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Angiomatoid fibrous histiocytoma (AFH) is an extremely rare soft tissue tumor in children characterized by intermediate biological behavior.
This article describes a case of AFH of soft tissue of the lumbar region in 10-year-old child. The literature review describes the state-of-the-art
data on epidemiology, molecular genetics, diagnostics and treatment of AFH in children.
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BBenenue

AnrunomarongHast uoposHas ructuonuroma (AT D) —
9TO peaKas OITyXOJIb MATKUX TKaHEei, BOSHUKAFOIIIAs TIpe-
WMYIIECTBEHHO B CJIOSIX IEPMBI U MOIKOXHO-KHPOBOM
KJeTJaTKe. BriepBele MTaHHBIM BUI OITYXOJIM OB OIMMCAaH
B 1979 . EM. Enzinger B xypHase “Cancer” moja Ha3Ba-
HUEM <«aHTMoMaToOMJHas 3j10KadyecTBeHHas (uOpo3Has
rUCTUOLIMTOMa». B myOnaukamuy ObUIM TIPENCTaBICHBI
naHHbBIE 0 41 ciydae «HEOOBIYHOI (DUOPOTMCTUOIUTAP-
HOI1 capKOMBI» C TIPEUMYIIECTBEHHBIM ITOPaXkKeHUEM KO-
HEYHOCTe! y MOJIOJBIX JIOJE B BO3pacTe oT 5 10 25 jeT
(menuana — 13 net) [1]. KaiuHudecku omyxosb xapakTe-
pu3oBajach MoOsIBIeHMEM 0€300JIe3HEHHbBIX MOIKOXHBIX
Y3€JKOB, KOTOPBIC YAaCTO OIIMOOYHO PACLIEHUBAIUCH KaK
reMaToMbl uiau remaHruomel. EM. Enzinger npenmnoso-
KWI, YTO UM ONUcaH OoJjee OJIaroNpHUSATHBIN BapUaHT
3J10Ka4eCTBEHHOI (hUOPO3HON TMCTUOLMTOMBI (coriac-
HO Kiaccudukanuu BceMupHO opraHu3aliy 31paBo-
oxpaHeHust (BO3) B Hacrosiiee BpeMsi — 1uieoMopdHast
HenuddepeHuupoBaHHasa capkoma [2]) [1]. B mocaeny-
foneM ObIIo TokasaHo, uto ADIT gBisgeTcs oTnesIbHOM
HO30JIOTMYECKON (POpMOIT OIMyXOJiei MATKUX TKaHEe!, xa-
paKTepU3yIIeHcs 3MUAEMUOIOTUISCKUMI TTpU3HAKaMH,

TaKMMM KaK BO3pacT Ha MOMEHT ITOCTAaHOBKM JMAarHo3a,
KJIMHUYECKasl Mpe3eHTalusl, U KIMHUYECKUMU OCOOEH-
HocTsamu [3].

A®I" He paccMaTpuBaeTcsi B Ka4eCTBE MCTUHHO 3J10-
Ka4eCTBEHOM OIyXOJIM M3-3a 0JaroIpHUsITHOTO IIPOTHO3a
W  HearpecCUBHOrO  KJIWHWYECKOTo TeyeHust  [3].
B 2002 r. cornacHo kinaccudukanuu BO3 1aHHOe HOBO-
o0pa3oBaHue ObLIO OTHECEHO K OMYyXOJSIM C IPOMEXY-
TOYHBIM OMOJIOTUYECKUM TIOTEHIIMAIOM M HeoIpeae-
JneHHolt nuddepenumponkoii [2, 4]. [TpoBeaeHHBIE MO-
JIEKYISIPHO-TEHETUYECKNE MCCJICIOBAHUS  ITO3BOJIMIN
BBISIBUTB HECTyJaliHbIe XDPOMOCOMHBIE TIEPECTPOIKY C 00-
pa3oBaHueM XUMepHbIX TpaHckpuntoB EWSRI-CREBI,
EWSRI-ATF1I, uto xapaktepusyer ADI" Kak TpaHCIIOKa-
LIMOHHO-aCCOLIMUPOBAaHHOE HOBOOOpa3oBaHue |3, 6].

HecMoTpst Ha mpenMyIIeCTBEHHOE pa3BUTHE Y ACTEH,
TIOAPOCTKOB M MOJIOABIX B3pocibix, ADI sBiseTcs Kpaii-
HE PeJIKO OITyXOJIbIO MSITKUX TKaHEH METCKOTO BO3pacTa.
B cBs13u ¢ atuMm onucanue ciydaeB ADI B geTckoit nmorry-
JISIIUM TIPENCTaBIIsSIeT 3HAYUTEIbHBII MHTEPEC.

Ieabio HacTOsAmIEH MyOJMKAIMH SIBUJIOCH OIMCaHUE
cayvas ADPT ¢ mopaxkeHreM MIATKUX TKaHEN MOSICHUYHOMN
obiactn y Manbuuka 10 et
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Onucanne KINHHYIECKOTO CJIydast

Maavuur, 10 nsem, obpamuacas ¢ HMUIl JITOU
um. JImumpus Poeauesa c nanpasasrowum duaeno3om u3 pe-
2UOHANBHO20 UYEeHMPA <«310KAYeCMBeHHAs MPUMOH-0NYXO01b
MAKUX MKAHell NOACHUYHOI 004acmu c1ea».

U3 anamnesa ycusznu uzgecmuo, umo pebeHoK om nepeoil
bepemeHHOCMU, NEPEbIX ONePAMUBHLIX PO008 (IKCMpPeHHOoe
Kecapego ceueHue — caabas podogas 0esimenbHOCmb) HA
cpoke 36—37 ned, eec npu poxcdenuu — 2820 e, pocm —
48 cm. Poc u passusancs no o3pacmy, HACAe0CMEEHHOCHb
He omseoujena.

U3 anamuesa 3aboneeanus uzeecmuo, umo 6 eozpacme
9 nem 7 mecaues, 3a 6 mec do eocnumanuzavuu ¢ HMHUI]
JAIOHU um. JImumpus Poeaueea, nauyuenm o6pamuics
K Xupypey no mecmy Jicumenbcmea ¢ i#carodamu Ha nosene-
Hue 006pa308anus Ha ChuHe 8 NOCHUYHOU obnacmu caeea,
pasmepamu 1,5 X 1,0 cm, 6e3004e3ueHHOe NpU NAALGRAYUU.
Cnedyem ommemums, ymo obujue KOHCHMUMYUUOHANbHbLE
cumnmomsl (auxopadka, caabocmsv, noxyodauue) omcym-
cmeosaru. Tpaemy nopascennoli obaacmu ompuyaem.
Ha ocrosanuu kaunuueckoeo ocmompa 6via nocmaeneH ou-
aeHo3 «000pOKauecmeeHHoe H0B00OPA308aAHUe MACKUX MKA-
Hell cnuHbl (Aunoma?)», peKkomeHo008aHo Xupypeuieckoe ae-
ueHue, om Komopoeo pooumenu omkazaaucs. Cnycms 4 mec
Y pebeHKa ommeueno usmMeHeHue Ygema KoJCHbIX HOKPOBO8
8 obnacmu 00pazoeaHus, Mo PACUEHEeHO KAaK pa3eumue
NOOKOJICHOTI 2eMAmMoMbl, KOMOpoe NayueHm c8s43vl8ain ¢ na-
denuem HakanyHe. [Ipu ocmompe ommeueHo makaice ygeau-
yeHue pasmepos obpazosarus 0o 3,0 % 2,5 cm. Ilposodunace
KOHcepeamueHas mepanus 6e3 18H020 KAUHUYECK020 YAY4-
weHusi. Boinoaneno yasmpazeykosoe uccaedosanue (Y3H)
MAKUX MKAHell, N0 pe3yabmamam Komopozo onpeoensiniuch
axoepaguueckue NPUHAKU HCUOKOCHIHO20 00pa306aHUs,
8 c653U ¢ yem Oblaa 3anodo3pena eemamoma. JlonoasHumens-
Hble MemoOobl AHAMOMUYECKOU B8U3YAAU3AYUU He NPpo8oou-
auce. B kaunuueckom ananuse kposu éce nokazamenu co-
omeemcmeosanu 803pacmuoii Hopme. Ilayuenmy vinosHeHo
Xupypeuueckoe emeulamenscmeo 6 obseme OpeHUpOBaHus
npeononazaemoil 2eMamombl ¢ 36aKyayueli memHoll 3acmoii-
Hoil kposu. Ilocae npogederus MaHunysyuu omme4anaco
KPOBOMOUUBOCMb NOCACONEPAUUOHHOU DAHbl, COXPAHAIO-
wascs Ha gone pe2yaapHuiX nepessa3ok. Ilpunamo peuienue
0 npogedeHUU NOBMOPHORO XUPYP2UUECK020 BMeulament-
cmea 6 obseme Xupypeuueckoeo yoaieHus Hogooopa3oeaHus.
OnepauuoHubLil Mamepuan omnpasner Ha eUcMon0eU4ecKoe
uccaedosanue 8 pecUuoHANbHYH NaAMOA020AHAMOMUYECKYI0
Aabopamopuio, 20e 6epudpuUpoBaHa 310Ka4ecmeeHHas mpu-
mou-onyxonv. Heobxodumo noduepknymo, umo ummyHoeu-
cmoxumuueckoe uccaedoganue U OyeHKa Kpaes peseKyuu He
npOBOOUNUCD.

