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I'M. Mygmaxosa

OIIYXOAUN IIANOAA 1 HOBOPOJXAEHHbBIX

OTBY « HMUL] ATOU um. Amutpus Porauea» M3 PO, r. Mocksa, PO

3noxkauecTBeHHbIe HOBOOOpazoBaHuA (3HO) y HOBOPOKIEHHBIX BCTPEYAIOTCA PEOKO M BKJIIOUYAIOT
reTeporeHHyI0 rpymiry 3a00J1eBaHui ¢ 00JIBIIXM Ir'MCTOJIOTUYECKUM pasHooopasuem. Ilpu aTom y mirona
M HOBOPOKJAEHHBIX AeTeil MoryT BerpedyaTthes: Bee Buabl 3HO, omHako KIMHMYecKHe MPOSABICHUS H
XapaKTep TeYeHUs MATOJOTMYECKOro IMpollecca Y HOBOPOKIEHHBIX OTIMYAIOTCS OT TAKOBBIX Yy [IeTeil

cTrapiiero Bo3pacra, 4To OIpeJeiseT Pa3ju4us B IMOAX0JaX K JUATHOCTHKE U JIeYeHHIO. Y aereil B
BO3pacTe Mmianuie oguoro roga kusau 80—90% omyxoseir — Bpo:kaeHHbie. OmyxojeBblie MPOIEecChl
y ILI0Ja ¥ HOBOPOYKAEHHBIX Yalle HOCAT JOOPOKAYeCTBEHHBIH, YeM 3JI0KaueCTBEHHBIN XapakKTep.
Buenpenne B mpakTHKY MPEHATAJIBHOTO yIbTPa3BYKOBOro uccaenopanus (Y3HM) B qunamuke HaGIr0-
IeHusa 3a GepeMeHHBIMH SKeHIIMHAMM o0eclmeyuBaeT BBISBJIEHHE He TOJBKO BPOKIEHHBIX IOPOKOB
Pa3BUTHUS PA3JIUYHBIX OPraHOB U CHCTEM, FeHeTHYeCKHX 3200JieBaHMIi, HO U OIyXOJIEBBIX 3a00JieBa-

Huii. [IpeHaTaapHOe OOHAPYIKEHHNE OIYXOJIM Y ILI0a KaK Ha CKPpUHUHTOBOM ¥ 3U, Tak U B KOHTEKCTe

o 4

HM3BECTHHIX IIOPOKOB Pa3BUTHS MU I'eHETHYECKH OOYCIOBIEHHBIX 3a00JieBaHMIii, IIPOUCXOIUT BCE
yaie, YTO CBA3AHO C YJy4YlIeHHeM KauyecTBa BU3yaJIN3alHMU U HAKOILUIEHHEM KJIMHUYECKOrO OIBITA.
B Hacrosuee BpeMs IIMPOKO HMCIOJIb3yeTCs 3MOPHMOHAJIbHAS MAarHNTHO-pPe30HaHCHas Tomorpadus,
OHA /IaeT JIOIOJHUTEJIbHYI0 HH(MOPMAINIO 06 00'beMe OIyX0JH, ee CTPYKType (KMCTO3HAA WU COJUI-
Has) ¥ Pa3BUTUH BEPOATHBIX OCJIOMKHEHMI, CBI3aHHBIX C KOMIIpeccHell OpraHOB U CUCTEM, KPOBOTeUe-
HUSIMHU, Pa3PIBAMU OILyXOJIH.

19/Tom 98/

Knrouesvte cnosa: H06006pa3060,ﬂuﬂ, nJLoO, HOBOpOMaeHHbLLVL, YyJaoempassyrosas Ouaenocmurca, Mmae-
HUNMHO-Pe30HAHCHAA momoepa(puﬂ, npeLamaJibHas duazHocmuka.

Hum.: I''M. Mypmaxosa. Onyxoau naoda u Hogopoxcdenrnorx. Ileduampus. 2019; 98 (4): 196—204.

G.M. Muftakhova

FETAL AND NEONATAL TUMORS

National Scientific-Practical Center of Pediatric Hematology, Oncology and Immunology n.a. D. Rogachev, Moscow,
Russia

Malignant neoplasms (MNP) in newborns are rare and include a heterogeneous group of diseases
with a large histological diversity. All types of MNP may occur in the fetus and newborns,
however, clinical manifestations and pathological process nature in newborn differ from those
in older children, which determines the differences in approaches to diagnostics and treatment.
In children younger than one year of age, 80—90% of tumors are congenital. Tumor processes
in the fetus and newborns are more often benign than malignant. Prenatal ultrasound (US) in
dynamics introduction into practice of monitoring pregnant women allows to detect not only
congenital malformations of various organs and systems, genetic diseases, but also tumor diseases.

Prenatal detection of umor in the fetus, both on screening ultrasound and in the context of known
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prenatal diagnostics.

B HacTodAmmii MOMEHT BOIPOC O IIpeHaTaJb-
HOIM MUarHOCTHKe HOBOOOPAB30OBaHUI y neTeil paH-
HEro BO3pacTa CTAHOBUTCA IIPUOPUTETHHIM Kak
C TOYKU B3PEHUA KJIMHUYECKONU 3HAUMMOCTH, TakK
U C TOUKU 3PEHUA PA3BUTHUA BUIYATIUIAIMOHHBIX
TEeXHOJIOTHH, KOTOphbIe IPUMEHAIOTCA B aKyIIep-
crBe m ruHexkosoruu [1]. 90% moBooOOpasoBaHUiA,
BBIABJIEHHBIX Y IJIOJA, ABJIAIOTCA JOOPOKAUECTBEH-
HeiMu [2]. He TOJBKO I'MCTOJIOTMUECKOE CTPOEHUE
OIIYXOJIW OIpPeNesseT XapaKTep HOBOOOpa3oBaHUA
U ero BIUAHUWE HA JKU3Hb, 3J0POBbE U PAa3BUTUE
pebeHka. Buojsormueckoe IOBeleHUE ONyXOJU B
HEOHATAJILHOM II€PUOJie U B TeUeHUe IEePBOTO Iroja
SKM3HU KpaliHe BapmabeabHO, TaK)Ke KaK U ee BJIU-
AHWEe Ha (PYHKIIMM OPTaHOB UM CUCTEM OpTraHU3Ma
[3]. Hampumep, Omosornueckoe IOBeIeHUE HEM-
po6imactombr (HB) y mereit mepBoro roma »KHU3HU
OTJINYaeTCA OJIaTONPUATHBIM XapaKTepoM, 3aua-
CTYI0O TPOABIAKIIUMCA (h)eHOMEeHaM! CIIOHTaHHOM
perpeccum uam «aos3peBaHuem» [4]. BmecTe ¢ Tem
HaJIM4yue caMoro o0'5beMHOTO 00pa3oBaHUA B 3a0pIo-
IITTHHOM ITPOCTPAHCTBE WJINM Yallle MEeTaCTaTUUYECKO-
T'o Ipoliecca C IOpPaKeHUEeM IIeUeHU, IPUBOAAIIETO
K ouaroBomy wiu aud@ysHOMY ee IOPaKeHUIO U
remaToOMeTrajJny, MOYKET COIIPOBOMKAATHCA abmoMu-
HaJIbHBIM CHHIPOMOM CJaBJIE€HUA, KOTOPBIN maKke
mpu 6JIarONPUATHOM OMOJOTHMYECKOM XapaKTepe
OIIYXOJIW MOJKET CTAaTh IPUUYNHOH (haTaIbHOTO UCXO-
na sabomeBanus [4]. C Apyroil CTOPOHBI, MHOTHUE
IoOpOKaUueCTBEHHBIE HOBOOOPA30BAHUA BCTPEUAIOT-
ca Hambojiee YacTO B paMKaxX I'eHEeTHUEeCKUX 3a00-
JIeBaHUU M CUHAPOMOB, HETATUBHO BJIMAIOINIUX HA
JKM3HDb U 3I0POBhe pebeHka B 1iesioM [5]. Hanpumep,
pabmzomuoMa cep/ia 6ojee UeM B IIOJIOBUHE CIyUaEB
IUATHOCTUPYETCS Y MaIMeHTOB, CTPAJAIoIINX Tybe-
PO3HBIM CKJIepo30oM [6]. 3HaHUe XapaKkTepa TeueHUA
Pa3JIMUYHBIX HOBOOOPA30BaHWUIlI, MX CBA3HL C BPOIK-
IeHHbBIMU mopokamvu passurtusa (BIIP) u reneruue-
CKU 00YyCJIOBJI€HHBIMU 3200JIeBAHUAMU JAIOT BPAUy
BO3BMOJKHOCTB IIPABUJIBHO OIIEHUTH PUCK JIJIA "KU3HU
U 3I0POBbA MAIIUEHTA W IIO3BOJAIOT IPUHATH CBOE-
BPEMEHHBIE MePHI IJIA OKa3aHUA IIOMOIIYU MJAJEH-
1y [3]. Cpenm HOBOoOOGpas3soBaHUN y IIJIOJa U HOBO-
POSKIEHHBIX OMMCAHBI OIIYXOJIU C HEOIIPeJeJIEHHBIM
UJIN TPOMEKYTOUYHBIM OMOJIOTUYECKUM IIOBEIEHU-
eM, B YaCTHOCTH, Me3o006JiacTHasa Hedpoma [7].

