHOMN OIYX0IU ¢ MHOXECTBEHHBIMY Me-
HIOTYaTHIMH TICEBIOAHEBPU3MAMY, CIIUPANEBUIHO 3aKPYICHHBIMU
cocymamu [1, 35]. OmHako ommcaHHasl KapTUHA BEIIBISIEICA HE Y
BCeX OONBHBIX U HE MOXET CIYXHWTE HOCTATOYHEIM OCHOBAHVEM
JUISL yeTaHOBIeHMS quarao3a AMII mouk.

HecMorps Ha HameXHYI0 PEHTICHONIOTHYIECKYIO CEMHOTHKY
mnddepeHIEATEHELI UArHO3 CO 3I0KaYECTBEHHBIMY OILYXOIIMHU
He Bcerna BosMoxeH. Kmmuuyeckoe Teuerrie AMJI 3a9acTyio He-
TIPENCKA3YEMO, 9TO OTIACTH OOBACHSET TOT aKT, YTO IOKAZAHUA K
PAEUKATEHOMY ¥ OPraHOCOXPAHAIOIIEMY XUPYPTHIECKOMY, a Tak-
K& KOHCEepBaTHBHOMY JICUCHHIO IO KOHINA HE OTIpeneneHHI.

Marepuan u meroppr. MBI NpoBeiy PeTPOCIEKTUBHEIA aHANM3 JaHHEX 91
nanvenTa ¢ AMJI TTOYKH, IPOXORUBIINX 0BCIETOBaHME ¥ IS HHE B XAPYPIVIe-
CKOM OTAENCHHH oHKoIornyeckoit yponorud POHIY um. H. H. Broxusa PAMH
¢ 1984 mo 1998 &

O6cnenoBanue NanuenTos poyaro Y3 (91), KT (69), asruorpaduyeckoe
uccrenosanye (44) u peHrreHorpaduio nerkux (91).

IOunarygos AMJI craBwics Ipy oOHAPYKEHUH NP Y3 rurepaxoreHHOro of-
HODPOIHOIo 06pa30BaHisI 6e3 JKUIKOCTHEIX BKIIOYEHMH Y HPU3HAKOB KaIbIM-
(uxaryu, koropoe npu KT umeno HU3KOIUIOTHEIE BKIIOYEHUS, COOTBETCTBYIO-
1He XUpoBoi TKAaHU. AHruorpadus mpousBoIuiachk 44 GONBHBEIM B CIy4ae
HEsSICHOTO JUATHO3a ¥ I PelUesys BOXPOCa O BO3MOXHOCTY BHIIOJHEHNS pe-
3ekiyy no9KH, IIpH 2T0M OLEHHBATHCH XAPAKTEPHEE AHIHOrpadwyecKne Ipyu-
apaky AMJI — rutiepBacKyasgpu3aiis, HAUIMYUE CeBAOAHEBPU3M, CIIUPAaTBHO
M3BUTHIX COCYHOB.

OnepaTUBHOe JIEIeHHE ObUIO BRIIONHEHO 45 (49,5%) GompHeM. W3 Hux He~
dpakToMus 6buta TpousBeieHa B 33 (73,3%), pesexius nouku — B 12 (26,6%)
ciaydasx. Hedpakromust 6bura BeimonHeHa 16 (48,5%) naupeHTaM ¢ OIYXOJbIO
Menee 5 oM B guamerpe 1 17 (51,5%) nipu AMUIT Gonpinux pasMepos. Pesexnus
TIOYKY 6bUIA pouaBencHa 5 (45,5%) 1 7 (54,5%) GOmbHEM C OIYXONSMK MeHee
1 Goee 5 CM B IaMETPE COOTBETCTBEHHO. IT0Ka3aHMAMM K OliepaTHBHOMY BMe-
1MATeILCTBY ABISUINCE TpYaHOCTH muddepenumansuoil quarsocTrkn AMITL i
TIOYEYHO-KIIETOYHOrO paka (2 GonsHeIx; 4,4%), KposouanusaHye B oryxons (10
GONBHELK; 22,2%), BHIpAXeHHEIH GoneBol cuuapoM (19 GonbHbLX; 42,2%) 1 BbI-
coKasi BepOSTHOCTH KpoBoreueHud (14 GompHex;31,2%). Bo Beex ciydasx npH
THCTOJIOTHYECKOM HccaenoBarmy 6su1a BergeieHa AMIL . KoncepaTusxoe je-
yeHye IpoBoIMIochk 47 GoapHBIM oveyHoH AMJL, w3 HuX oXyXonk MeHee 5 cM
B auameTpe Grpia y 41 (87,2%) n 6onee 5 cm B muamerpe — v 6 (12,8%) GOIBHBIX,
BeeM GoNbHEIM 3TOM IPYIIIE eXeroaHO IPOBOMIOCk KOHTPONbHOE 06cnenoBa-
uwe, snodapee Y3U u KT no noxazasnam. Cpegsmii cpox HabIIOTEHHS co~
crasui 37 mec (ot 4 1o 112 mec).

Pesyasrarsl. MsomuposanHad (criopanwdeckas) dopma omyxo-
7 OBUIA MMATHOCTHPOBaHA ¥ 88 GobHEX. ¥V 3 maliueHTOB UMETach
pasBepHyTas KIMHIIeCKasd KapTUHA TYOEPO3HOIO CKIepo3a B CO-
yeTanuu ¢ AMJT mogex.