Pebenok 6vin nanpaeaen 6 HMULL JITOU um. JImumpus
Poeauesa ons onpedenenus Odanvheilweli maKkmuxu mepa-
nuu. CocmosiHue npu nocmynieHuu 0bi10 pAcUeHeHO KaK
cpedHemsidIcenoe, OMMeUancs NepuopoOUmMabHulil YUAHO3,
8 N1€60ll NOSCHUYHOU 00aacmu nocaeonepayuonHblil pyoey
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pasmepom 0o 3 cm be3 npusHakos eocnaneHusi, b6ezbones-
HeHublil npu nasvhayuu. Ilasbnupyemoie 06pazosanus 6 00-
Aacmu A0KAAU3AUUY NEPEUYHOL ONYXOAU OMCYMCME08aU.
Jlumepadenonamus, cenamocnienome2anus He OnpeoesiaUch.

B kaunuueckom ananuze Kpoeu éce nokazamenu COom-
8eMCMB0BANU BO3PACMHBIM PeePeHCHbIM 3HAUeHUSIM, 1a00-
PAMOPHblE MAPKEPbl 60CNAAUMENbHO20 Omeema ((heppumut,
C-peakmusHulil 6e10K) 0CIMABAAUCH 8 NPEOeNax HOPMbL.

B ycnosusax cmayuonapa HMUI] ITOU um. Jmumpus
Poeauesa pebenky nposedero doobcaedosanue 8 obseme mae-
Humuo-pe3oHaucHoli momoepagpuu (MPT) msexux mkaneil
NOSACHUMHO-KPeCmUyo80il 0baacmu ¢ KOHMPACMHbIM ycue-
HUuem, MYAbMUCRUPANLHOLU KOMNbIOMEPHOU momozpapuu
(MCKT) epyonoit kaemku u opeanos OpiouwtHoil nosocmu
¢ Kowmpacmuuim ycuaenuem opeanog. Ilo pesyromamam
nposedeHnbIX uccaedosanuii Oblia 0OHApyiceHa 30Ha U3Me-
HeHULL 8 MACKUX MKAHAX U NOOKOJUCHO-JCUPOBOLL KAemUamke
BePXHUX 0mM0en08 1e6oil 1200u4HOl obaacmu pamepamu 00
2,5 x 1,5 % 1,3 cm, 6 6oabutell cmenenu coomeemcmeyo-
was nocaeonepamusHoil pyou08o-gubposnoil deghopmavuu,
Ha gone KOMOpoil Heab3st Obl10 UCKAHUMb OCIAMOUYHYIO
KoHmpacm-no3umusHylo onyxoav (puc. 1, 2). Jlannvix 3a
NamonoUHeCKU U3MEHEHHbIE U YEEAUUEHHbIE PeCUOHANbHbLE
aumgpamuueckue y3avl (J1Y) noayueno une owvino. Ilo pezynn-
mamam MCKT opeanoe epyonoil Kaemku ¢ KOHMpPACMHbIM
ycunenuem OnUCaHbl MHOLOHUCAEHHble ouaeu YNAOMHeHUs
A€20UHOU MKAHU OUAMEMPOM MeHee 5 MM, He MPaKmosas-
wuecs Kak memacmamuyeckue.

Puc. 1. MPT noscnuuno-xkpecmyosoii oonacmu, TI1-636euiennoe uzobpa-
acenue (BU). Ha MP-uzobpaxcenuu 6 Mackux mKausx 6epxXHuUx omoenos
21€60ll 200UMHOl 06aacmu onpedensemcs 30Ha NOCAeONePayUoOHHOU Gu-
0po3HO-PYOU080LL Dedhopmaluu ¢ yMepeHHbIM HAKONACHUEeM NapamacHemu-
Ka pazmepamu 0o 2,5 < 1,5 x 1,3 cm (o6semom 2,5 cm’) 6ez docmosepnoii
suzyaiuzayuu 00seMHbIX 00pa308aHull

Fig. 1. An MRI of the lumbar-sacral region, TI-weighted image. The area
of postoperative fibrous-scar deformation with moderate accumulation
of paramagnetic up to 2.5 x 1.5 x 1.3 ecm (2.5 cm’) without reliable
visualization of volume formations is presented in the MR image of the soft

tissues of the upper parts of the left gluteal



JNETCKOU

Puc. 2. Komnviomepnas momoepamma (KT) noschuuno-kpecmy060ii 00-
aacmu, 6enosHas ¢gaza. Ha cnumie 6 aeeoil noschuunoii obaacmu onpe-
densemces: Ma2oMKAaHHoe 00pa3o8anue ¢ HeuemKUMU, HePOBHLIMU KOHMY-
pamu, pacnpocmpausoweecss o xody nepugepu4eckoeo Hepea, aKmueHo
Hakanausarouee KOHMPAcmHslil npenapam, pasmepom He mexnee 35 X 7 Mm.
Ilo dannbim 6U3yanu3ayuu HeAwb3s UCKAIOUUMb OCMAMOYHYI0 KOHMPACM-HO-
3UMUBHYIO ONYXO01b

Fig. 2. Computed tomography (CT) scan of the lumbar-sacral region, venous
phase. In the picture in the left lumbar region there is a soft tissue formation
with fuzzy, uneven contours, spreading along the peripheral nerve, actively
accumulating a contrast agent, at least 35 X 7 mm in size. According to the
visualization, it is impossible to exclude the residual contrast-enhanced tumor

Ilpu pegpepence eucmonoeuueckux npenapamos mka-
HU ONyxoau 8 YCA08USX Aabopamopuu namomopgonocuu
HMMUI] JITOH um. Imumpus Poeauesa 6110 ycmaHnoéneHo,
umo 6 depme U JHCUPOBOL Kaemuamke onpedensnacy coauo-
Has ONYX0/1b, OKPYICEHHAS NCeBOOKANCYAOU C OMHOCUMENb-
HO uemKumMu epaHuyamu (puc. 3), no nepugepuu Komopoi
NPOCMAMPUBANUCS MHONCECMBEHHbIe AUMPOUOHBIe (hoatU-
KYAbl CO CBEMAbIMU 2ePMUHAMUBHbIMU UeHmpamu (puc. 4).
CobcmeenHo Heonaacmuveckas MKaHb COCMOSAAA U3 noaell
U Y3108 U3 6epemeH08UOHbIX U UCTNUOYUIMONOO0OHbIX Kie-
MoK ¢ s0epHbiM naeomopguzmom. Mecmamu ecmpeuanuce
KPYNHble KAeMmKU C 2UNePXPOMHbIMU A0pamu HenpaguabHol
gopmot (puc. 5). Ommeuanacs 6vb1cOKAS MUMOMUHECKAS QK -
mueHocms. B mKauu onyxoau 00HAPYICUBANUCL KPOBOU3-
AUSAHUS U 80CNANUMENbHbIE UHDUABMPAMbL U3 AUMPOYUMOE
u naazmamuieckux kaemokx (puc. 6). Kpas peszexuyuu ony-
X0Aau nPoxoounu no onyxonegoim kaemkam. Ipu ummyHnoeu-
CMOXUMUHECKOM UCCAe008AHUU Bbis8AeHbl POKANbHbBIEe NO3U-
muenble peakyuu ¢ anmumenamu Vimentin, CD 14, Calponin,
Factor XIla, ompuyamenvuoie peakyuu ¢ anmumenamu PCK
AEI/AE3, EMA. Yemanoenen eucmonoeuueckuii duaenos ADI.