T'oBopsa o JIOKaMIM3allUM OIMYXOJEBBIX IIPOIIEC-
COB, HEOOXOAMMO OTMETHUTH, UYTO OHU MOTYT HaXo-
IUTHCA B JIIOOBIX OpraHaxX W TKAaHAX ILJIOKA, HAIIPHU-
Mep, B BEII[eCTBE TOJIOBHOTO MO3Ta, MATKUX TKAHAX,
006J1acTH TOJIOBBI U 1IN, TYJOBUIIA C XapaKTepPHOI
OPraHHOW WJW BHEOPraHHOW NPUHAIIEKHOCTHIO,
KOHeUHOCTAX U B KoxKe [1, 2, 5]. IIpenaranbHO

malformations or genetically determined diseases, is becoming more frequent, which is associated
with improved visual quality and accumulation of clinical experience. Currently, embryonic
magnetic resonance imaging is widely used, it gives additional information about the tumor
volume, its structure (cystic or solid) and the development of probable complications associated
with the compression of organs and systems, bleeding, rupture of the tumor.

Keywords: neoplasms, fetus, newborn, ultrasound diagnostics, magnetic resonance tomography,

Quote: G.M. Muftakhova. Fetal and neonatal tumors. Pediatria. 2019; 98 (4): 196-204.

Kpatire Tpynuo nuddepennuposaTs BIIP ¢ 100b1Mu
TUIIaMU HOBOOOpAa30BaHU’Ii, B CBSI3U C UeM aHAJIU3
OIIyXO0JIel PasJIMUYHONA IPUHALJIEIKHOCTH Y ILIONA U
HOBOPOJKIEHHOTO IIPEICTABJIEH B CDABHEHUU C TEMU
nau naHbiMu BIIP.

Hcmopuueckan cnpasrxa. OgHOI U3 IIEPBBIX
OOJIBIINX IYOJUKAIINI, ONMCBIBAIOIIUX ONYXOJIH,
o0OHapyKeHHbIe B IIPEHATAJIbHOM Iepuome, ObLia
cratba P. Werb u coaBr., omyoukoBanHas B 1992 .
[8], rme onucama cepusa u3 17 417 BCKPBITHIT HOBO-
POKIEHHBIX, KOTOPbIe YMEPJN B TeUeHHE MePBBIX
nmeii :xu3HU, ¢ 1939 mo 1989 r. ABTropamu 6bLIO
BBIABJIEHO 46 cilyuaeB BPOKIEHHBLIX OIIYyXOJeil, B
T.4. y 24 manueHTOB O0OHApyKeHa TepaToma, v 8 —
cocynucteie onyxonu, y 6 — HB, y 3 — pabgomuoma,
y 2 — me3o6JiacTHAA HePOMAa U IO OJHOMY CIAYUAI0
aZeHOMBI IIIUTOBUIHON Keje3bl, IIeUeHOUHOM aje-
HOMBI ¥ MeIyJII00acTOMBI MO3sKeuKa [8].

Kamil u coaBtr. B 2008 r. ommcanu 42 575
OepeMeHHBIX JKEHII[UH, KOTOphie o0OcJjenoBa-
auchk axyinepamu-ruaexosoramu B CIIIA B Teue-
Hue 12 jer [5]. Bcero 6nL10 obHapy:keHo 4895
cayuaeB MaiabopManuu, y 84 IJI0L0B BbISBJIECHA
OIlyXO0Jib. ¥ OOJBIIMHCTBA IAIWEHTOB MAaJb(op-
MaIlMM ¥ OIYXOJU ObLIM AUArHOCTUPOBAHEL BO II u
IIT Tpumectpax GepemenHocTu. Hambosee dacToit
JoKajIusdanueii onyxoseii Owvlio cepxaue (20/84;
23,8% ), HECKOJIBKO Perke OIIyXOJI 00HAPYKUBATIUA
B obsactu rosioBel u 1reu (19/84; 22%), Gprom-
"Ho# mogoctu (16/84; 19%). B 10,7% cayuaeB
OIIyX0JIb HAOJI0fANach B KPECTI[OBO-KOMYUKOBOM
obmactu, B 10,7% oHa mopaikaja KOHEUYHOCTU, B
9,5% HaOJIOMEHUN ONIyXO0JIb HAXOQUWJach B T'PY.I-
HOM moJsioctu m B 3,6% — B crpykTypax ITHC.
C TOUKM 3peHUsI I'MCTOJIOTHUYECKON XapaKTepPUCTHU-
KU OIIyXoJieii, HanboJiee uacTo HABJII0JaINCh T0OPO-
KauecTBeHHbIe HOBOOOpasoBaHUs, u3 HUX B 25%
caydaeB OOIIEro Umcja OMyXoJell 9TO ObLIN JIMM-
auruomsr, B 22,6% — pabmgommomsel, B 16,6% —
TepaToMbl 1 B 14,2% — reMaHTHOMBI, YTO COCTABIIIO
Oosee 2/5 IpeHATAIbHO AUATHOCTHPOBAHHBIX HOBO-
obpasoBauuii. B 10,8% nabaoneHunii ObLIN aHa-
THOCTUPOBAHLI KMCTO3HBIe o0pasoBauusa u B 10,8%
— IpyTrue BUABI OIIyXoJei [5].

B apyrux juTepaTypHBIX 0030pax daille BCEro
BCTPEUYAJINCh IIPEeHATAJBHO BBIABICHHBLIE TEPATOMBI
u aumdanruomsl [1, 9]. Haumbonee uacroii 3J0-
KaueCcTBEHHOM OIYyXOJbIO, KOTOPAs MOKEeT OBITh
obHapysKeHa IIpeHaTaJbHO, ABaderca HB [2]. Kak
IIPaBUJIO, OOJILIIMHCTBO OOPA30BAHUIl BBIABJISIOT-
cd BpauaM®W akKyIlmepamMu-ruHekosgoramMu Bo II m
IIT tpumecTpax OepeMEHHOCTH IIPU IIPOBENEHUU
IJIAHOBOTO yJIBTPa3BYKOBOTO rccaegoBanusd (Y3U).
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IIpuMeHeHUe MAarHUTHO-PE30HAHCHOM ToMorpaduu
(MPT) npu of6ciienoBaHUM IJIOJA SABJISETCSA 0OoJiee
TOYHBIM METOJOM, €€ MCIIOJIb30BaHUe II03BOJISAET
KOHKpDETHee OIIPeJeJIUTh 00beM OIYXOJIU U/UIN
OCJIOKHEHUSA, BEI3BaHHBIE omyxoibio [10, 11].