CooTHONIEH e MYXYHMH U XEHIMUH B Tpymme OoapHBX AMIT
ouxd coctaswio 1: 10, TIpasas u JieBast ITOYKY HOPAKAIKCE C OIH-
HAKOBOH 9acTOTOH.

Tlopaxenue paBoit MoYKY OHUIO BEIABIEHO B 38,6%, HeBoit —
B 39,6%, nBycTopoHHMe omyxonu — B 21,8% ciryuaeB. MHOXeCT-
BeHHEIE TIOpaXXeHNS IOUKK OTMeUeHE! ¥ 18 GonbHEIX. TONbKO ¥ 2
NALVEeHTOB Halle#l IPYNNE MHOXECTBEHHBIE TOPAXEHHUA GBUIA

course is sometimes unpredictable and there are no clear-cut
indications of radical or preservation surgery or conservative
treatment.

Materials and Methods. We performed retrospective analysis of 91 cases
with renal AML managed at the Surgical Department of Oncourology,
N.N.Blokhin CRC, during 1984-1998.

The patients' assessments included US (91), CT (69), angiography (44)
and lung x-ray (91).

The diagnosis of AML was made in cases presenting with a hyper-echo
homogeneous lesion free from liguid components or calcification and with
low-density inclusions corresponding to fat as discovered by CT. Angiography
was made in 44 patients with unclear diagnosis to take decision about resec-
tion of the kidney. The assessment parameters were AML angiographic signs
of hypervascularization, pseudoaneurisms, spiral vessels.

Surgery was performed in 45 (49.5%) cases and consisted of nephrecto-
my (33, 73.3%) or kidney resection (12, 26.6%). Nephrectomy was made in
16 (48.5%) patients with less than 5 cm tumors and in 17 (51.5%) patients
having larger AMLs. Kidney resection was given to 5 (45.5%) and 7 (54.5%)
patients with tumors less or more than 5 cm in diameter, respectively.
Indications of surgical intervention were difficulty of differentiation AML
from renal cell carcinoma (2, 4.4%), tumor hemorrhage (10, 22.2%), severe
pain (19, 42.2%) and high risk of bleeding (14, 31.2%). AML was discovered
by histological study in all the cases. Conservative treatment was given to 47
patients with renal AML including 41 (87.2%) cases with less and 6 (12.8%)
cases with greater than 5 cm tumors. All these patients have annual check
assessments including US and CT if clinically indicated. Mean follow-up
time was 37 months (4 to 112 months).

Results. Isolated (sporadic) tumors were found in 88 patients.
Three patients presented with a clinical pattern of tuberose scle-
rosis in combination with renal AML.

Male to female ratio in the renal AML group was 1:10. Right
and left renal disease were encountered at equal frequency.

Right kidney was affected in 38.6% and left kidney was
involved in 39.6%, bilateral tumors were detected in 21.8% of
cases. Multiple disease was found in 18 patients. Only 2 patients
had multiple unilateral lesions. All cases with Bourneville dis~
ease had bilateral multiple renal AMLs, i.e. 24% of all bilateral
neoplasms.

Mean patients’ age was 47 years (range 13 to 78 years). AML
associated with tuberose sclerosis was found in 3 cases, mean age
16 years (range 15 to 17 years). 59 (64.8%) patients had com~
plaints. Main AML symptoms in descending order of frequency
were pain, a palpable tumor, fatigue, hypertension, signs of uri~
nary infection/inflammation, fever and hematuria. 10 (11%)
patients presented with sudden severe pain due to tumor hemor-
rhage with further development of acute abdomen. All the 10
patients had tumors greater than 5 cm in diameter. All cases with
Boumeyville disease had symptom complex of tuberous sclerosis
associated with signs of renal tumor. Manifestations of renal
AML are summarized in the table.

Ultrasound pattern characteristic of AML was found in 85.9%
of cases. However, 38% had inhomogeneous tumors and 2.8%
presented with hypo-echo areas which made difficult correct
diagnosis. CT discovered tumor density corresponding to fat in
88.1% of cases. Angiography pattern characteristic of AML was
found in 58%.

Mean tumor diameter was 68 mm. 46.8% had AML less and
53.2% greater than 5 cm; 12.9% had tumors more than 10 cm.
One patient had lower venacaval thrombosis up to the right atrium,

The diagnosis of renal AML was verified histologically in all
patients undergoing surgery. Local invasion into paranephral
cellular tissue was found in 5, into renal capsule in 2, tumor
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ONHOCTOPOHHMMM. Y BCeX HALMEHTOB ¢ OONe3HbI0 DypHeBMIIA
WIMETH MECTO JABYCTOPOHHHE MHOXECTBeHHHIe mmoueunble AMIIL,
qT0 O3HaydaeT 24% BCex GHUIATEPATHHEIX HOBOOOpa3oBaHuI.