IIposedeno yumoeenemuueckoe uccredogarue memooom
gnyopecuyenmnoil eubpudusauuu in situ (fluorescence in situ
hybridization, FISH) 0as onpedeaenus: peapanicuposox ee-
Hoe EWSRI u FUS, no pesyrsmamam komopoeo eenemuue-
CKUX U3MeHeHUll 00HAPYI’ceHo He OblLio.
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Puc. 3. Tucmonoeuueckoe uccredosanue obpasya mianu. Ilnomnas 6010k -
HUCMAs NCeBOOKANCYAA, OKPYICAIOUWAS CKONACHUE ONYXO0Ae8biX KACMOK.
Ommeuaemesi ymepennoe omaodcenue eemocudepuna. Okpacka cemamo-
KCUAUHOM U 503UHOM, X 20

Fig. 3. Histological examination of a tissue sample. Dense fibrous
pseudocapsule  surrounding  the  accumulation of tumor  cells.
There is a moderate deposition of hemosiderin. Colored with hematoxylin and
eosin, X 20

Puc. 4. Tucmonoeuueckoe uccaedosanue oopasya miarnu. CKonienus ony-
X0Ne6bIX KACMOK OKPYJICEHbl NAOMHbBIM AUMPONAAZMAMUHECKUM UHPDUNb-
mpamom ¢ gopmuposanuem Aum@pouonsix goarukyros. Okpacka cemamo-
KCUAUHOM U 303uHOM, X 100

Fig. 4. Histological examination of a tissue sample. Clusters of tumor
cells surrounded by dense lymphoplasmacytic infiltration with formation
of lymphoid follicles. Colored with hematoxylin and eosin, < 100

Takum obpazom, Ha OCHOBAHUU AHAMHE3d, OAHHbIX GU-
3yanu3ayuu, eUCmoN0eU4ecKk0e0 Uccae008aHus, OCHOBHOLL
KAUHUYecKull ouaznos ooin usmener na ADI maexux mrxanei
nOACHUMHOU 0baacmu cieea.

Yuumeieas nepadukanbhocms UHUYUAALHO20 XUpYpeUYe-
CK020 neUeHUs, OaHHble 8U3YANU3AUUOHHBIX MEMO0008 Uccae-
008aHUsL, YKA3BIBAIOUUE HA BO3ZMOICHYIO OCHAMOYHYIO ONY-
X04b, nayuenmy oviaa nposedena “Second-look” onepayus
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: : -t S R LN L VA Bl o LR i o
Puc. 5. lucmonoeuueckoe uccaedosanue obpasya mranu. Ommevaemesi
MHOJICECMBEHHbLIL 310801 POCH NOAUMOPPHBIX KAEMOK, UMEIOUUX PA3AUY-
HYH0 OpMY, OM 8epemeHO0OPA3HbIX UAU UCIUOUUMOUOHBIX, 00 KPYNHbIX,
HenpasunvHoil gopmol. OKpacka eemamokcuAuHom u 303urom, x 200

Fig. 5. Histological examination of a tissue sample. There is a multiple
nodal growth of polymorphic cells with different shapes, from spindle-shaped
or histiocytoid, to large, irregular shape. Colored with hematoxylin

and eosin x 200

Puc. 6. lucmonoeuuecikoe uccaedosanue oopazya mianu. Haruuue kucmos-
HbIX NOAOCTEIL, 3aNOAHEHHbIX KPOBBH), OKPYICEHHBIX ONYXO01e8bIMU KAeMK A~
mu. OKpacka 2emMamoKCuAuHom u 303UHoM, x 40

Fig. 6. Histological examination of a tissue sample. The presence of cystic
cavities filled with blood, surrounded by tumor cells. Colored with hematoxylin
and eosin x 40

6 00BeMe ucceuenls NOCAeONePAUUOHHO20 PYOUaA ¢ ONYXO0bI0.
Tucmonoeuuecku noomeepicoeHo Haiuyue OCMAMOUHOLU
Onyxoau, cCOOmeemcmayouwell o c6oUM XapaKmepucmukam
ADI, kpas pesexuyuu npoxoounu 6He ONYXoau, YMO NO360-
540 MPAKMOBAMb NOEMOPHOE XUpypeuveckKoe emeuament-
cmeo Kak RO-pesexyuro.

Yuumovieas cybcanmumemposvie pazmepol 04azo6 6 nee-
KUX, @ MaKice HU3KUI 310KA4eCmeeHHbLl NOMeHUUan ony-
X04aU, OblA0 NPUHSAMO peuleHue OCMmasumos nayuenma noo
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OuHamuueckum HadarwoeHuem ¢ KOHMPOAbHbIM 00caedosa-
Huem 6 o0seme MCKT opeanoe epyonoii knemku uepes 3 mec.
Ha momenm nanucanus nybaukayuu nepuod Haoao0eHus co-
cmasun 6 mec, NPU3HAK08 peyuousa 3a001e6aHUsL He GbIGAEHO.

Oo0cyxnenne

A®TI cocrapisier 0,3 % Bcex OmyXxoJieil MSTKMX TKa-
Helf, OMHAKO YacToTa BCTPEYACMOCTH MOXKET OBITh He-
MOOIICHEHA M3-3a TUCTOJIOTMICCKOTO CXOACTBA C APYTH-
MU HOBooOOpazoBaHusMHU [3, 7, 8]. Omyxosb yaille BCero
BCTPEYaeTCsl y MOJIONBIX JItofield B BodpacTe 10 30 JieT, HO
MOXKET TMOSIBJISITbCSI 'y HOBOPOXACHHBIX, U Y TOXWUIIBIX
moneit [7]. MenuaHa Bo3pacTa MallMeHTOB B HauboJjee
KPYITHOM MCCJIeIOBaHUM, omuchiBawpoIiiemM 108 ciaydaeB
ADT, cocraBuna 14 ner (pazdpoc — 2 mecstma — 70 s1er)
[3]. HoBooOpa3oBaHue ¢ OAMHAKOBOI YaCTOTOM BCTpe-
YaeTcs KaK Y MaJbUMKOB, TaK U y neBodyek. ADT 1oKka-
JIU3yeTcsl MPEeUMYIIECTBEHHO Ha KOHEYHOCTSIX, Tpe-
cTaBJIsisl cO0OI MeIJIEHHO pacTylee, 0e300JIe3HEHHOE,
o0beMHOEe 00pa3oBaHUE, KOTOPOE YacTO OIIMOOYHO
MPUHUMAIOT 32 TEMaHTHOMY, TeMaToOMYy UK Jumnomy [9].
B uccnenoBanuu M. Costa B 65 % citydaeB OIyX0Jib JIO-
KaJIn30Bajlach Ha KOHEYHOCTX, B 28 % — Ha TYJI0BUIIIE,
B 7 % — B objactu roioBbl U Lieu [3]. MenuaHa Bpe-
MCHU OT BBISIBJICHUST 00pa30BaHUs 10 ITOCTAHOBKY IHa-
rHO3a cocTaBisiia 4 Mec.

B mocnenHee Bpems B IuTepaType BCe yallle OIMCHI-
BalOTCSl KJIMHUYECKME CIydyau C BUCLEpaIbHON JIOKaIU-
3alMei ONyXOJM — TOJJOBHOU MO3I, JIETKUE, CPEIOCTEe-
HUe, 3a0pIOIIMHHOE IPOCTPAHCTBO, SIMYHUKM, BYJIbBA,
canpHUK 1 KoctH [7, 10]. Kak mpaBuiio, OHM BOZHUKAIOT
Y B3pOCIIBIX ITAIIMEHTOB (CpemHMI BO3pacT — 35 J1eT), 1 xa-
PaKTEPU3YIOTCSI OOBITUMH pa3MepaMHM OITyXOJIH.