XapakTepHuCTHKA OIIyX0Jei B 3aBUCUMOCTH OT
JIOKAJIN3aTNH

Onyxoau opzanos zpydnoi nonocmu. B rpya-
HO KJIETKEe MOTYT OBITH BepU(DUIIUPOBAHBI PA3JINU-
HBbIe HOBOOOPA30BaHUA B 3aBUCUMOCTH OT JIOKAJIN3a-
1Y U 3J0KaueCcTBeHHOCTU. KpoMe 3TOr0, Omyxoan
pacupeenaoTcsa Ha opraHocmenuduyHbie (padmo-
MuoMa cepjna, WHGAHTUJIbHASA ONYXOJh JIETKO-
ro W ILIeBpomyJbMoHaJbHasaA Omacroma — IIIIB) u
opraHoHecunenu@UUHbIE, K KOTOPBHIM OTHOCATCA
OIIYXOJIU PA3JIMUHOTO TUCTOJOTUYECKOTO CTPOECHUS.
OHU XapaKTepuU3yIOTCsA BHEOPTAHHOU IPUHALIEK-
HOCTBHIO, TIOpa’KeHNe OOBIUHO CBA3AHO C HEPOTeH-
HBIMM, T€DPMUHOTEHHO-KJIETOUHLIMU OIIyXOJSAMH,
B KpaliHe pPegKUX CJydYadX C capKoMaMU MATKUX
TKaHeli, pacmojaralTcsa OHU B KOHKDPETHOM OT[e-
Je cpemocTeHus (mepegHee/cpennee/3anHee). Jlum-
daHrmomMa um TepaToMa ABJAIOTCA HauboJiee pac-
MIPOCTPAHEHHBIMU OIYXOJIAMM OPTraHOB T'DYAHON
moJjioctH [2].

JlerKue — 3TO opraH, B KOTOPOM MOTYT BBIAB-
aarbed Kak BIIP, Tak u HoBoOOpasoBaHUA B IpeHA-
TAJIBLHOM TIEPUOJE, KOTOPhIE MOTYT OBITH IMPEACTaB-
JIEHBI KHCTOM MU COJUITHBIM HOBOOODPA30BaHUEM
[12, 13].

OuddepennuansbHas IUATrHOCTUKA HOBOOODAa-
30BaHUI I'PYAHOI ITOJOCTHU IIPOBOAUTCS ¢ GPOHXOJIE-
TOYHOU Masb()opMaImeii, BPOKIEHHONU KUCTO3HO-
afeHoMaTo3HOU Masbhopmarueit gerkoro (KAMJ)
(CMHOHUMBI: BPOJKJEHHAA TUMIOIJIAZUA W AUCILIA-
3Us JIETKOTO) M BKCTPaJobapHOl ceKBecTparuei
JIeTKUX, UTO cocTaBasgeT 0osee 85% OpoHxoIerou-
HBIX Masbdopmarnuii [2], u masimu BITP [14, 15].

HawubGomee uacto BcTpeuaroirumcsa BIIP, mpu
KOTOpOM 3aTpygHeHa nuddepeHIInaabHasa AUarHO-
CTUKA, IBJAETCS 9KCTpaiodapHas JerouHas ceKBe-
cTpamnusa, Koropad uaie 6bIBaeT nmoaanadparMmaib-
HOI1 U pacIiojiaraeTcs B CynpapeHaabHOM 06aacTu (B
90% cayuaeB oOHapys;KuUBaeTCsA B OPIOIITHOI TTOJIO-
ctu ciaeBa) [16].

Opzanocneyu@uynvle onyxonru zpyoHoil no.Jo-
cmu. OnyxoJyiu cepAIia MpeCcTaBIAAI0T CO00M OHY U3
HamboJiee YaCTO BCTPEUANIIUXCA IPYIII OMYyX0oJei
ILJI0Za, B OCHOBHOM OHU OOHapy:KuBaroTcA Bo 11 Tpu-
MmecTpe GepemenHOCTH. CamMoii pacupocTpaHeHHON
U3 HUX ABJIAeTCA padmommoma. Pasmepnl omyxo-
JIX MOTYT BapbUPOBATH OT HECKOJBKUX MUJIIAMeE-
TPOB J0 HECKOJIBKUX CAHTUMETPOB. OIIyX0Ji MOTYT
pacTu BHYTPUYTPOOHO, HO MOTYT U He M3MEHATHCS
B pasMepax. HuddepeHniraabHbIN 11arH03 IPOBO-
OUTCA MeKAy GuOpPOMOIi cepala U MHTpalepuKap-
IVaJIbHOM TepaToMoli. B 3aBuCHMOCTHU OT JIOKaIM3a-
Y ¥ pasMepa ONMyXOoJU Y IJIOJa MOTYT BO3HUKATH
TaKMWe OCJOKHEHW:A, KaK TaXWapUTMUdA, BOAAHKA
U cepledyHas HeJZOCTATOYHOCTh. PabmomMuoma cepp-
1a HamboJiee YacTO BCTPEUYAETCA IPU TYOEepPO3HOM

CKJIepOo3e, UTO YXYAIIIaeT IIPOTHO3 3aboJeBaHUA.
ITosTomy Heobxomumo nporoauTh MPT ITHC niona
C IIeJIbIO BBIABJIEHUA raMapTOMBbI 1iIu Kuct [6].

DeranbHAA UHTEPCTUIINAIBHAS OIIYX0JIb JIETKUX
(fetal lung interstitial tumor, FLIT) — aTo 106apuasa
OIIyXOJIb JIETKUX, HamboJiee YacTO BCTPEYAIOIAsaCsa
B IpEeHATAJHLHOM NEPUOJe UJIU B TeUeHUE IIePBBIX
3 mecsaneB sxusHu pedenka [17]. FLIT, panee omnu-
caHHadA KaK «HeapeJiasgd Me3eHXUMaJIbHAA NHTEPCTU-
nyajgbHas OIYXOJIb JIETKOTO0», IIPEeICTaBJIAET COO0O0H
CJIOXKHYIO TUJIEMMY KaK C AMATHOCTUYECKOU, TaK U
¢ ructosormyeckoi Touek 3perus [18]. FLIT nposas-
JgeTcA KaK COMUIHAsA Macca C UeTKMMU T'PaHUIIaMU,
B OTJINUME OT KMCTO3HBIX XapPaKTEPUCTUK IIPU BPOIK-
meranoit KAMJI, 6poHxuaabHOIl aTpesuu, Jo0apHO
cekBecrpanuu jgerkux u [ITTB[17, 19].

IITIB aBnsercsa KpaliHe PeIKOI 3JIOKAYECTBEH-
HOHM OWyXOJIbI0 JIETKUX Y JeTel, KoTopasd, Kak
CUMTaeTCsA, BOBHUKAET U3 IJIEBPOIYJIbMOHATbHBIX
3apoapinieBbIX KieTok [20]. Brigmesnsaior 3 Tuna
IITIB. Ecsu ITIIB I Tuna ABAA0OTCA UCKJIIOUUTEIHLHO
kucto3ubiMu, a IITIB IIT Tuna — npeuMyniecTBeHHO
conunuabiMu, To IITIB Il TuIa mMerOT KaK COMUAHYIO,
TaK ¥ KUCTO3HYIO CTPYKTYPY. BasKHO OTMETUTH, UTO
IITIB I Tumia mmMmeeT CBOMCTBO K ITPOTPECCUPOBAHUIO B
0oJiee arpecCUBHBIE TUIMBI 3a00JI€BaHUSA. ¥ UNThIBAA
TPYAHOCTHU WJIN HECIIOCOOHOCTD Nu(pPepeHIInPoBaThH
IITIB ot apyrux 3J0KaYeCTBEHHBIX HOBOOOPaso-
Bauuii (3HO) unu BIIP y miageHIleB Ha OCHOBA-
Huu naHHbIX Y3U B mpeHaTanbHOM mepuone, IITIB
IOJI;KHA OBITH BKJIIOUeHA B AuddepeHIIMaTbHBIN
IUarHO3 Opu OOHAPYKEHWU KUCTO3HOTO IIOpasKe-
HUA JETKUX y TJI0JA W HOBOPOKJAeHHOTOo. PaHHAA
IUATHOCTUKA U IOJIHAS PEe3eKIIUA OIMYXOJU MMEIOT
peliapolliee 3HaUEeHNE IJIA MCXOJO0B 9TOT'0 MOTEHIIN-
aJbHO CMEPTeJIbHOTO 3a00IeBaHMA.