Cpemanii Bospact GonpabIX cocTaBril 47 et (ot 13 mo 78 ner).
AMII, acconuupoBanHas ¢ TYOEPO3HBIM CKIEPO30M, GBUIA BRIIBIIC~
Ha ¥y 3 HaLMeHTOoB, CPeHMil BO3PACT KOTOPHIX cocTaBui 16 ier (or
15 mo 17 met). KanoOsl mpeabapaamy 59 (64,8%) marmentoB. Oc-
HOBHBIMU TpogsiieHrsME AMJI, B ropsoxke yOBIBaHHA 4aCTOTHL,
OpUTH OONb, MaNLITHpyeMast OIyX0iIb, CNad0CTh, NOBHIICHYE ApTe-
PUATHHOTO FABNCHUS, NPHU3HAKY HHOEKIMOHHO-BOCHAIMTENBHON
TIATOJIOTHY MOYEBEIBOMAUIIX TIyTeil, TMXopamKa U reMaTypud. Bre-
3aIIHOE NOABJIeHHE HHTSHCUBHON GO, 00YCHOBISHHON KPOBOM3-
JIMSTHUEM B OIIYXOJNb, ¢ TOCHEAYIONINM Da3BUTHAEM KIIMHUIECKOM
KapTHHEI OCTPOro XuBoTa 65110 otMedesHo v 10 (11%) 6onpHex. Bo
Bcex 10 cnyvasx moBooGpa3OBaHKE MMENO PasMepH bosee 5 cM B
auaMerpe. Y Beex IALMeHTOB ¢ 00Ie3HBI0 BypHeBIII OBUT pa3Bep-
HYTHIA CHUMIITOMOKOMILIEKC TYOEPO3HOTO CKIIEpO3a B COYETAHUY C
TIpU3HAKaMI OIyXoud mouky. CTpyKTypa IPOSIBIEHUN IOYeUHON
AMUJI ipencrasnesa B TaGnuLe.

XapakrepHag coHorpadmdeckas xapTuna AMII onpenensnack
B 85,9% ciyaaes. OnHaxo y 38% IMallMEHTOB OIYXONb HMeIa He-
OJHOPOIHYIO CIPYKTYDY, a ¥ 2,8% GbUia IHI03X0r¢HHOR, 9TO 3a-
TpYRHIUIO yeTaHoBneHue aquarsosa. I[lpu KT rmmotHoCTs HOBOOG-
Pa30BaHus COOTBETCTBOBANA XKUPOBOH TKauu B 88,1% ciyvaes.
XapaxTepHbie anruorpadmdgeckre mpnsHaku AMIJI 6vDm BEIIB-
JTeH V 58% GOMBHBIX.

Juarnos moueanoi AMJI GBUT HOATBEPIKACH IPH IHCTOOTYEC-
CKOM HCCIGHOBAHHH YV BCEX OIEPUPOBAHHEIX GONBHEIX. MecTHO-
VHBa3UBHEINA pocT B MapanebpalbHyI0 KJIeTIaTKy HMEI MEeCTO B 5
CIy4anx, B IOYSYHYIO KAIICY/Iy — B 2, OILyXOJIEBbIi TpoMGO3 ITovey-
HOM ¥ HIDKHEH ITONOH BeHbl — B 1 cliydae. Y OXHON NAllHEeHTKH
1Ipy MOPADOIIOTMYECKOM MCCIETOBAHUN YIANCeHHEIX YBeTHMISHHBIX
3a6PIONIMHHEIX MM DOY3noB Oblna BeisBIeHa AMJIL . B 2 crygasx
mouyeyHas AMJI ogHOM ITOYKK COYETANACh C TIOYETHO-KIICTOYHBIM
PAXOM KOHTpANATePATHHON OUKH.

Bce maupenTst ¢ mouevHoi AMJI xuBH 63 MPH3HAKOB OB~
HIa MeracTaszoB. Hu y ogHOro n3 45 onepupOoBaHHEX OONBHEIX He
OBIIO BEIIBIEHO MECTHBIX PELIMAKBOB 33 CPOK HabMIOReHUs OT 4 o
112 mec. B ogsoM ciyyae GHUIO OTMEYISHO METaXpPOHHOE IOSBIIe-
une AMII Bo Bropoii mouke CIyCIa 4 rofga nocie HedpSKTOMUM.
V 5 (11%) us 47 HeonepupOBaHHBIX GONBHBIX ¢ CONUTAPHBIMU
AMII Gomeiie 4 cM B quamMeTpe, HAXOAUBIIMIXCS IO JUHAMUYIEC-
X¥M HaOIIoqeHmreM, OBUTIO OTMEYEHO VBEIMYEHME OIyXOoeii B f1a-
MeTpe, B cpemueM Ha 1,9 cM 3a 2,6 roza.

Oocyxnenue. ITo manmmm xapaemv, AMJI mouku HauGonee xa-
pPagTepHa JIIs KeHIIHH CPENHET0 BO3pACTa, UTO COMIACYETCS C pe-
3yIBTATaMXA GOJBIMMHCTBA aBTOPOB. B HATIy TPYITITY BOIIIIH TIAITH-
enTe ¢ AMIJI, TIpOABIIBIMMUCS KIMHWYECKH, W OONLHBIE, Y
KOTOPBIX OIyX0ib OBla BBIABICHA ciaydaiino mpm Y3UW wiu KT,
Kax 1 J. Oesterling 1 coapt., M. Steiner 1 COaBT., MBI OOHAPYXKUITH,
YTO pasMep OIyXOJi ABJISIETCA HauboJiee 3HAYUMBIM (haKTOpOM,
BISIONINM Ha TOSBIECHME e KIMHIIECKHX TIPOSBICHUH M OTIpe-
IIeIIAIOIAM TaKTHKY Jedermd [26, 33]. Tax, AMJI Gomee 5 cM B -
aMeTpe Yalle MPOTEKAOT ¢ HATHIAEM CUMIITOMATHKH W TpebyIoT
XUPYPTUIECKOTO BMEIIATENLCTBA, YeM OIYXOJM MEHBLIIUX pasMe-
poB. B HameM HaOMOXEHAN ONIEPATUBHOMY JEYCHUIO NOABEPIIIUCH
24 (50%) w3 48 naruenTtoB ¢ AMJIL GonbrIoro pasMepa, a P OILy-
XOIIX MeHee 5 ¢M B muamerpe — 21 (48,8%) w3 43 manumeHToB.
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Tabnuua Table