Knuanyeckue mposiBJICHUST BApbUPYIOT OT IJIUTEIHHO
CYIIECTBYIONIETO OECCUMMIITOMHOIO OOBEMHOTO 00pa3o-
BaHMS, XapaKTEepPU3YIOIIErocsl MEIJICHHON KUHETUKOM
OITyXOJIEBOT'O POCTa, MO BhIPa’KEHHBIX KOHCTUTYLIMOHAb-
HBIX CUMIITOMOB B BUJIE INXOPAIKH, CIA00CTU, CHIKCHUS
Macchl Tena. [lociaemHue CMMITTOMBI OOYCIOBJICHBI IIPO-
OYKIIMEH TIPOBOCITAIUTEIBHBIX ITUTOKUHOB, TaKMX KakK
uHTepaeikuH-6 (MJI1-6) [11]. Tunepnponykuust MJI-6
JTabopaTOPHO MOXKET TPOSIBIISITHCSI aHEMUEH, TUTIEPTPOM -
0OOIIMTO30M U TMOBBbILIEHUEM OeKOB OCcTpoil ¢haszbl (u-
opuHoreH, C-peakTUBHBII 0€/10K), a TAaKXKe TUrepramma-
rnooynuHemueii [11]. B uccnenosanuu M. Costa aHeMust
ObL1a BbsiBieHa Y 13/91 (14 %) malueHTOB, CHUXKEHUE
Maccol Tenia — y 4/93 (4 %), nuxopanka —y 2/94 (2 %)
6ombHBIX [3]. KOoHCTUTYLIMOHAIBbHBIE CHUMIITOMBI 4Yallle
OITMCAHBI y MAIlMeHTOB C BHUCILEPATbHOM JOKaIM3auen
A®DT, oHU KYTTMPYIOTCS ITOCIIe XUPYPIUIECKOTO YIATCHUS
OITyXOJIH.

B HameM ciiyyae oTMevanaoch AJUTEIbHOE UHIOJEHT-
HOe TeueHue 3a00J1eBaHUs, KIMHUYECKU OIMYX0JIb UMUTH -
poBaJjia MOIKOXHYIO reMaToOMYy, IIPU 3TOM O0II1e KOHCTHU -
TYLIMOHAJIbHBIC CUMIITOMBI OTCYTCTBOBAJIH.
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Kak yxe ormeuanock panee, ADI paccmaTpuBaeTcs
KakK OITyXOJIb C TIPOMEXYTOYHBIM OMOJIOTUIECKUM TIOBE-
JIEHVEeM, 4TO OOYCIIOBJICHO OIMCAHWEM CJIy9aeB pa3BU-
THSI PETMOHAJIIBHBIX W OTHAJIEHHBIX METacTa3oB. TeM He
MeHee OTHAJIEHHOE METacTa3upOBaHUE PACCMATPUBACTCS
KaK pelKoe COObITHE U BhISBIsIETCS He Oosee ueM B 1 %
ciyvaes [12]. B HacTosiiiee BpeMst B INTepaType OMUCAHO
17 HabmroneHU perMOHAIBHBIX M OTIAJIeHHBIX MeTacTa-
30B y TTAIIMEHTOB C TUCTOJIOTUYECKU BepU(BUITIPOBAHHOMN
A®T [13]. MeTtacra3sl ObITM OOHAPYXKEHBI B PA3TUIHBIX
BO3PACTHBIX KaTeropusxX, MeAraHa BO3pacTa COCTaBWJIA
24 roga (pazopoc — 3—54 rona). CinenyeT OTMETUTDb, UYTO
METacTaTUYeCKoe TMOpPaKeHWE BBISIBIISIIOCHh B CPOKU OT
5 Mec 10 16 JIeT OT MOMEHTa TTPOBEICHUSI XUPYPTUIECKOTO
BMemaTenbcTBa [13]. Yanie Bcero Metractasbl mopaxaroT
perroHapHsbie JIY, HO B uTepaType OInucaHbl cydyau Me-
TaCTaTUYECKOTO MOPaXKEHUST TOJIOBHOTO MO3Ta U JIETKMX.
BucuepanbHas JioKaqu3anys TEPBUIHOTO TTOPAKEHUS
YacTO KOPPETUPYET C BHICOKOW YACTOTON BO3HUKHOBEHUS
pPELMIMBOB, a MHBA3Us B (PaCIIIO MW MBIIIIIHI — C MeTa-
CTaTUYECKUM TTopakeHueM [4].

Dtnonorusg n rucroreHes APIT ocraoTcsT HEM3BECT-
HeiMM. OBOWIHBIE W BEPETCHOBWIHBIC KJIETKM, OOHa-
pyXUBaeMble B CyOCTpaTe OIyXOJiv, B MOJHON Mepe dbe-
HOTUTIMYECKN HE COOTBETCTBYIOT KAaKMM-JIMOO 3pEsTbIM
TUNaM KJeTok [7]. B mutepaTtype odcyxmaercs pudporu-
cTUOLMTapHOE, MUO(GUOPOOIACTUYECKOE, IHIOTEINATb-
Hoe npoucxoxnaeHue AT [14]. OnHako pe3ybraThl Kak
UMYMHOTUCTOXUMUWUYECKUX, TAK U YIBTPACTPYKTYPATbHBIX
WCCIEIOBAHUI HE TIO3BOJISIIOT aBTOpaM MPUNTH K OKOH-
YaTeJIbHOMY 3aKJTioYeHuo. JIOMOTHUTEIbHO BBICKA3HI-
BaeTcss MHeHUE O ToM, uTo ADI MoxXeT pa3BUBaThCS U3
TUTIOPUTIOTEHTHBIX ME3eHXUMATbHBIX CTBOJIOBBIX KJIETOK
i u3 GUOpPOOIACTUYECKUX PETUKYISIPHBIX KJIETOK,
dopmupyromux ctpomy JIY [7].

Tucronornueckoe wucciienoBaHue SIBISIETCSI OCHOBOM
It moctaHoBKM nmarHo3a A®MI. MakpocKommuecKu
OMyXOJIb XapaKTePU3yeTCd TIUIOTHOW KOHCUCTEHIIMEH,
MYJBTUKUCTO3HBIM WJIM MHOTOY3JIOBBIM CTPOCHUEM C Ha-
JIMYMEM TeMOPParndeckKoro COMepPKUMOTo, pa3Mephl Ba-
pbUpPYIOT OT 2 10 4 cM (MenuaHa — 2,5 cM), OHAKO oIKca-
HBI OITyX0Jii OoJiblero pasmepa [3, 7]. Ha ceronHsiHumii
JIeHb XapaKTepHbIe rucToiorndyeckue npusHaku ADI xo-
POILIO U3BECTHBI U BKJIIOYAIOT clieayoue [2, 4]:

- MHOXECTBEHHBIH y3JI0BOU POCT MOJUMOPGHHBIX KITe-
TOK OT BEPETEHOOOPA3HBIX WJIM TUCTUOIUTOWIHBIX IO
KPYIHBIX, HETIPaBUJIbHO (pOpMBbI (CM. puC. 5);

- KWCTO3HBIE TPOCTPAHCTBA, 3aTlOJJHEHHBIE KPOBBIO
Y OKPY>KEHHBIE OIyXOJIEBBIMU KJIETKAMM (CM. pUC. 6);

- TUTOTHAsI BOJIOKHUCTAsI TICEBIOKATICylTa C YMEpeH-
HBIM OTJIOXEHWEM TeMOCHUAEepUHa, 4YacTO HeToJHas
(cM. puc. 3);

- KJIETKM OTIYXOJIM OKPYXEHBI TUIOTHBIM JTUMGOTLIa3-
MaTU4YeCKUM WHGUIBTpaTOM ¢ (hopMupoBaHreM JTUMbO-
UIHBIX (POJTMKYIOB (CM. puc. 4).