BHeopzaHuHble onyxoau zpyOHOU noaocmu.
JluMmdaHTIOMBI PA3BUBAIOTCSA B IIEPETHEM CPEIo-
CTeHUU, BOKPYT UJIu BHYTpu TuMyca. Kak mpasuio,
aumdaHTIOMAa Yy I1JI0ka o0Hapy:KuBaercsa Bo 11 Tpu-
MecTpe 6epemenHoctu. IIo ganubiM Y3U, onyXxoiab
IpefcTaBJIAeT cO00I KMCTO3HYIO MacCy, Yallle BCETo
yoKe O0JIBIITNX Pa3MePOB IIPU YCTAHOBJIEHUU AUATHO-
3a. PocT omyxoJi MOKeT OBITh KaK OBICTPBIM, TaK U
MeJJIEHHBIM: OHA MOJKET PacTy KaK BHYTPUYTPOO-
HO, TaK U IIOCJE€ POXKAEHWS, PACIPOCTPAHAACH IO
CTEHKU I'PYIHOI KJIETKU, B HAATPYAUHHYI 00JaCTh
WUJIN 3aTJIOTOYHOE ITPOCTPaHCTBO. Ilociie BEIABIEHUA
OIYyXOJIW HEeOOXOOUWMO TIIATEJTbHO CJIEJUTH 3a ee
pasmepamu. OTHUM U3 TAKEJIBIX TPOABJIEHUNH JTUM-
haHTMOMEBI ABJSAETCA CAABJIEHUE CPEJIOCTEHUA, UTO
MOKEeT IPUBECTU K BOAAHKE ILJIOJIa, MHOTOBOIUIO, a
TaK’Ke K BHYTpUyTPoOHO# cMepTu [21].

TepaToma ABIsEeTCA OCHOBHBIM 3ab0JieBaHUEM,
C KOTOPBIM IIPOBOAUTCA Au(GEepeHITuaIbHBIN Juar-
HO3 JuM@aHTUOMBI. MeauacTuHaJbLHAA TepaToMa
COCTaBJIAET BCEeTO 5% TepaToM BCeX JIOKAJIM3aIUHi
[2]. Omyx0ab 06BIYHO GOJIBIIINX PABMEDPOB U COCTOUT
13 KHMCTO3HOTO M COJIMJHOTO KOMIIOHEHTOB, MOJKET
COIEP’KaTh KaK KaJbIMHATHI, TAK 1 30HBI KPOBOM3-
auAHU. X0TA TepaToMa sBJIAETCSA B OOJBIITUHCTBE
ciydyaeB NOODOKAYeCTBEHHOHM OIIYXOJIbIO, €e yja-



JIeHre HeoOXOAUMO IIPOBECTU KaK MOJKHO DaHBIIIEe
ImocJje POXKAEHUA, YTOOBI He MPOUBOIILIa MAJIUTHU-
sanud. TaKkiKe TepaToMa MOKET PAa3BUTHCA B IIOJIO-
cTu mepukKapga. KiiouoM K IIOCTaHOBKE BEPHOTO
IUarHo3a MOYKET CTAaTh HaJuUue NepUKapauaIbHOMN
skupkocTu. uddepeHnuaabHbIl AUArHO3 TepPaTo-
MBI C COTUAHBIM KOMIIOHEHTOM IIPOBOIAT ¢ OPOHXO-
JIETOYHOH Majb(dopMaliueii, a TepaTOMbI C KHUCTO3-
HBIM KOMITOHEHTOM — C OPOHXOJIETOUHON KHCTOIM,
KHCTOI mepuKapa u Bposkaenroit KAMJI [22, 23].

HB wmo:xer BcTpeyaThbcA B 3aJHEM CPEIOCTE-
HUU U IPOABJATHCA KaK COJUAHAS WJIN KUCTO3HO-
cosmaHad omyxoJb [24]. Onyxoau B 3aJHEM CPeIo-
CTEHUU C KMCTO3HBIM KOMIIOHEHTOM HanboJjee 4acTo
asaaoTca BIIP, TakuMu Kak yABOeHUe ITUIIEBOAA
UM HelWposHTepaidbHadA Kucra. HawmbGojsiee uacTto
OHU aCCOIMUPYIOTCA C HAPYIIEHUAMU CETMEHTAINN
TMO3BOHKOB. [[aHHBIE OMYyXOJM MOTYT PacIpocTpa-
HATHCA KaK HUJKE, TaK U BhIle guadparmsl [25].

Onyxoau 6prowHol nonocmu, 3a6pIOUUHHOZO
npocmpancmeéa u manozo masda. Haubosee uacto B
OPIOIITHOIT TTOJIOCTH IIPeHATAJIBHO O0HAPYKUBAIOTCA
KHCTO3HBIE OIIyXOJIM, B TO BPeMA KaK COJUTHBIE
OIIYXOJIW BHIABJIAIOTCSA KpaiiHe peako [2]. IIpu o6Ha-
PY'KEHUU y IIJIOJa ONMYXOJIM B OPIOIIHOM IIOJOCTU
He00XOAMMO YETKO OIPENEJUTh €e JOKAJIMU3AIUIo,
pasMepsl U 06b€M M IPOBOAUTHL AupdepeHIInaTb-
HYI0 TUATHOCTHUKY CO BCEMHU BO3MOKHBIMU OIIYXO-
asamvu u BITP. Oguaum 13 crtoco60B nud)epeHnaib-
HOM IUArHOCTUKU SABJSIETCA UYETKOE OIpeesieHUe
JIOKAJIN3alliN OIYXOJU — OPIOIIHAA TOJOCTH WJIU
3a0pIOMIHHOE TIpocTpaHcTBo. OMHAKO 3TO MOIKET
OBITH KpailiHe 3aTPYAHUTEJIbHO BBUAY OOJIBIIIOTO
o0beMa OTIyXO0JIU.

Onyxonu 6prouwtHoit nonocmu. HoBooOpasoBaHus
IeUeHW TIPEJCTABJAIOT co00il pPasHOOOPa3HYIO
TPYIIy HOBOOOPA30BaHMIl, KOTOpPas BKJIIOYAET KaK
IOOpOKaUeCTBEHHBIE, TAK U 3JIOKAUECTBEHHBIE OITY-
xonu. I'emaHrmoma IeueHU ABJIAeTcA Hambojiee
pacIpoOCTPaHEHHBIM [TOOPOKAUECTBEHHBIM COCYAU-
CTHIM HOBOOOpaszoBaHueM meueHnu [2]. OHa xapak-
TepusyeTcsa OBICTPOI mpoJsudeparueil 0ITHOTO UJIN
HECKOJBbKUX Y3J0B. OTU Y3Jbl IMPOABIAIOTCI KakK
TeTepPOTeHHBbIE WJUW TUIO-, WUJIU TUIEPIXOTEHHBIE
BKJIIOUEHUA II0 CPABHEHUIO C HOPMAJBHOMN TKAHBIO
neueHu. BricTpad nposudepanus U POCT OMYXOJIHU
MOTYT IPUBOAUTL K BOIAHKE IJIOJA U CEPAEYHON
HEeJJOCTATOUHOCTHU IIOCJEe POJOB. B CBA3U C IIOBBI-
IIeHHBIM KPOBOTOKOM pacInupsAeTcda OpIoIIHAA
aopra[l, 5].

Ileuenounas MeseHXUMaJbHAsA TramMapToMa
SABJAETCA 2-11 MO YacTOoTe BCTPEUYAEeMOCTH HOOPOKa-
YeCcTBEHHOI omyxoJibio meueHu [26]. Oua cocrour
U3 TeIaTOIIUTOB, JKEJUYHBIX CTPYKTYP U BOJIOKHU-
CTOM COEIMHUTENLHOM TKaHU, IPEeACTAaBIASI cO0O0i
COJIMTHYI0O MU KHCTO3HO-COJMIHYI0 MHOTOKamep-
HYIO OIIyX0Jb. MOJKeT OBITH acCOIMUPOBAHA C CUH-
npomoMm BekBura—Bugemana [26, 27].

lemartobsacTomMa saABJAeTcA HauOOJee YaCTO
BCTpeuaroIeiica 3JJ0KaueCTBEHHOM OITyX0JIBIO TTeue-
HY IIJI0JIa ¥ HOBOPOKAEHHBIX. B GOJBIIIMHCTBE CJIY-
YyaeB OHA IIPEJCTABJISAET CcO00If OOJIBIIION 5XOTEH-

HBIH, COMUAHBIN y3ea B meueHu. C remaTob1acToMoi
accormuupoBaubl BIIP m reHetTuueckue CUHIPOMBI
(afeHOMAaTO3HBIN MOJUII03 KHUIIEUHUKA, CUHIPOM
BexBura—Bunemana u ap.) [27, 28].