CTpyKTypa KNMHNYECKUX NPOSBASHNA NOYeUyHOW aHrMoMUo-
nUnombl

Clinical manifestations of renal angiomyolipoma

XKanoba Yucno 6onbHbIX, %
Boan B MTOACHWYHOI 061acTyt Y XXUBOTE
Lumbar and abdominal pain 27,5
3abpIoWMHHOE KPOBOTEYEHNE
C KapTUHOM OCTPOro X1eoTa
Retroperitoneal bleeding with a pattern 11
of acute abdomen
Manbrnupyemas onyxosb
Palpable tumor 23,1
Tematypus
Hematuria 3
Jlnxopagka
Fever 6,6
[ToBbIlLEHVIE apTepUanbLHOro JaBnieHns
Hypertension "
NoTtepsa anneTnta
Anorexia 1
CnabocTb
Fatigue 12
CHWXeHVIE Macchl Tena
Weight loss 2,2
NHndekumoHHo-BoCHaNUTEIbHAA
faTonorus MOYEBbIBOLSILLMX NyTER 7,6
Urinary infection/inflammation
BeccumMriToMHOE TedeHne
Asymptomatic course 35,1
. Percentage
Complaints of patients

thrombosis of renal vein and lower vena cava in 1 cases.
Morphological study discovered AML in dissected enlarged
retroperitoneal lymph nodes. In 2 cases AML in one kidney was
associated with renal cell carcinoma in the contralateral kidney,

All renal AML patients are alive and metastasis-free. None of
the 45 patients undergoing surgery developed local recurrence
during a follow-up of 4 to 112 months. One patient developed
metachronous AML in the second kidney at 4 years after
nephrectomy. Tumor growth by 1.9 cm on the average was
recorded in 5 (11%) of 47 surgically untreated patients with soli-
tary AML more than 4 ¢cm in diameter under follow-up.

Discussion. In our study AML was more characteristic of
mid-age women which is in agreement with data of most authors.
Our study group was composed of patients with symptomatic
AML and those in whom AML. was a casual US or CT finding.
Like J.Oesterling et al., M. Steiner et al. we consider tumor size a
significant factor for the tumor clinical manifestation and treat-
ment strategy [26,33]. AML more than 5 ¢cm in diameter is
mainly symptomatic and requires surgical intervention. Surgical
treatment in our group was given to 24 (50%) of 48 cases with
large AMLs and to 21 (48.8%) of 43 patients with smaller
tumors. However, indications of surgery in small tumors were
mainly related to difficulty of preoperative exclusion of renal car-
cinoma while in cases with tumors larger than 5 ¢cm in diameter
surgery was indicated mainly due to pain, retroperitoneal bleed-
ing or high risk of such bleeding.




Clinical Investigations

OnHaxo B GONBIIMHCTEE CIyYaeB TP MaICHBKIX HOBOOGPa3oBa-
HUSX IIOKa3aHMeM K OIepalvy SBJLUIaCh HEBO3MOXHOCTD JIOOIIe-
PAIMOHHOTO MCKITIOYEHMS Paka TIOUKY, TOLIa KaK IIpY OIyXOJMSIX
fornee 5 cM B AMaMeTpe XMPYPIMUECKOe BMEIATENBCTBO JAIIE BEI-
TIOMHSUIOCK B CBSI3H C GOJIEBEIM CHHIPOMOM, 3a0pIOIMHHEIM KpO-
BOTEYEHUEM WY BEICOKMM PHCKOM €T0 PasBUTHA.

BosmHbie TYOepO3HBIM CKIIEPO30M OTIIMIAINCH OT MAIHEHTOB C
W30IpoBaHHoi popmoix moueunoit AMJI Gonee MONORBIM BO3pa-
CTOM, HalMJMeM MHOXECTBEHHEBIX OMNaTepabHBIX OIyXOJIe# mo-
YeK, IPOSBIABIIAXCS KIMHIICCKH, ¥ Npu3HakaMu 0onesHu Byp-
HEBWIA (OTCTAJIOE YMCTBEHHOE DA3BUTUE, SIMJICTICHST ¥ AXEHOMEL
sebaceum), 9To cornacyerca ¢ JaHHBIMHA JIUTEPaTypsI [5].