TEMATOJIOTM u OHKOJIOT MU

A®DT xapaktepusyeTcst HIIMPOKUM MOPGHOIOTUIECKUM
CIIEKTPOM U €IWHCTBEHHBIM ITOCTOSTHHBIM KpPUTEpPUEM
SIBJIAIOTCS YYaCTKU W KOPOTKUE MYyYKU OBOUAHBIX, SMHU-
TETMOUHBIX WX BEPETEHOOOPAa3HBIX KIIETOK C BE3U-
KyJSIpHbIMU siapaMu. KieTku yacto umeroT ¢pudpobdia-
CTUYECKUI WIIA «TUCTUOLUUTOUIHBIN» BUI C YMEPEHHBIM
KOJIMYECTBOM 303UHOGUIBLHON LUTOIIa3Mbl. DUTYpHI
MMTO3a BCTPEUYAIOTCS PEAKO, HO yBEJIMYECHUE UX 4ucia
U KJIETOYHAS aTUTINS HE KOPPEJTUPYIOT € INIOXUM MPOTHO-
30M. JI0CTaTOYHO TUMMUYHBIM SIBJISIETCS OTJIOKEHUE TEMO-
cunepuHa. XapakTepHbIM, OHAKO HE CTPOTO MaTOTHOMO-
HUIHBIM Tipu3HakoM ADI gBiseTcss HaM4IMe y4acTKOB
BHYTPMOITYXOJIEBBIX ~ KPOBOM3IUSIHUN,  TPUBOMISIINAX
K (OPMUPOBAHUIO 3AMTOTHEHHBIX KPOBBIO MPOCTPAHCTB,
CTEHKM KOTOPBIX MPEICTABICHBI OMYXOJEBbIMU, a HE
SHAOTEIUABHBIMU KJIeTKaMu. [IprMepHO oaHa TpeTh
cinyqaeB ADI neMOHCTpUpYeT COJNMIHBIN TIaTTepH 0e3
Hanuuus nosnocrei [2, 4, 7]. CtpoMa MOXeT ObITb MUKCO-
WIHOUW WIU WHOTIA CKJIEPOTUYECKON WU IECMOIIIACTHU-
YecKol, HalmoMUHawIell Hu3konudhepeHIUPOBAHHYIO
KapLIMHOMY.

ITpoBeneHre WMMYHOTUCTOXMMUYECKOTO WCCIEI0-
BaHUS HOCUT BCIIOMOTATENbHBINA XapaKTep, MOCKOJIbKY
crnenguueckoro Habopa MapKepoB, CITIOCOOCTBYIOIIE-
ro noctaHoBke nuarHosza ADI, He cymiectsyer [2, 4, 7].
Krnetkn A®T B 1To10BMHE BCEX CIIydaeB dKCIIPECCUPYIOT
JNIeCMUH, dMOpHUOHATbHO-MeMOpaHHbIli aHTureH, CD99
u CD68. XapaKTepHbIM SIBJISICTCSI OTCYTCTBHE 3KCITpeC-
CUU MapKepOB CKEJIETHBIX MBI, TAKUX KaK MUOT€HUH
win MyoD1. Takke He BBISIBISIETCSI DKCIIPECCUsT MapKe-
poB peTukysipHbix kietok (CD21, CD35), 6enka S100,
HMB-45, nurokeparuna, CD34 1 cocynucTo-3HI0TEIN-
anpHbIXx MapkepoB (CD31, ponctBeHHsblit daktopy VIII
aHTureH) [4]. Oxpyxawomuil TMMGOUTHBINA NUHOUIBTPAT
coctouT u3 B-nmumdountoB u T-1uMbOLUTOB, BHYTPU
9TOU TUM@POUTHON MOMYJISLIMYA YACTO BCTPEYAIOTCS pac-
CEesTHHbIE [€CMUH-TIOJOXUTEbHbIE KIeTKU. WMHIekc
nposaudepanuu 1mo ypoHio skcrnpeccun Ki-67 o0bI4HO
HU3KWN.

YauteiBasg, uro 6omnbmrasg 9acte ADPI srcmpeccupyeT
JIECMUH, MTPU MTPOBeAeHUU TU(HepeHIInaTbHOTO TUarHo-
3a JOJDKHA OBITh HCKIIIOUEHA pabdioMuocapkoma. DKC-
npeccust CD99 tpebyer uckmoueHus capkoMbl KOuHra.
Kpome Toro, ADT crnemyer muddepeHINpPOBaTh C TIIC-
oMmopdHOi HenuddepeHUMPOBaHHON CapKOMOii, rpa-
HYJIEMaTO3HBIMU TTOPAXEHUSIMU, aHEBPU3MATUYECKOMN
JNOOpPOKAYECTBEHHON (hUOPO3HOI TMCTUOLIMTOMOM, WH-
TpaHOJATbHOM MMODUOpPOLIacTOMOM, MHOGHOPOMOLL/
MUOMDUOPOMATO30M, HOAYISPHBIM (PACLIUATOM, STUTE-
JIMOUTHOW CapKOMOM, BSKCTpapeHaJbHOU padoouIHON
OITyXOJIbIO 1 MUOATUTEINATIbHBIMU OITyX0JaMu [7].

A®DI' acconmmmpoBaHa CO CICAYIOIINMHU 3 XapaKTep-
HbIMM TpaHcaokauusmu: t(2;22) (q33:;ql2) (EWSRI-
CREBI), t(12;22) (q13;q12) (EWSRI-ATFI) wn t(12;16)
(q13;pl1) (FUS-ATFI) 6, 7].
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EWSRI u FUS gBasiiorcd MHOTO(DYHKIIMOHAb-
HBIMU OefkaMM, MpuHamiexamuMmu K cemeiictey FET
PHK-cBs3biBaonyx 0eJK0B, KOTOpbIe Y4acCTBYIOT B pe-
TYJISIIUU KJTIOUEBBIX KJIETOYHBIX MEXaHU3MOB, TAKUX KaK
peryisiiusl 3KCIPEeCCUM TEHOB, MOIAEpPXaHUE LEeIO0CT-
HOCTU TeHOMa M TpoueccuHr nuHdopmanuonHoii PHK
u MukpoPHK. CrienyeT oTMETUTB, 4TO peapaHXUpPOBKU
kak reHa EWSRI, tak u reHa FUS, BbIIBISIOTCS MPU 1ie-
JIOM psifie OTTyXO0JIel MSATKUX TKaHE!, pexe — MpU reMorno-
STUYECKNX M 3MUTCINATBHBIX omyxoysix. [Tpm ADT mpe-
BAJIMPYIOIIMMU SIBJIIOTCS peapaHXupoBKu reHa EWSRI
[6, 15]. Tak, B omgHOIT U3 HanboJiee KPYIMHBIX MyOIUKa-
LIUIA, OMMCHIBAIOIIUX MOJIEKYJISIPHO-TEHETUYECKUE U3Me-
nenus ripu ADT, peaparkuposku EWSR I oripenensiuch
y 13/17 (76 %) naumnenToB npu ucnojb3oBanuu FISH,
Mpu 3TOM nepecTpoek reHa FUS BoisiBieHO He ObL10 [15].
C. Antonescu mnokazana, uto EWSRI-CREBI sasnsercst
Haubosee yacTbiM xumMepHbIM reHoM ripu ADT. [Tpu ana-
ym3ze 9 cnmyqaeB ADT xumepnslii reH EWSRI-CREB1 6b11
BBISIBIIEH B 8/9 cityyaes, a xumepHbiili reH EWSRI-ATFI
ToJIbKO B 1 Habmonenuu [6]. FUS-ATF 1 sinsieTcst HanGo-
Jiee pelIKO OMMMCAHHBIM XUMEPHBIM T€HOM.

Jo HacTrosilero BpeMeHU He MPOAEMOHCTPUpPOBaHA
KOPpETIUUsT MeXOY KIWHUYECKUMU, TUCTOJIOTUYECKU-
MU U UMMYHOTUCTOXMUMUYECKUMU OCOOEHHOCTSIMU OITy-
XOJIEW W pa3IUYHBbIMU BapuaHTaMU XUMEPHBIX T€HOB [7],
OJIHAKO ToKa3aHo, uto EWSRI-ATFI noctaTO4HO Xapak-
tepeH it ADI ¢ BuctepaqTbHBIMU TTOpakeHUsIMU. Baxk-
HO OTMETHUTb, YTO THUI XUMEPHOTO Te€Ha HEe KOPPEIUpyeT
C MIPOTHO30M UJIM OTBETOM Ha TE€PAIUIO.