Tax:xe BcTpeuaroTcss meractasbl HB B meueHb.
OHU MOTYT MPOABJATHCA KaK eIUHUYHBIMU, TaK U
MHOKECTBEHHBIMU THUIIO9XOTE€HHBIMY BKJIIOUEHU -
mu [29].

IIpu obOHapy:KeHUUM y ILJIOLA KUCTO3HOU OIIy-
xoyin meueHu Au@GepeHInalIbHbIN JUario3 Heoo-
XOIWUMO TPOBOAUTH C KUCTOM IeUeHU, OUIMapHOI
KHCTOH M KUCTOH KeJTUYHOTO MpoToKa [27, 28].

JOoBOJILHO YacTO NPU NPOBEIEHUMN ILJIAHOBO-
ro Y3U B mpeHaTalbHOM Nepuoje OOHApyKUBa-
I0oTCA OOJBINIE KUCTO3HBIE OMyXOJiM. ¥ IeBOUYEK
— 9TO KHuCTa AWYHUKA U HHTEPOTEeHHAdA KUCTA.
Kucra AnYHMKA XOTh U ABJsETCA KUCTO3HBIM 00pa-
30BaHUEM, HO MOJKET IIPOABJIATHCSI KaK dXOTeHHad
OIIyXOJIb BCJIECTBUE KPOBOUBJUAHUA WJIU Iepe-
KpyTa. Busyanusanua Meakux (QOJIIUKYJIOB Ha
nepudepun KUCTHI IIOMOTaeT YCTAHOBUTH AMATHOS3.
IBOJIIONUSA KUCTBI MOXKeT OBIThH pPasHOOOpPa3HOM:
WHBOJIIOIUSA, TEPEKPYT UJIU PA3PHIB. DHTEPOTEHHBIE
KHCTBI MOTYT TaK:Ke IPOSABIATHCA B BUIE KUCTO3-
HOM BBICOKOYXOT€HHOM MAaccChl. BOJBIITMHCTBO U3
HUX PACIIOJIaraeTcs PALOM C OTAeJaMU SKeJyI0UHO-
KHUIleyHOro TpaKTa. [JuddepeHuaabHbIil JUaTrHO3
TMPOBOAAT C KUCTOHN OpBIMKENKM, KUCTOI ypaxyca,
KHMCTOI JKEeJUYHOTO IPOTOKA, OMIMapHON KHUCTOM,
KHCTOHN ceJie3eHKU, KUCTO3HON JUM(paHTHOMOM,
MEKOHUAJbHON IICEBIOKUCTOIN, MAUBEPTUKYJIOM
Mexkkena u xkuctoii Boabgosa mporoka. Ciemyer
OTMETHUTH, UTO IIPOCThIE KUCTHI MOTYT Pa3BUBATbCA
u B J060M apyrom opraHe. K nuddepeHinaabHO-
My OUArHO3y TaKyKe OTHOCUTCA HEIMPOXOAUMOCTH
KUIIIeYHNKA U €e OCJIOKHEHUs, TaKue KaK MeKO-
HUEBBIA NEPUTOHUT, IICEBAOKUCTA. B aTOM ciaydae
OUYEeHb II0JIEBHO BHIOJHUTH dMOpuoHanbuHyio MPT,
KOoTopas IOKa3bIBaeT OCOOEHHOCTH, XapaKTepPHBIE
LISl KUCTHI, U CBA3H C MUIEBAPUTEIBHBIM TPAKTOM.
IIpu obHapysKeHUU OOJILIION MacChl, pasmeIeHHON
eperopofgKaMu, cjefyeT IPOBOLUTE AuddepeHIn-
aJIbHBIN AUATHO3 C KMCTO3HOU (hopMOii TUMPAHTUO-
meI [2, 30—32].

KucrosHoe yaBoeHme KeaynKa, 4acTO BO3HU-
Karolee B obJylacTu OGOJIBIION KPWUBU3HBI OpTaHa,
AHTPAJBHOTO U MUJIOPUUYECKOTO OTAEJIOB JKeJIyIKa,
MOJKET BBITVIANETh KaK CyIpapeHaJbHbIE MacChl
[30, 32].

Onyxoau 3abproulurHozo npocmparcmea. HB
sABJseTcA Hambojiee PacIpPOCTPAHEHHON 3JI0Kaue-
CTBEHHOII OTTyXO0JIBIO 3a0PIOIITMHHOTO IIPOCTPAHCTBA,
KOTOpas BCTpeuaeTcA B IpeHaTaJIbHOM mepuoge [3].

BHeHaAMOUYeUHUKOBBIE IIPOILECCHI, KOTOPHIE
MOTYT BOCIIpUHUMAaThCA Kak HB, BKIOUaioT B ceba
TMOPOKY DPAa3BUTUA NOUYeK (HAIpuMmep, yIABOEHUE
C AUCIJIACTUYECKUM BEPXHUM IIOJIOCOM IIOYKH),
UHTPaabLOMUHAJIBbHYI0 OpPOHXOJIETOUHYIO MaJib-
dbopmaruio us nepegHeil KUIMIKK, OPOHXOJIETOUHYIO
KUCTY, BKCTPaJOOapHYI0 CEKBECTDPAIlUuI0, BPOIK-
nenuyio KAMJI u sHTepOTeHHYIO KUCTY OPIOITHOMN
mojoctu. B Takux cayuaax, Kpome ¥ 3U-npusHaKOB
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HOBOOOpaszoBaHusA (HAIpPUMeDP, MUTAIOIIUAN COCY
AKCTPaIO0AaPHOM CeKBeCTPAIINN), LOIKEH BU3YAIH-
3UPOBATHCA HOPMAJBHBLIA HAAIIOYEUHUK, OTAEIBHO
oT obpasoBanusd [33].

Haanmoueunuku sBAAOTCS Hambojee pacmpo-
crpaHeHHOn Jokanusdanueir HB. BoasmwumHCTBO
cayuaes HB, numarHocTUpoBaHHBIX B aHTEHATAJb-
HBII TTePUOL, UMEIOT GJIaTONPUATHBIN IPOTHO3 IJIA
skmsHU pebeHka [2]. Tem He MeHee pu OOHApPYIKe-
HUM ONyXOJM B aHTEHATAJbHBIA HEpUOJ 3ajaua,
CTOSAIIAA TTepel BpauoM, 3aKJII0UAETCI B TOM, YTOOBI
orimyuTh HB OT Apyrux moTeHIUaJbHO BO3MOMK-
HBIX 3a00JI€BaHUIA.

HB y mioga o0Hapy:kuBaeTcs, KaKk MPaBUjo, B
III TpumecTpe, HO MOKET OBITH BBHISIBJIEHA U paHee
— y:ke Bo II Tpumectpe. OHa mpexncraBigeT coboit
KaK COJMIHYI0, TaK U KHCTO3HYIO OIYXOJb, HO
BCTpeUaeTcsA W KUCTO3HO-coMuaHas cTpykrypa HB.
ITosTomy JiI00YI0 OMYyXOJib HAAIMOUYEYHUKOB, OOHA-
PY’KEHHYIO aHTeHATaJbHO, CJELYyeT pacCMaTpu-
BaTh KakK BO3MOMKHYMO BposkaenHyoo HB y mioaa,
moka He OyzeT mokasaHo obpaTHoe [5]. O6beMHBIE
oOpasoBaHUs B 00JIaCTM HAAIIOUYEYHUKOB BCTpeUa-
forca ¢ ugactoroit 1,9 ma 1000 HOBOPOKAEHHBIX,
upu aToM BepudunupoBanuble HB cocraBidmT He
6osiee 0,058 cayuaeB Ha 1000 mianmenues [34].
Bpoxxgennsie popmbl HB, o ganabivm S. Acharya u
C0aBT., B 44% caydJaeB HOCAT KMCTO3HBIN XapaKkTep
[35]. CympapeHasbHBIe KHUCTO3HBIE OOpa3OBaHUI,
o0ycJioBIeHHBIE BposkaenHoit HB, B mpoiecce BHY-
TPUYTPOOHOTO PA3BUTHUA B OOJILIIIMHCTBE CJIyUaeB
He TOCTUTAIOT OOJIBIINX PA3MEPOB U He OKa3bIBAIOT
BJIUAHUS HA COCTOSIHUE 30POBbSA MaTepW W ILIoLa
BO BpeMsa OepemeHHocTH [35]. AHTeHaTajdbHadA
Bposkaennass HB, Kak mpaBmjio, He HapyIlaeT ecTe-
CTBEHHOI'O T€UEHUSA POJOB U PAHHEr0 HeOHATAJbHO-
ro epuosga [36].