Jo HemaBHEro BpeMEHW CUNTAIOCh, YTO XapaKTepHEIE IEPTHI
AMII, BrrsaBngeMble Tipu Y3, SBISIOTCA IPaKTHISCKH TATOTHO-
MOHWIHEMHA. OIHAKO COBPEMEHHEBIE HICCIIEIOBAHI II0KA3alH, YTO
B 12% ciygaeB OIyXOJIEBBIA y3€/I IIPHU IMOYCIHO-KIETOYHOM pakKe
MOXeT OBITh IAIIEPIXOTEHHEIM M, TAKUM 00pa3oM, CUMYIMPOBATh
AMI mpu V3U [12, 21, 29]. B 0CHOBHOM 3TO OTHOCHTCA K HOBO-
00pa30BaHMIM HEOOIBIIHX PasMePOB (IO 3 cM B fuamerpe). B cBs-
3H C 3TUM MBI caprraeM, uTo Beinonaerue KT i moarBepxaeHust
nuarao3a AMJI mokazaHo Bo Beex ciyuasx. C Ipyroit CTOpoHEI, X0~
TS TPUCYTCTBME XUPOBOM TKAHH SIBIAETCA CHELMGbUIHBIM IS
AMII, x¥upoBBIe BKIIOYSHIS MOTYT TakKe MPUCYTCTBOBATDH B OIY-
XOJSIX, IMEIOLIX CTPOCHHUE JIMIIOCApKOME], OIyxonu BimeMmca u,
KpaifHe pejgKo, TIOYeYHO-KIeTouYHoro paka [14, 17, 28, 31]. Ilpu
HUBKOM COZEpXanuy Xuposoit Tkauu B AMJI ee rumepaxoreH-
HOCTE IpH Y3 cTaHOBHUTCA HEBBIPAXXEHHON, alUIIO3HEIE BKITIOYC-
HUST MOTYT HE ITOIACTh B CPe3 KOMITBIOTEPHOTO ToMOrpada, 1 omy-
XONb CTAHOBHUTCS HEOTIMYHMOM OT 3J0KayecTBeHHOH. Hamuuue
KPOBOMBNMMSIHME TaKKe MacKHpPYyeT KUPOBYIO TKAHb U 3aTPYIHIET
nmudbdepeHIMaTLHEIN quarnos [29, 32]. B 15% namux HaGmome-
HMH TOYHO YCTAHOBUTE AMarHo3 modeuxoii AMII mo omepauum
0Ka3aJI0Ch HEBO3MOXHBIM, 3TO FOBOPHT O TOM, YTO IpoGieMa nua-
THOCTHKH 3TOIM OIYXOJIH 0 KOHIA HE PellleHa.

B Gospuiux cepusax HaGmogennii M. Blute u coapt. 1 J Osterling
U coaBT. moyeursle AMJI y 60JBHEIX, OCTaBACHHBIX IO HAOI0/Ie-
HHEM, He YBeIUYUBAIUCH B pazmepax [8, 26]. Omuako B Haniem uc-
CIIeMOBaHUHN TIPY AUHAMUMECKOM HAOMIONEHUH MBL OTMETIIM CIIO~
COGHOCTD 3TOM OITyXOJIH K POCTY.

V 11% mamux GonpHEX ¢ comuTapHsMi AMII Gonrlte 4 cM B
nuaMerpe OBUIO OTMEYEHO YBeJMICHHE OIYXOJeH, 4To He OBUIO
CBJ3aHO ¢ KPOBOUBIHUSHIEM B OIIYXOIb, a OO 06YCIOBIEHO HC-
TUHHBEIM POCTOM BCEeX €€ TKaHEBEIX KOMIIOHEHTOB. XOTA
L. Lemaitre u coaBT. m M. Steiner ¥ COaBT. COOBIMAIOT O CAYYAAX
GRICTPOrO POCTa NAHHOIO BUA OIYXOJIEH, BO BCEX HAIMX Ha0mo-
nmepuax yeenmienne AMJI GBUI0 HE3HAYUTENIFHEIM U TIPOUCKOAMIO
memaeHHo [18, 33]. MuTepecHo, 9To GONBIIHE M MHOXECTBCHHEIS
AMIJI ofnamanu GONBINEM TOTEHUMAIOM pocTa. TeM He MeHee
Ipefcka3aTh, KaKue IMEHHO OITyXONH OYINyT PacTy, Ha CErONHAMI-
HYIH JIeHb He MPEACTABIIETCS BOSMOXHEIM.

Mzx1 pacmonaraeM ABYyMS HaOMIOICHUAMH COYETaHUS CIIOPaTH-
yecKoit hopmml movyewHoit AMJL ¢ IIOYEUHO-KIETOYHBIM DPaKOM
KOHTPANATEPANBHOM TOYKW. B JUTepaType OIWCAHO COYETAHHE
STOTO BHIA OITYXONU C OHKOLMTOMOM, IMITOCApKOMOM, cMelan-
HOM capKoMoll M TOYeYHO-KIETOYHEIM pakoM [16]. Tlo manubm
M. Wenblatt u coaBT., YacTOTa OTHOBPEMEHHOIO TOPAKECHIT IT0Y-
xu AMIJI ¥ HoYeYHO-KJIETOYHRM PAKOM cpery GONBHEIX TYOepo3-
HBIM CKIIEPO30M BEINIE, YeM B MOITYISIIVY, 1 nocTuraer 26% [36].

Patients having tuberous sclerosis were younger than those
with isolated renal AML, had multiple bilateral symptomatic
kidney tumors and signs of Bourneville disease (mental
retardation, epilepsy, adenoma sebaceum) which agreed with the
reported data [5].