FUS-ATFI no Hactosduiero BpeMeHU He ObUI OIu-
CaH TMpU JAPYrux BUAAX HOBOOOpA30BaHWIi, TOTAA Kak
EWSRI-CREBI v EWSRI-ATFI He 9BI10TCS NaTOTHO-
MOHUYIHBIMU st ADT, 9TO HEOOXOOUMO YIUTBHIBATE TP
nuddepeHIMaTbHON AuarHocTuke. B yacTHocTH, XUMep-
Hblii reH EWSRI-CREBI takxe Ha0OII0Ma€eTCs B 2 IPYTUX
HOBOOOPA30BaHUSIX — OIMYXOJIM XETyIOYHO-KUIIEYHOTO
TpakTa, HAMOMUWHAIOLIEH CBETIOKIETOYHYIO CapKOMY,
W MIEPBUYHOM JIETOUHOU MUKCOUAHOU capkome [7].

BaxHbIM siBIISIETCS TO, UTO Y 24 % MallMeHTOB, Kak
U B ONMKWCAHHOM HaMU clly4yae, HE BBISABJISIOTCS Xapak-
TepHble TiepecTpoiiku reHoB EWSRI u FUS [15]. Kpome
TOrO, MPU KCMOJIb30BAHUU TMOJMMEPA3HON LIEMHON pe-
akuuu 1 FISH BO3MOXHBI TUCKOPIAHTHBIE PE3YJIbTATHI.
Tak, B uccienoBanuu C. Antonescu peapaHXXMpPOBKU reHa
EWSRI 6bU1H BBISIBJICHBI Y § TALIMEHTOB METOJOM TOJIHU-
MEpa3HO LIEMHO peakiiu, U TOJIbKO y 7 IPU UCITOIb30-
Banuu FISH [6].

H3zHavanpHO 3amomo3puth auaraos ADI 6e3 kakmx
JUOO JAHHBIX aHaMHE3a W TPOBEICHHBIX WHCTPYMEH-
TaJbHBIX METOAOB MTUATHOCTUKU 3aTPyAHUTENbHO. Jlua-
THOCTUYECKWE UCCIENOBAHUS, HApPaBJICHbIE HAa OLEHKY
cTpykTypsl 1 Tororpacdnm A®I, Bkmovator Y3U, MPT
u KT, npu 3TOM, yUUTBIBasA MOPaKEHUE MSTKUX TKAHE,
MepBbie 2 METOAA UMEIOT MPUOpUTETHOE 3HaUeHue. Ciie-
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JIyeT OTMETUTh, YTO OMMCAHHBIE BBIIIE TUCTOJIOTUICCKIE
xapakTtepuctuku ADI HaxomsIT CBOe OTpaXkeHUe B OCO-
OCHHOCTSIX BU3YaJIM3aIIMOHHOW KapTUHBI TaHHOTO BUIA
onyxou [9, 16]. I1pu npoBeneHnn cKpuHUHTOBOTO Y3
BU3BYAIU3UPYETCS HEOMIHOPOAHOE KUCTO3HO-COJUIHOE
obpa3oBaHue, pu JoTuieporpadun OTMEYaeTCsl yMepeH-
Hasl BacKyJigpu3anus B nepudeprudeckux oTaesIax omyxo-
v 1 centax [16]. KMCTHI pa3inyaloTcst o CBOUM pa3Me-
paM 1 COOTBETCTBYIOT 3aITOJTHEHHBIM KPOBBIO KCTaM TPU
MPOBEIEHNY TUCTOJIOTMYECKOTO UCCIICTOBAHMS.

Haubonburyto IMarHOCTUYECKYI0 3HAYMMOCTb JUIS
BU3yaJIM3allMi 00pa3oBaHUil MSTKUX TKaHei naetr MPT.
Ipu ee mpoBedeHUM XapaKTEPHBIM SIBISETCS KHCTO3-
HO-COJIUIHBIN XapakTep 0Opa3oBaHUS, MPU ITOM, KakK
YK€ OTMEUaJIOCh BhIIIIE, CTEHKU KUCT SIBJISIIOTCST TTPOU3BO-
JTHBIMU 3JI0KAY€CTBEHHBIX KJIETOK B OTJIMYME OT aHTUOMa-
TO3HBIX OITyXOJIEi, Y KOTOPBIX CTEHKU KUCT 00Pa3yloTcs
W3 SHIOTEIUATBHBIX KJIETOK.

ITpu MPT-uccinegoBanun o6pa3oBaHUE UMEET T1CEB-
JIOKATICyJly, XapaKTepU3YIOIylocsl TUIIOUHTEHCUBHBIM
curHasioM Ha T1- u T2-BW 1 mOCTKOHTpAacTHBIX (ha3ax
CKaHMPOBAHUSI W ONPENENSIONIYIocsl KaK Kpyr TOHU-
>KeHHOU wHTeHcuBHOCTU. [lociie BBeneHUsST KOHTPACT-
HOTO TIperiapaTta TOSIBJISIETCSI BHEITHUM KPYT, UMEIOIINIA
TUTIEpUHTEHCUBHBIN curHail Ha T2-BU u noctkoHTpact-
HBIX M300paXXeHUsX, TPENCTaBICHHBIN TuM@oIUTaMu
M TUIa3MaTUYECKUMU KJIeTKaMU. OTU 2 Kpyra o0pa3yioT
CUMTITOM JBOMHOTO KOHTypa. HapyiieHue 1eiocTHOCTH
2 cJIoeB MOXET OBITh OOYCIOBJIEHO WHBAa3Wel OITyXOoJu
B TIpWJIeXaniue TKaHW W TIPUBOINTH K TIOBBIIIIEHUIO CHUT-
Haya Ha T2-BU 1 NOCTKOHTPACTHBIX CEPUSIX, U, BOZMOX-
Ho, Ha T1-BHA [9].

B Mectax OTCYTCTBUSI TICEBOOKAIICYJIBI MpearnoJiara-
eTCS HaJIMIMe XaOTUYHO PACTIONIOKEHHBIX OITyXOJIEBBIX
¥ BOCITAJIUTEIBHBIX KJIIETOK, KPOBYU WJIH JIaXe OTJIOXKEHU
TeMOCUJEPUHA, 4YTO OOYCIOBIUBAET HEOJHOPOIHOCTH
KOHTYpa ¢ (hOPMUPOBAHUEM TSIXKEi, UMUTUPYIOIINX «TO-
JjoBy Meny3el» [9]. Kpome TOro, noctaTouyHo XxapakTep-
HBIM SIBJISIETCS] HAJTMYUE B OITYyXOJIM JICTIO3UTOB TEMOCH/IE -
puHa |9, 16].

HeobOxogumMo OTMETUTB, YTO caMoO IO cebe Haauuue
KHUCTO3HBIX 2JIEMEHTOB OIYXOJIM HE MOXET paccMaTpu-
BaThbCsl Kak MaTOrHOMOHWYHBIN mpu3Hak ADI u momo6-
HbIe U3MEHEHUS BBISIBIISIIOTCS TIPU TIEJIOM DSifie 3JI0Ka-
YECTBEHHBIX M JOOPOKAYECTBEHHBIX HOBOOOPA30BAHUIA
MSTKHX TKaHEW M HEOITyXOJIEBBIX TpOLeccax, BKIOYast
reMaToMBbl, BEHO3HbBIE U TuMdaTrieckre MaibhopMaium
U CUHOBUAJIbHYIO capkoMy [16].

IMpu 0000IIEHNN OMMMCAHHBIX B JINTEPATYpPE JAHHBIX
BU3yanu3aimu y maiueHToB ¢ ADT MOXXHO BBIICIUTD Ha-
JINYKE CIAEAYIOIIUX PEHTTEHOJIOTUYECKUX CUMITTOMOB [9]:

- KICTO3HO-COJIUIHOE 00Pa30BaHUE; COMUIHBINA KOM-
TTOHEHT TIPENICTaBIeH CKOTUIEHUSIMU OITyXOJIEBBIX KJIETOK,
TOSIBJISIIONIMCST TIPU MCCIIEIOBAaHUSIX C KOHTPACTHBIM
YCUJICHUEM;
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- Hajguyue y o0pa3oBaHUs ABOWHOTO 0001Ka (BHY-
TPEHHUW — TUMIOWHTEHCWUBHBIA, BHEUIHUI — TUIIEPUH-
TEHCUBHBIN);

- THQUIIBTPUPYIOINIUE Kpasi 00pa30BaHUS TSIXKMU.