Meracrassr npu HB mtoga BecTpeuaroTea peako,
HO MOTYT OBITh OOHAPY’KEHBI B II€UEHU, KaK eIu-
HUYHBINA OMYXO0JIeBBIN y3eJ UIn Kak ee nudPysHad
uHGUIbTpanua [29].

CnonranHad perpeccusa HB moskeT mpousoiitu
KaK BHYTPUYTPOOHO, TaK U mocJje pokaeHud [1, 5].

OpyruMu COCTOAHUAMM, IPU KOTOPBIX OyaeT
npoBoAUTHCA AuddepeHIHaIbHad AUATHOCTUKA
HB, aBiAmoTcA runepnaasus HaAIIOUeYHUKOB, BO3-
Hukaromniasa Bropudao B 90% cayuaeB us-3a meder-
Ta (epmenTa 21-TUAPOKCUIABHI, IIPUBOIAIIETO K
HapyIIeHUI0 CUHTEe3a KOPTU30Ja U aJIbIOCTEPOHA
[16], u KpoBoM3/IMAHNE B HAJIIOUEYHUK, KOTOPOE
MOJKeT OBITH KaK OJTHOCTOPOHHUM, TaK U JBYCTOPOH-
HuM [5]. Hamre Bcero (B 3—4 pasa) KPOBOUBIUIHUE
B HAQMOUYEUHUKU IPOUCXOLUT B MMPABOM HAAIIOUEYU-
Huke. KpoMme TOTO, MOTYT BCTpeUaThCA AMCILIACTHU-
yecKad (reMopparudyeckasi) KUCTa HaJIIOUEeUYHUKOB,
KoTopasd TaKiKe ObIBaeT OmJaTepajibHOM, a TaKKe
TICEBIOOMYX0JE€BOE yBeJINUEHUEe HAAIOUYeUYHUKOB,
HabJIIoatoIeecss MPU BPOKIEHHON TUIEPIIasuu
HAJIIOYEeUHUKOB, JUM(paHrnoMe U KapIiuHoOMe Hal-
noueuHuka. [uddepeHnuansbHasg AUATHOCTUKA
MOKeT OBITh OCHOBaHa Ha Y3V-xapaKTepUCTHUKAX
omyxonu (cMm. Tabauiy) [37—39].

Jlum@panruoma u TepaToMa MOTYT Pa3BUBATHC
B JII000¥1 o6JiacTy 3a0pIONIMHHOTO IIPOCTPAHCTBA.
Takue omyxoJi 06HAPYKUBAIOTCA IIPU TPOBEIEHUN
ILJIAaHOBOTO IIpeHaTaJbHOTO Y3U, Ha KOTOPOM BU3Y-
aIU3UPYIOTCA OIYXOJIb U ee CTPYyKTypa [40].

Hoeoobpasosanusa novek. IIpeHaTalbHO BBIAB-
JIEHHBIE OIIyXOJIM IIOUYEK BCTPEYAIOTCSA PEIKO U
coctaBiaoT MmeHee 10 % Bcex omyxoJjei y HOBOPOIK-
neHHBIX [2]. BposkpenHasa mesobiacTHas Hedpoma
ABJAETCA Haubojee PaCIIPOCTPAHEHHOIN OIIyXOJbIO
TOUeK IJIOJA U HOBOPO:KAeHHbIX [41]. Ha cerogusr-
HUH IeHb B JIUTepaType onucaHo He MeHee 20 cayua-

Tabauua

Juddepennuanbaas THarHOCTHKA IIPH IMIOA03PEHUN HA OHOCTOPOHHUE WJIH TBYCTOPOHHNE OPOKHU
HaANMOYEYHHUKA y 1I1oaa (amantupoBano u3s [2])

TpumecTp Y3H-xapaKTepUCTUKA
Muaruos Oepeme- | coami- | KMCTO3- | CMeIIaH- Perpecc P?Rc;;;neo Con;;::;zz:gmne
HHOCTH Hadg HaA Hadg
HB IIT + + + Boamosken Opzocro- Meracrassl B meueHb
poHHee
KpoBousnusuue B T1/11T _ n n Beerza Z%I;,}(I:?r;)/_ Tpom603 moUeUHBIX
HAAIIOYeYHUK pormee BeH
B OpranomeraJnius,
AucnnacTreckas II/111 - + + Her Asycro cuaapom BekBuTa—
KHucTa poHHee B
uaeMaHa
ITocne Tepanuu ) Hapysxnbre
T'unepnnasusa I n B _ PTIOKOKOD- IOBycTo TI0JIOBBIE OPTaHbI
HAAIIOYEeYHUKOB THKOCTEDOM paMI/I poHHee IPOMEIKYTOUHOTO
poua TUTIA
OpHocTo- _
Jlumdauruoma II1 + + Her poHEEe
Kaprmmaoma Onxno-/ Opranomeranaus,
Ha pnuoqeqHHRa 111 + Hert IBYCTO- cuagpom BekBuTa—
A pOHHee Bunemana
BrerpamofapEas OpHoOCTO- ITuraromiuit
II/111 + - + Bcerma poHHee cocy[ Ipu
CeKBeCTpanusa
(cyeBa) Jomnrieporpapuu




€B IIpeHaTaJIbLHO BLIABICHHOI Me3obacTHOM Hedpo-
MbI [7, 42—44]. BonbIIMHCTBO CJIydyaeB AMATHOCTH-
pyerca B III TpumecTpe 6epemMenHOCTH. BposkgenHasda
Me3obJsiacTHas HeppoMa NPOABIAETCA B Bujie 6OJIb-
IIIOH COJTUIHOM OITyXOJIU, HE MMEIOIIEH YeTKO OTTpa-
HUUYEHHOU KallCyJbl, ¢ MHQPUILTPUPYIOIINM POCTOM
[45]. KucTosHble KOMIIOHEHTHI U HaJIWYMe KaJbIlU-
HATOB BCTPEUAIOTCA PEAKO. BHYTpPMyTpoGHO MOTYT
Pa3BUTHCSA MHOTOBOJME M BONAHKA ILJIOJAA, UTO IIPU-
BOJIUT K IPEKIeBPEMEHHBIM POJaM, a BIIOCJIEACTBUN
U K apTepuaJbHON T’MIIEPTEH3UY Y HOBOPOIKIEHHOTO.
AprepuranbHas TUIIEPTEH3UA KYIIUPYETCA CAMOCTOSA-
TeJIBbHO IOcJie yaaneHus omyxonau [41]. MHorOBOIME
ABJIAETCA YACTBIM IIPU3HAKOM OITyXOJeH IOoYeK ¥
miaoxa. IlpyumHaAMU ero pasBUTHUSA CUUTAIOT CHU-
JKeHUe KeJIyJOYHO-KUIIIEYHOTO IOTJIOIIEHUA U3-3a
KOMIIDECCUU OIIyXOJIbI0, yBeJauueHUe IMnephysun
IIoueK, KOTOPOe, B CBOIO Oouepelb, IPUBOIUT K yBe-
JIMUYEHUI0 TPOAYKIIUY MOYU WJIN TOJUYPUU BCJEH-
cTBUE TunepKanbiiuemuu [45]. KieTKku BposKaeHHOM
Me300s1acTHON He(POMBI HE MMEIOT BBIPAKEHHBIX
IIUTOTEHETUUECKUX aHOMAJINIT, OHAKO B PsAIE UCCIIe-
moBaHUM [46] OBLIO TTOKa3aHO, UYTO OHU CKJIOHHBI
K TpucoMuu (Hampumep, xpomocombl 11). Kpowme
TOTO, B 9TOH sKe MyOJUKAIIMU TOBOPUTCS O HATUIUU
tpaHcaokanuu t (12;21), accoriuupoBaHHO ¢ TEHOM
ETV6-NTRK 3 [46].