It was thought until recently that AML characteristic features
determined by ultrasound were practically pathognomonic.
However, more recent study demonstrated that 12% of renal cell
carcinomas could be hyper-echo by US and therefore simulate
AML [12,21,29]. This is mainly typical for small tumors (up to
3 cm in diameter). It seems reasonable therefore to perform CT
in all cases to confirm the diagnosis of AML. On the other hand,
in spite of fat being specific of AML, fat fragments may also be
present in other tumor types such as liposarcoma, Wilms tumor
and rarely in renal cell carcinoma [14,17,28,3 I']A’.'AMLS with low
fat content are not markedly hyper-echo by US, the adipose ele-
ments may not fall within the CT section and the tumor cannot
be differentiated from malignant lesions. Bleeding can also
mask fat and make the differentiation difficult [29,32]. We failed
to make accurate diagnosis of renal AML preoperatively in 15%
of cases which emphasizes the importance of diagnosis of the
tumor in question.

In large series reported by J.Osterling et al. and M.Blutte et al.
there was no growth of renal AML in patients under follow-up
[8,26]. While in our study we discovered the tumor having
growth potential. Tumor enlargement was found in 11% of soli-
tary AML more than 4 cm in diameter which was not caused by
tumor bleeding but was due to true growth of all its tissues.
Although M.Steiner et al. and L.Lemaitre et al. report of rapid
growth, in our study all the AMLs were growing rather slow
[18,33]. It is of interest that large and multiple AMLs demon-
strated a greater growth potential. However it is hardly possible
today to predict which tumors will grow and which not.

We observed two cases with sporadic renal AML associated
with renal cell carcinoma of the contralateral kidney. There are
reports of AML associated with oncocytoma, liposarcoma,
mixed sarcoma and renal cell carcinoma in the literature [16].
According to M. Weinblatt et al., frequency of synchronous renal
AMUL and renal cell carcinoma is higher among patients with
tuberose sclerosis than in general population and reaches 26%
[36]. In contrast, R.Tello et al. reported of low risk of renal can-
cer in patients with Bourneville disease [34]. Thus, the presence
of tumors with different histology in the same patient must be
taken into account when making the diagnosis. In spite of very
rare occurrence of renal AML together with renal cell carcinoma
of the contralateral kidney the doctor should carefully consider
treatment strategy in cases with multiple renal tumors.

There are reports of few cases with local invasive growth and
vascular invasion in renal AML [6]. In our study tumor invasion
into pararenal cellular tissue was detected in 5, invasion of the
capsule in 2, renal vein thrombosis up to the right atrium in 1
patients. However, none of surgically treated patients had signs of
progressive disease. The literature also confirms good follow-up
results of surgical treatment in locally advanced renal AML
which is evidence of benign character of the tumor [6].

True rate of lymph node involvement in AML is unknown
because no lymph node dissection is as a rule performed. There
are reports of about 30 cases with AML cells in regional lymph
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Torma xak R. Tello m coaBT., HalpOTUB, YKa3BIBAIOT HA HU3KUIL
DUCK Da3BUTHA Paka MOYKH Y TALUEHTOB ¢ 00JIe3HbI0 BypHeBIII
[34]. Takum o6pa3oM, IPH YCTAHOBICHUH MUATHO32 HEOOXOMIMO
VIWUTHBATh BO3MOXHOCTb HAMYHS OLYXOJNeH pazIMJHOIo IHUCTO-
JIOTHYECKOTO CTPOESHHUS ¥ OFHOro 60IbHOor0. HecMOTpsI Ha Upe3Bhl-
JafiHyI0 peMKOCTh pa3sBUTH NodeuHoi AMII 1 MoYeyHO-KIEeTOd-
HOTO Paka KOHTpalTaTepaIbHON TIOYKM, HEOOXOHMMO TIATEIIEHO
BHIOMPATH TAKTHKY JSISHNI MTANUEHTOR ¢ MHOXECTBEHHBIMY HO-
BOOOPa30BAHMAMY ITOYEK.

B smteparype UMeroTCA COOOIISHISL O PEAKUX CIIyJastX MECTHO-
WHBA3HUBHOTO POCTa M COCYyArCcTOM MHBasuu npy AMII mouxu [6].
B HanreM MccaeqOBaHuM IIPOPACTAHHIE OIyXOJH B OKOJIOIIOYETHYIO
KIIETIaTKy GBUIO BEIABIEHO ¥ 5 GONBHbIX, TIPOPACTAHME KAIICYIIBL —
y 2, TpoM003 HOYECYHOI BEHHE C PACIPOCTpaHeHHeM Tpomba Jo
MpaBoro npexcepmus — y 1 6oapHON. OgHaKo HU Y OTHOTO ALy~
€HTA ToCIe XUPYPTHISCKOro JICIeHAd He OBII0 OTMEYEHO I0sBIIe-
HUS TPU3HAKOB IIPOIPECCHpOBaHUA 3a0oneBaHud. CylIecTBYIO-
mye TMyGAuKauMy Takke TOBODIT O XOPOIIMX OTHANCHHBIX
DE3YIIBTaTax OMepPaTHBHOTO NedeHHsl GOJBHBIX ¢ MECTHOPACIIPOCT-
paHeHHOI movyewHoi AMJIL, 9T0 MONTBEpXIaeT JOOPOKAYECTBEH-
HBI XapakTep OIyxonu [6].