AHaToMuyecKas BU3yaan3alus MO3BOJISIET HE TOJBKO
0OXapaKTepu30BaTh TIEPBUYHYIO OIYXOJIb, HO W HATpaB-
JIEHa Ha OIICHKY HAJINYMsI PETUOHABHBIX W OTHAJIEHHBIX
MeTacTtazoB. HeoOXoauMoO OTMETWUTh, YTO OLIEHKa IO-
paxeHus pernoHasbHbIX JIY 1ipu AT Ha OCHOBE TOJTb-
KO PEHTIeHOJOTUYEeCKUX MaHHBIX MOXET TPUBOIUTH
K JIOXXHOTIOJIOXUTEJbHBIM pe3yabraTaM. Tak, B OTHOU
U3 TMyOJMKalMii ObLIO MOKa3aHo, 4YTo u3 19 manueHToB
y 7 (37 %) pervonanbHbie JIY OBUIM TIOMO3PUTETBHBI
B OTHOIIIEHWHW METaCTaTMYECKOTO TTOPAXKEHUSI, TIPU ITOM
TUCTOJIOTUYECKU OBLIO MOATBEPXKIAECHO MOPaXeHUE TOJb-
ko B 1 u3 7 ciyuyaes [17]. lokazaHo, 4YTO HEMOPaKeHHbIE
JIV nocturanu pasmeposn 3,2 X 1,8 cM, 1 MaKCUMaJIbHOE
3HAYEHUE CTAHAAPTU30BAHHOTO HAKOTUIEHUS COCTABJISIIIO
10,9 mpu MO3UTPOHHO-PMUCCUOHHOW TOMOrpaduu. DT
JTaHHBbIE YKA3bIBAIOT Ha HEOOXOAUMMOCTb MOpdoiornye-
CKOTO TIOATBEPKIEHUS TTOPAKEHUSI PETMOHABHBIX JIMM-
daTryecKrxX KOJIJIEKTOPOB B ClTy4yae KJIMHUKO-PEHTTEHO-
JIOTUYECKUX TIPU3HAKOB X BOBJICUCHUSI.

MPT TpanMUMOHHO WCHOJB3YeTCS HE TOJbKO IS
WHULMATBHOW NMAaTHOCTUKHW, HO W IS ajbHEWIIero
IuHaMmdeckoro HaOmomeHus. I[lpm pemumuBax ADT
MUATHOCTUKA 4YacTo ObIBaeT 3aTpydHEHAa, TMOCKOJbKY
BBISIBJISIEMbIE M3MEHEHUSI MOTYT HAllOMWHAaTh TIOCTIe-
ornepatuBHble. Hanmmuume nBoitHOTO oOOmKa W TSIKEH,
VHOWIBTPUPYIOIMINX Kpasi o0pa3oBaHMs, MOTYT TTOMOYb
B TIPAaBUJIHOW M CBOEBPEMEHHON MUAarHOCTUKE PEIUIM-
BOB 3a00JieBaHus [9].

JlnarHoCTUKA OIyXO0Jieil MITKUX TKaHE! 4acTo sIBJIsI-
eTCsI CIOXKHOI 3aJaueii, TaKk KakK OOJIBIIMHCTBO U3 HUX HE
WMEIOT CIEeIM(MUIECKUX XapaKTEPUCTUK TIPU BUIYaJIH-
3aiuu. OCHOBHBIM OTpaHWYEHMEM TPU WCCIEIOBAHUU
ocobeHnHocTel Buzyanuzaunu npu ADT sBiseTcst 0THO-
CUTEJIbHO HEOOJIbIIOE YKCJIO TMAllMEHTOB M3-3a PEAKO-
CTU 2TOTO 3a00sieBaHUs. BbISIBIEHNE OMMCAHHBIX BBIIIE
CUMIITOMOB B BUJIE KUCTO3HO-COJUIHOTO 0Opa3oBaHUs,
TCEeBAOKAINCY/Ibl U JEMO3UTOB Te€MOCUAEPUHA IO3BOJSI-
IOT 3aI0I03pPUTh Hajmmuue y oombHoro ADI, omHaKo M
OKOHYaTeJIbHOI BeprdUKalMU T1UarHo3a TpedyeTcs mpo-
BeICHUE THCTOJIOTUYECKOTO UCCIIeOBAHUS TKAHU OITyXOJIU.

IMporuno3 mpu ADI" paccMarpuBaeTCsT KaK 0JIarorpu-
STHBIA. B 2 KPYITHBIX MCCNIEOBAHUSIX B XXUBBIX OCTaBa-
ymck 10/10 m 93/94 maumenTos |3, 18].

Kak yxe ormeuanoch Boie, ADIT paccmaTpuBaeTcs
KakK OITyXOJb C TIPOMEXYTOYHBIM OMOJOTUIECKUM TIO-
BEJICHUEM, UTO CBSI3aHO C BO3MOXHOCTBIO Pa3BUTHUS JIO-
KaJIbHBIX, PETUOHATIBHBIX M METACTATUIECKUX PELIUTNBOB.
B paHHux paboTax ObLIO MOKAa3aHO, YTO YaCTOTa PeLUIM -
BOB 3a00JIeBaHUSI MOXET AOXOAUTH 10 66 % [1]. OnHako
nocjienylolme nyoaMKauuym Ha OOJbIIMX BbIOOpKAX mMa-
LIMEHTOB TIPOAEMOHCTPUPOBAIM 3HAYNUTEIIHHO MEHBIIYIO
yacToTy peunanuBoB 3aboseBaHus. B pabote M. Costa [3]
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13 94 GOJBHBIX C U3BECTHBIM UCXOIOM 3a00JieBaHuUs (Me-
JIvaHa HabmoneHust — 60 Mec) TOKaJbHBIN PELIMINB pa3-
pwicst umb y 11 (11,7 %) maumenros. [1pu aToM 6bUTO
MMOKa3aHo, YTO YaCTOTa PEIIMANBOB KOPPEJIUpOBaia ¢ pa-
JMUKAIBHOCTBIO XUPYPrUUYeCKOTO BMEIIATENIbCTBA: B CITY-
yae TUCTOJIOTMYECKOTO TIOATBEPKACHUS MUKPOCKOIIH-
YECKU YMCTHIX KPaeB PE3EKIINM PELMINBBI 3a00JIeBaHUS
omnucaHbl He ObuTh. MearaHa BpeMeHU OT UHUIIMAJTEHOTO
XUPYPrUYECKOTO BMEIIATEIbCTBA 10 PA3BUTUS JIOKAJb-
Horo peruauBa coctaBuia 17 mec [3]. YV 4/94 manmeHTOB
OBbLTM KOHCTaTUPOBAaHBI METACTa3bl B BUJE IUCKPETHO
PaCIOJIOXKEHHBIX OITyXOJIEBBIX Y3JI0B B aHATOMUYECKOM
obyacTu, rIe pacrioyiarajicss TIepBUYHBIN odar. Bo Bcex
cydasix peluauBOB TPeOOBAJIOCh TPOBEICHUE TOIHKO
TMOBTOPHOTO XUPYPTAUYECKOTO BMeIIaTeNbCTBa [3].

Ananmu3 (HakTopoB, BAWSIIMX Ha YacCTOTY Pa3BUTHS
PELMIMBOB TIOKA3aJl, YTO HEUYETKHE TPAHUIILI OITyXOJIU
MPU THUCTOJIOTMYECKOM HCCIIENOBAHUM KOPPETUPOBATIN
¢ OoJIbIlIell YacTOTOW JIOKAJIBHBIX PELMINBOB, CTETICHb
WHBA3UM B MBIl ¥ TIEPUOCT KOPPEJIUPOBAIU C Pa3BU-
TeM MeTacTa3oB. KpoMe Toro, ObLIO TTOKa3aHO, YTO JIO-
KaJn3alius MOXET BIIUATH Ha 4acCTOTY PElUIMBOB. Tak,
TpY TTIOpakeHUM 00JIACTH TOJIOBBI U ITIEU Yallle BOSHUKAET
PELUINB B CBSI3M C HEBO3MOXHOCTBIO TTOJTHOTO yIAJICHUS
onyxonu [3].