Hanuuwue y miaofa COMUAHOM OMYXOJU C YETKO
OTTPaHUYEHHOUM KAaIICyJION OOoJIbIlle yKas3bIBaeT Ha
IuarHo3 onyxoJb BuibMmca [42, 47]. IIpu o6Hapy-
JKeHUM HOBOOODAa30BaHUA IIOYKMU Yy ILJIONA CJIELYyeT
paccmarpuBath u BIIP, Takme Kak yBeJaudeHUE
(pacuiupeHnue) mouyeK IJIoga WM HedpoMeraaus,
KOTOPBIE aCCOIUUPYIOTCA C TeHETUUECKUMU CUHAPO-
MamMu (Hampumep, cuHApoM BekBura—Bupemana),
TPoM0O3 TOUEUHBIX BEH MU He(poMeraaus, KOTO-
pas acconuupyeTcsa C HACJIeACTBEHHOIN KMCTO3HOM
0o0Je3HBI0 TIOUEK. B ciyyae BBLIABIEHUS T'€HETHU-
YeCKOTO CHHAPOMA y ILJIOLAa COIYTCTBYIOIIVE €My
CUMIITOMBI OyIYyT CIOCOGCTBOBATH YCTAHOBJIEHUIO
nuarHosa [48].

TepaTomMa KpeCTIOBO-KOIYUKOBON obsactu
SABJAETCSA HamboJiee PACIPOCTPAHEHHBIM BPOMKIEH-
HBIM HOBOOOpa30BaHWEM, KOTOPOE BCTpeYaeTcd ¥y
1/40 000 :xumBopo:kImeHHBIX gmereit [2]. Hacrora
IepuHaTaJIbHON 3a00JIeBAEMOCTH U CMEPTHOCTU OT
TepaToM KPECTI[0OBO-KOIMMYMKOBOIN 00JIaCTU BHICO-
Ka BCJIECTBUE JKU3HEYTPOKAIOINX CUMITOMOB
OIIYyXOJIW, TAKUX KaK CepJeuHas HeJOCTaTOUHOCTH
ILJI07a, IpeKIeBPeMeHHbIe POIbl, aHEMUU, AUCTO-
1A WU PasphiB omyxonau [2, 5, 49].

Onyxoau APYyrux JIOKaJN3anui 1 HHOTO
THCTOJIOTUYECKOT0 CTPOeHU S

Hoeoo6pa3oseanus konewnocmeiti. BIIP u HOBO-
00pa3oBaHUA KOHEUHOCTEl HOBOPOIKIEHHBIX BCTPE-
yatoTcss ¢ yacroroit 1:1600 B rox [50]. 3auactyio
HOBOOOpa30BaHWs KOHEUHOCTEH NPUHUMAIOTCS 3a
aHOMAJINYA WX Pa3BUTUA, UYTO OOYCJIOBIMBAET MO3[-
HIOI0 JUATHOCTUKY MAaHHBIX cocroaHuii [50-54].
Cpenu HUX Uallle BCero BBIJEJISIOT COCYANCThIE HOBO-
o0pasoBaHUs, CAapKOMBI 1 udpocapKomsbl [50, 55].

Jlumdpanrunoma sBIsSeTCA HLOOPOKaUYECTBEH-
HOM OIyXOJbI0 JUM(MPATUUYECKUX COCYAOB, KOTOpasd

COCTOUT M3 MHOKECTBA JUJIATUPOBAHHBIX KUCT pas-
HOTO pasMepa, KOTOPbIe BBICTHJIAIOTCA 9HIOTEJU-
aJbHBIMU KJIeTKaMu. B iuTepaType peJKo BcTpeua-
FOTCSI OMMUCAHUS MPEeHATANBHO JUATHOCTUPOBAHHBIX
auMm@anruoMm KoHeuHocteil [56]. IToutu B 75%
caydyaeB JuM@aHTHOMBLI HabJaiogaloTca B obJa-
CTU TOJIOBBHI M Ilen (KUCTO3HBIE TUTPOMEI), B 20%
HaOJOMeHnH JUMGAHTMOMBl BCTPEUAIOTCA B IOJ-
MBIIIIEUHBIX 00JIaCTAX, B 2% — B opramax OpIOIITHOMN
nojgoctu, B 2% — B KOHEUHOCTAX U KOCTAX, B 1%
— B cpenocrenuu [57, 58]. Ha ceroguamuuii neHb
B MUPOBOI JIMTepaType OMHCAHBI BCEr0 HECKOJIb-
KO cJiyuaeB JTUMMAHTIOM, ITOPAKAIOIIUX KOHEUHO-
cTHu, O0HAPY/KEHHBIX B IPEHATAJIHLHOM II€PUOie TP
nomoinu Y3U [57]. HuddepeHIuanbHbIA JUaTHO3
(eranbubIX JUMGAHTIOM IPOBOAAT C FeMaHTHOMA-
MU, TeMaHTuoJInM(MpaHTrnOMaMy U HaCJIeACTBeHHBI-
MU CHHAPOMAaMU, TAKUMU KaK cuHapoM Kianmnmessa—
Tpenona u cugapoMm IIpores [59, 60]. IIpu mpose-
mernu qudGepeHnaIbHoll TUAarHOCTUKYA HCIIOJIb-
3yIOT YJIBTPa3BYKOBYIO [HoIliieporpaduioo, Tpu
KOTOPOIl XOpOIIIO BUIEH KPOBOTOK. llopakeHue
KOHEUHOCTeN MOKeT OBITH MOATBEP KAEHO JaHHBI-
mu MPT. Ilo garabim MPT mioma, XopoIno BUHBI
CTEeIeHDb U XapaKTep MMOPaKeHUs KOHeUHOCTeN, YTO
TaKsKe MO3BOJIAET UCKJIIUYNUTD METACTATUUECKOE UX
nopakernue [57]. O61uil TporHo03 PeTaNTbHBIX JIUM-
(haHrMoM, IUATHOCTHPOBAHHBIX B AHTEHATAJIHLHOM
nepuozie, HEyAOBJIETBOPUTENbHBINA, CMEPTHOCTH
cocraBager 50-100% [57].

Heo6xognMo KaK MOYKHO Uallle IpOBOAUTE ¥ 3U
ILJIOZA C IIeJIbI0 KOHTPOJIA OIYXOJIEBOTO POCTa, TaK
KaK OH MOKEeT IOBJUATH Ha CIoco0 pogopasperie-
HUSA W JaJbHEHUINYI0 TAKTUKY BeJeHUs HOBOPOIK-
IEHHOTO.