Wcrtuanas yacToTa mopaxeHust muM@oy3inos Iipu AMII Hensse-
CTHA, Tak Kak JMGbOIHCCeKINS, KaK IIPABUNO, He BHITIONHIETCS.
Omcano okono 30 ciaydaes obHapy:xenus Kiretox AMII B permo-
HAPHEIX TUMPOY3i1ax, 9T0 OONBLIMHCTBOM aBTOPOB PACIICHUBACTCA
KaK MYJABTHIICHTPIYHOCTD IIOPAKECHUS, 0OYCIIOBIeHHAs HATMIHUEM
KJIETOK~IIPEIIECTBEHHINKOB MHOXKECTBCHHOM JIoKamu3aIuu [4, 7].
OnHAKO MCKIIIOYHUTh HCTHHHOE MeTacTazuposanane AMJI B HacTos-
IMee BpeMsd He TIPEICTaBNIAETCA BO3MOXHEIM. B Hameil pabote
JIING YV ONHOY GONBHOM GBI BRIABICHEI smeMenTH AMII B yia-
JIEHHBIX YBeJIMIEHHEX 3a0pIONIHHHABIX TuMdoysnax. BompHasg xu-
Ba 6e3 IPU3HAKOB PEUHINBA B TEUEHUE 26 Mec.

B GonpmroM mporeHTe cirydaes nouexnoit AMII mpu Mopdoio-
THYECKOM WCCIeOOBAHUI BBIABIAIOTCA SIOEPHHIH TuiiepxpoMa-
TH3M, IojuMopdusM ¥ exmHMIHEIE MUTO3H. S. Hajdu u E Foot
CUMTAIOT, YTO JAHHEIC MIPU3HAKH He YKA3EBaIOT Ha 3JI0KaueCTBEH-
HEIA XapaxTep JaHHOM OIYXONH, HO MOIYT OOBSICHATH HeTIPaBIIb-
Hyo uaHTeprperarmio AMJI kak JIUocapKoMEL, JIeHoMEIOCapKo-
MBI, IEMAHTHOCAPKOMBI H IPYTUX BUAOB 3MOKAYCCTBEHHEIX
omyxoneii [13]. C HakoIUIEHUEM OIIPENeNIeHHOrO OIlbiTa JUAarHo3
AMUJI mepecTalt BEI3BIBATH 3aTPYIHEHUS ¥ MOP(OIOros, ¥ B COBpe-
MEHHBIX cepraX HaGMoJeH!il CIyyay arpeCCHBHOTO pocTa M Ma-
smrHr3anud AMIT eHIIHEL.

B smTeparype MMpoOXo XUCKYTHPYETCS BONPOC, SBISIETCS JIU
usomposarHag hopMa AMJI BpOXIESHHEIM KM IPAOOPETEHHBIM
3abomeBappeM. B HallleM WCCISIOBaHMYU ¥ ONHOMN GONMbHOI GBIIO
OTMEUYEHO METAXPOHHOE TIOSBIICHIE OIyXOJIHM BTOPOIT ITOUKH CIYC-
T 4 roxa rocne Hedppaxromun. Bepostao, AMJI MoxeT pa3sBu-
BAThCS B TEUCHHUE XUBHH, 9TO HE MCKIOYAET BOZMOXHOCTH HANM-
YU BPOXKHASHHBBIX OITYXOJIEH.

3akmouenne. OCHOBRIBASICH HA PE3YNBraTax MPOBEACHHOTO ¥C~
CJIEHOBAHMSI, MBI CIMTAEM, UTO TIOAXOX K JIEICHHUIO OOIBHEBIX IIO-
yegroit AMJI moioxed GHITH CIeAYIONTAM. I1amuenTrl ¢ 6eccuMII-
TOMHEIME conuTapaeiMu AMII, He accOMUPOBaHHBIMM C
TYOepO3HEIM CKIIEPO30M, MEHEe 5 CM B IuaMeIpe TOJDKHEL HaXo-
JUTHCS [TOX MMHAMUYECKMM HaOmoIeHeM. DTOH Ipynule GOMBHEBLX
ToKa3aHo exeronsoe pemontene Y3U u/wm KT. Tlpu nossne-
HUY KIAHAYECKUX IPOSBICHUI ONYXONH WM €¢ YBEIIMYCHUH
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nodes which in the opinion of most authors is evidence of multi-
centric lesion due to the presence of precursor cells of multiple
location [4,7]. However, one can hardly exclude true local
metastasis of AML. In our study only one patient presented with
AML elements in distant enlarged retroperitoneal lymph nodes.
The patient is alive and disease~free for 26 months.

By morphology most AML are characterized by nuclear hyper-
chromatism, polymorphism and single mitoses. S.Hajdu and
EFoot do not consider these signs indicative of tumor malignancy
but think that they may account for incorrect interpretation of
AML as liposarcoma, leiomyosarcoma, hemangiosarcoma or
another malignant tumor [13]. As experience was gained the diag-
nosis of AML was no longer difficult for morphologists and there
were very few cases of AML aggressive growth and malignization.

There is discussion in the literature whether isolated AML is a
hereditary or acquired pathology. In our study one patient pre-
sented with a metachronous tumor in the second kidney at 4 years
after nephrectomy. It seems that AML may develop during life-
time which does not exclude the possibility of hereditary tumors.