ITpu neyeHUM BHIOOP OTIACTCS XUPYPTUIECKOMY BME-
MIATEJIbCTBY C HIMPOKUM MCCEUYEHMEM KpaeB OITYXOJIU.
HccnenoBanue, KOTOpoe TTPOBOAMIOCH Ha 6a3e [leTcKoro
uccienoBareabckoro rocnutanss Cesatoro Mymsr (Mem-
¢uc, CIIIA), B KOTOPOM OMUCHIBAJIMCH JaHHBIE O BbIKU-
BAaeMOCTH 1 9YaCTOTE PEIIUANBOB OIyxoyu y 10 marmeHToB
neTckoro Bodpacta ¢ ADI, mpoaeMOHCTPUPOBAIO OTCYT-
CTBUE PELMIUBOB 3a00JIEBAaHUSI B CJIydae BBITIOJTHEHMS
XUPYPrMYECKOTO BMEIATeIbCTBA C IMUPOKUM HCCeue-
HueM KpaeB omnyxoiu [18]. HeoagbloBaHTHas Teparus
MNPOBOAMJIACH TOJBKO | OOJBHOMY, MOTPEOOBABIIEMY
B TIOCJIEMYIONIEM BBITTOTHEHUST KaJleyalllero paanKaiib-
HOTO XMPYPTUYECKOTO BMEIIATEIHCTBA; | MAIMEHTy C JIO-
Kazalrueil B 001aCT TOJIOBHI U 1IIeW TTPOBOAMIACH alIbIO-
BaHTHAs JIyueBast Teparmsi.

JlaHHBIE O TIOBBIIIIEHHOI YacTOTe JIOKAIBHBIX PEIly-
JIMBOB Y OOJIBHBIX TIOCJIE HEPaIUKaTbHOTO XUpPypruye-
CKOTO BMEIIIATEIbCTBA B COBOKYITHOCTH C pe3yJbraTaMu
BU3YyaJIM3aIlMOHHBIX MCCIIEIOBAHUIM U TTOATBEPXKICHHBIC
TMO3UTUBHBIC Kpasl Pe3eKIINU B OMMUCHIBAEMOM HaMU CITy-
yae cTajau 000CHOBAaHWEM BBITIOJTHEHUST TIOBTOPHOTO XU-
PYPTMYECKOTO BMEIIATEeNbCTBA, PE3YJIBTaTOM KOTOPOTO
SIBUJIOCH TIOATBEPXKICHNE HAIMYUSI OCTATOYHOM OTTYXOJIN
U IOCTUKEHWE YUCTHIX KPaeB PE3eKIINH.

Ponb xuMuoTepanuu 1 JydeBO Teparnuu B JEUEHUUN
A®T He scHa. B nurepatype BCTpedaloTcsl eMUHUIHBIC
coo0I1IeHUsT 00 3(P(PEeKTUBHOCTH MOJUXUMUOTEPATIUH,
Kak IMMpaBWIo, y MAIMEHTOB C PelUInBaMU 3a00JIeBaHMS
[19, 20]. Tak, S. Ogden et al. onucanu 3(pHeKTUBHOCTD
KoMOuMHauuu ndochamMuaa 1 10KCOpyoUIIMHA y MallMeHTa
¢ jokopernoHaTbHBIM pemarBoM ADI [19]. Takke ormicaHo
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HOAro

KCTOJIb30BAHME JTyUEBOM Tepaliiy y MalMeHTa ¢ TPEThUM pe-
LIMAMBOM OITyXOJIU, B pe3yjbTaTe KOTOPOIi Oblia JOCTHUT-
HyTa JJIUTeIbHAasl 0eccoObITUIHAS BBIXKMBAEMOCTD [21].

BriBoapl

B Hacros1ieit ctatbe NpeAacTaBieH KIMHUYECKUI CITy-
yaii BO3BHMKHOBEHUS y pebeHka 10 jeT peakoil omyxonu
Msrkux TkaHeir — A@T. CrnenyeT OTMETUTD, YTO OMMCAH-
HBI cayvyall HarIsiAHO JEMOHCTPUPYET T€ MPOOJIEMBI,
KOTOpBIE CYIIIECTBYIOT B OLIEHKE OIMyXOJeil MSTKUX TKa-
Hell B JeTcKoM Bo3pacTe. MHUIMATBbHOE XUpypruye-
CKO€ BMEIIATEIBCTBO ObUIO BBITIOJIHEHO 6€3 MPOBEeICHUS
MPEIUIECTBYIONIETO 00CIeN0BaHUs, KOTOpOe 00si3aTelb-
HO JOJDKHO BKJIIOYATh AaHATOMUYECKYIO BU3YAIU3ALUIO.
CornacHO cTtaHmapTaM OOCJeIOBaHUS AETeil ¢ Mmogo3pe-
HUEM Ha OIMyXOJIM MSATKUX TKaHEW METOIOM BbIOOpA SIB-
gsgercas MPT [22]. BeisgBieHue Ha 3Tamne MEpBUYHOIO
obcnenoBaHusd 1o JaHHbIM MPT KHCTO3HO-COJMMIHOTO
00pa30BaHUs, COAEPXKAIIEro MOJIOCTU C YPOBHEM XUII-
KOCTH, OTJIOXEHUSI TeMOCUAEpUHA, a TakKXKe IBOWHOI
000/10K 110 TIepudeprU OMYX0JU, MO3BOJIUIN ObI MPEINOo-
JoxuTh nuarHo3 ADI. AHaim3 oObemMa XUPYyprudeckoro

TEMATOJIOTHMN u OHKOJIOT MU

BMEIIIaTeTbCTBA OBIT 3aTPYIHEH OTCYTCTBUEM JTaHHBIX
0 KpasiX pe3eKIINH B IEPBUTHOM TUCTOJIOTUIECKOM UCCIIe-
noBaHuM. Kpome TOro, yuyuThiBasi 3HAUUTETbHOE Pa3HO-
o0pa3ue MITKOTKaHHBIX OIyXOJIeil y JeTeil U Kpurude-
CKYI0 BaXXHOCTh CBOEBPEMEHHOTO YCTAHOBJIEHUS TIpa-
BWJIBHOTO TMICTOJIOTUYECKOTO MUArHo3a, MpercTaBIsieTCs
000CHOBaHHBIM TpOBeAeHUE pedepeHca TUCTOIOThYe-
CKUX TIPerapaToB MalMeHTOB C MTOI03PEHNEM Ha OTTyXOJIN
MSITKUX TKaHEe B IEHTpaX, CIeIMaIu3UPYOIINXCs Ha TTa-
ToMOphoIOTMM HOBOOOpa3oBaHUii y neteit. B mpencras-
JIECHHOM cJlydae HepaauKaJIbHOE TIEPBUYHOE XUPypruye-
CKOE BMEIIATEIbCTBO U TTOJIOKUTEIbHBIC Kpasi pe3eKIINH,
TMOATBEPKIEHHBIE pehePeHCOM IMCTOJIOTUIECKUX TIpeTia-
paToB, MOTPeOOBAM BBITIOJTHEHUST TTOBTOPHOTO OIllepa-
TUBHOTO BMEIIATEbCTBA, TO3BOJIMBIIIETO TOOUTHCS pa-
JMUKAJIBHOTO YIAJICHUS OITyXOJIM, HATIPSIMYIO BITUSTIOIIETO
Ha 9acTOTY BO3HUKHOBEeHUs peliuanBoB rmpu ADT.

Haymure oHKOIOTMYECKO HaCTOPOKEHHOCTH U YET-
KOe COOJTIoIeHNe aToOpuTMa TIEPBUIHOTO 00CTIETOBAHUS
TpU TIOIO3PEHUN Ha OHKOJIOTUYECKUEe 3a00JIeBaHUS MO-
TYT CIIOCOOCTBOBATH YJIYUIIEHUIO PE3YJITaTOB JICUCHUS
JIeTeil ¢ HOBOOOPA30BAaHUSIMU.

]_ 2018
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