Conclusion. Basing on our study we consider reasonable the
following approach to the treatment of patients with AML.
Patients with asymptomatic renal AML not associated with
tuberose sclerosis and less than 5 cm in diameter should be kept
under watchful follow-up. They should undergo ultrasound
investigation and/or CT every year. On appearance of clinical
symptoms or tumor growth the patients should undergo surgery.
Since the tumor is benign the surgeon should make all effort to
preserve the kidney even in cases with multiple lesions. Urgent
histological study should be made in suspicious cases. Kidney
preservation surgery or superselective embolization of renal seg-
mental arteries supplying blood to the tumor are recommended
in cases with large (greater than 5 cm in diameter) AML in view
of the risk of hemorrhage or in symptomatic tumors. Renal or
venacaval thrombosis by the growing tumor is a direct indication
of urgent surgery due to, first, the risk of thromboembolic com-
plications, and, second, possible malignant character of the
thrombus if the AML is associated with renal cell carcinoma.

Renal AMLs in cases with tuberous sclerosis are as a rule mul-
tiple, bilateral, often demonstrate severe course and may be asso~
ciated with renal cell carcinoma. Therefore more careful exami-
nation of each individual case should be recommended in this
category of patients. Treatment strategy should also be chosen on
an individual basis.

Of much importance is kidney-preservation surgery because
these patients are at high risk of renal failure due to replacement
and compression of normal renal parenchyma by tumor nodes.
Surgical intervention may consist of single-step resection of sev-
eral tumor nodes.

B pasMepax TMalMeHTHl HyXKIAIOTCS B XUPYPIUYeCKOM JICICHUM,
IIpu 5TOM, YIUTEIBAA JOOPOKAYECTBEHHBIA XapaKTep OILLyXOIH,
CIIEYET CTPEMUTECS BHIIONHATE OPTaHOCOXPAHSIONIHME OIlepa-
1K, JaKe B CTyYae MHOXECTBEHHBIX OITyX0aeBHIX y3noB. ITpu
COMHEHHH B JUATHO3¢ HEOOXOAMMO XIPOM3BOIUTH CPOYHOE TH~-
CTOIOTHYECKOE UCCIeNoBaHre. TIpH aHTHOMIOIUIOMAX GO~
IIUX pa3MepoB (0onple 5 ¢CM B quaMeTpe) BBHIY BO3MOKHEX
TeMOPPAaruIeCKUX OCIOXHCHMI, a TAKKe IIPH OIYXONX,



Clinical Investigations

TIPOSBISIOIIUX Ce0sl KNUHWIECKH, HeOOXOMUMO BBUIIONHEHHE IO
BO3MOXHOCTH OPraHOCOXPAHSIONIErO XHUPYPTUYEcKOro BMella-
TENLCTBA WV CYIEPCENEKTHBHON 5MOOIM3aIMy CerMEHTapHBIX
apTepuil MOYKH, KPOBOCHAGXKAIOIIME OTyX0NeBbIi y3ei. TpomGo3
TOYeYHON M HIDKHEH momoit BeH pactymieit AMIL sasnsercs
TIPAMBIM [IOKA3aHUEM K HE3aMEIIUTENLHOI onlepalu. Dto obyc-
JIOBIEHO ABYyMS (DaKTOpaMH: BO-TIEPBBIX, YITPO30ii Da3BUTHI TPOM-
603MO0ITYECKYX OCIOXHEHUI; BO-BTOPHIX, BO3MOXHOII 310Kage-
CTBEHHOW TIPHPOAOH OIYXOJEBOTO TPOMOa B CIydae COYSTAHHUST
AMJI ¢ TO9eHHO-KIETOYHBIM PaKOM.

V GonbHEIX TYGEPO3HBIM CKIIEPO30M rouedrpie AMJI, kKak npa-
BUWJIO, MHOXKECTBCHHEIC, TBYCTOPOHHUE, Jalle UMEIOT OCIOXHEH-
HOE TeYeHWE U MOIYT COYETAThCA C MOYCTHO-KIETOYHRIM PAKOM.
DOTH 0COOESHHOCTH AUKTYIOT 0ojiee HACTOPOXEHHOE OTHOMIEHNE U
VHNUBUAYAIBHBIA OAXOX K ITaliMeHTaM 3TOH rpyrmsl. TakTHKa Jie-
YeHWSI FOJDKHA OIIPEAEIATHCS MHAUBUIYAIBHO.

CrnenyeT IOTYEPKHYTEH BaXHOCTH OPTaHOCOXPaHIOWIEro XUpyp-
TUIECKOTO JeUeHust GOMBHBIX TyOepO3HEIM CKIIEPO30M BBUAY BhI-
COKOM YacTOTHI Pa3BUTHS IMOYSTHON HEZOCTATOYHOCTU ¥ 3TOM Ka-~
TErOpHUY MAIEHTOB 33 CYET 3aMEINCHIA M CHABICHUS 300POBOM
TIOYESYHOM TIAPSHXUMBL OIYXONEBHIMU y3naMu. TIpy BHIIOTHEHHT
XUPYPTHYECKOTO ITOCOOHI BO3MOXHO BHITOJHEHME OJHOMOMEHT-
HOI pe3eKIINi HECKOILKHX OIyXONEBHIX Y3108,
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