Capxoma msazkux mraneii. Hugpanmunvhuasn
¢ubpocaproma. Onyxoau MATKUX TKaHEH cocTas-
JIA0T IpuUMepHO 25% BceX BPOMKIEHHBIX OIIyXO0Jieit
“ B OOJIBIIMHCTBE CJIy4YaeB SIBJIAIOTCA HOoOpOKaue-
cTBeHHBIMU. B 1/5 ciiyuaeB oHU MOT'YT OBITH 3JI0Ka-
YEeCTBEHHBIMH, BKJOUasd WHODAHTUIBHYO (GUOPO-
capkomy [55]. OTo HamboJsiee pacmpocTpaHeHHAA
HepabooOMMOCAaPKOMHAS OMyXO0Jb MATKUX THKaHEeHR
y mereit maagmiie 1 roma sxkusuu. B 40% cayua-
eB mHbpaHTUIbHAA (pubpocapkoMa HaAOJIOZAETCT Y
mereil 10 3 MeCAIEB KU3HU, CIOfA K€ BKJIIOUEHBI
BPOXKEHHBIE cayuau nHGAHTUIBHON (pubpocapKo-
MBI, OOHapy:KeHHBIE B IpeHaTaJIbLHOM mepuoze [61].
Ilo cBOEMY T'MCTOJIOTMYECKOMY CTPOEHUIO JaHHASA
OIIYXOJIb CXO0Ka CO B3POCJBIM THUIIOM, HO KJIMHUYE-
CKH OHA OTJINYAeTCs, PeJIKO MeTaCcTa3supyeT u UMeeT
6oJiee OaronpuATHBIN TporHO3 [62]. KiimHuuyeckoe
moBefeHre MHMAHTUIBHON (PUOPOCAPKOMBI pPas3HoO-
o0pasHoe — OT CTPEMUTEJIBHOTO POCTA OMYyXOJU C
MeTacTaTUuecKuM pacnpoctpanenueMm (1-13%)
0 MEIJIEHHOTO POCTa W CIOHTAHHON perpeccuu
[63, 64]. B GonbpimHCTBE ciiyuyaeB MHGAHTUIHHOMN
(ubpocapKoOMBbI OIpPENeNd0TCed CclenuduiecKue
xpomMocoMHBIe TpaHcaokamuu t (12;15) (p13;q26),
YTO MPUBOJUT K OHKOTEHEeTHUYECKOH aKTuBa-
IIUU PEIeNITOPOB reHa TUPO3MHKMHAa3bl NTRKS3.
Onpenesnenue Hanauuua TpaHcaokanuu t (12;15) u
cauanua Tpanckpunta ETV6-NTRK3 ¢ momoibio
TMoJIMMePas3Hoii IemHOM peakKIuu ¢ 00paTHOI TpaHC-
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Kpumnrasoi (reverse transcriptase polymerase
chain reaction, RTPCR) Mo:KeT OBITH ITOJE€3HBIM
IPU TPYTHOCTAX TUCTOJOTHUUECKON BepubuKarum
nH(MaHTUIBHOUN PubpocapkoMbl. Kpome Toro, ompe-
nenenue Haauuusg reHa ETV6-NTRK3 cay:Kur
BayKHBIM MHCTPYMEHTOM mpu AupdepeHInasbHOR
IUarHOCTUKe WHMAHTUJIBHOTO THUIa (GuOpocapKo-
MBI OT ee B3POCJIOTO THUIA, TaK KaK HaJIuume reHa
ETV6-NTRKS3 He 0bL710 onucaHo pu (pubpocapKo-
Me Bapocsoro tuma [65]. MudauTunpHas ¢uodpo-
capKoMa TPYAHO JUAaTHOCTHUPYETCS B IPEHATAIBEHOM
Mepuoie, YTO MOYKET MPUBECTH K OCTOMKHEHUAM P
O6epemeHHOCTU U pojax [66]. HuddepeHITMaIbLHBIN
IUarHo3 MHMPAHTUIbHOU (PrOPOCAPKOMBI BKJIIOUYAET
IToOpoKaUueCcTBEHHBIE HOBOOOPA30BaHUA, TaKue Kak
COCYIUCTBIE OMyXO0Ju, MHuopubpomaros, Helpodu-
6pomaros, JeiioMroma, MHPAHTUILHBIN (prubpoma-
TO3 U y3y0Bo# paciiuut, u SHO, Takue Kax sMOpUO-
HaJIbHaA pabgoMuocapKoMa, JeiioMrocapKoMa Ui
metacrassl HB [55, 67, 68]. Y3U-nipusHaKu COJU-
HBIX OTyXO0JIe UAeHTUUYHBI [63].

IIo gamHBIM MUPOBOH JUTEPATYPHI, IPOTHO3
mpu WHQAHTUIBHOHU (GudpocapkomMe 0JarOmpPUAT-
HBI, ¢ moJiHOIT pemuccueit y 80% mamueHToB, a
5-JIeTHAA BBIXKMBAEMOCTBb IIOCJIE JIEUEHUS COCTaB-
asetr 90% [67]. Tak Kaxk nHGaHTUIBHaA hudPocap-
KOMAa SBJISIETCS XMMUOYYBCTBUTEJIbHON OMYXO0JIbIO,
Ha 1-M sTane JieueHUsT HA3HAYAIOT XUMUOTEPATINIO,
YTOOBI COKPATUTE €€ pasdMepP U BBIMTOJHUTD MTOJHYIO
peseknuio [55, 68].

Ho6o006pa3oéanus KOWHBLX NOKPOGOE.
BposkaeHHBIE MeJaHOIIUTAPHBIE HEBYCHI BCTpeUa-
I0OTCSI Y HOBOPOXKIEHHBIX B 1-2% ciayuae [69].
IIpu BPOKIAEHHOM MeJIaHOIIMTAPHOM HeByce 0oJiee
20 cm B fuameTpe Bo3MOKeH pucK passutuda SHO B
Bo3pacTe oT 2 10 42 JeT 1 MeJIaHOMBI B BO3PacCTe OT
6 mo 14 mer [69, 70]. U ximHUYecKasa KapTUHA, U
TUCTOJIOTUUECKAA WHTEePIIPeTalud aTUIINYHOMN IPo-
audepanuu OIPU BPOKIEHHBIX MeJaHOIUTAPHBIX
HEeByCaX COCTaBJAIOT CEPbE3HYI0 MPOOIeMy KaK JJId
epMaToJIOTOB, TaK U JJIA aTooToB [69].

BposknenHasa 3;10KauecTBeHHASA MeJIaHOMA SABJIA-
erca peagkum 3HO. B mupoBoii jsureparype ObLIN
onucaubl 20 ciyuaeB BPOKAEHHON 3JI0KaYeCTBEH-
HOM MeJjlaHOMBI, HaunHas ¢ 1925 r. [71], 12 mamu-
€HTOB OBLIM JUIAMU MYJKCKOTO IoJjia, 4 — JKeH-
ckoro mojsia (B 4 HaOJIOJeHHAX IIOJ He yKasaH).
B 4 ciyuasx quarHocTUpPOBaHa TPaHCILIAIEHTAPHAS
MeTacTaTHYecKas MeJlaHOMa, B 9 — MeslaHOMAa-acco-
IUUPOBAHHBLIN TMTaHTCKUI BPOYKIAEHHBIN MesJaaHO-
IIUTapHBIN HeBYC U B 7 — MesjaHoma de novo [71].

VcTUHHYIO YacTOTy BCTPEUYAEMOCTH BPOIKIEH-
HOM 3JI0KAYECTBEHHOI MeJaHOMBI TPY/IHO OIEHUTh
n3-3a HEeOOJIBIIIOr0 YKCJA OMUCAHHBIX CIYUYaeB U
mpo0JeM, CBA3AHHBIX C AUATHOCTUKOWN, W BIIOJIHE
BEPOSATHO, UTO HEKOTOPBIE U3 CJIyUYaeB, OMMCAHHBIX
KaK «BPOKJEeHHAA MeJaHOMa», ObLIN HeIPAaBUJIbHO
IUArHOCTUPOBAHBI M IPEJCTABJSIN COOOM TUIraHT-
CKUIi BPOKIEHHBIN MeJIaHOIUTapHbIi HeByC [T1].

Weber u coaBtr. B 1930 r. [72] u Holland B
1949 r. [73] onucanm ciydau BPOKJEHHON 3JI0Ka-
YeCTBEHHOI MeJIaHOMBI, KOTOpasA BOBHUKJIA Y ILJI0AA
OT MaTepH CO 3JIOKAUYECTBEHHOII MeJIaHOMOI, KOTO-

pas MeTacTasupoBaJia B ILJIOJ Uepe3 IIAIEeHTY, UTO
ABJIAETCA KpaliHe penkoil cutyarnuei. Ilo qaHHBIM
3apy0esKHBIX aBTOPOB, OHA BcTpedaerca B 25%
HabsrogeHuii [74—76]. KoHeuHo, B TaKUX Caydasax
IVarHO3 YCTAHABJMBAETCA OTHOCUTEJIBHO JIETKO:
9 ciyuaeB HEOHATAJIBHBIX MEJaHOM PAa3BUJINCH Ha
¢d0He TUTAHTCKOTO BPOKIEHHOTO MEJaHOIIUTapPHO-
ro HeByca wau Ha ()OHE paHee CYIIECTBOBABIIIETO
HeByca; y 4 NaIlMeHTOB OMMCAHBI CJAyUYau MeTacTa-
3UPOBAaHUA WU JIOKAJBHOTO HpoOIlecca, 3 M3 HUX
BIIOCJIECTBUY yMepJu [77].

HuddepennnmanbHbI AUAarHo3 INIPOBOIAT C
ce0OpelfHBIM KepaTo30M, NMUTMEHTHOU 06asajbHO-
KJIETOUHON KapIIMHOMOM, IeMaHTHOMOM, TOJyObIM
HEBYCOM, aTUIINYHBIM HEBYCOM U JOOPOKAUYECTBEH-
HBIM HeBycoM [71]. IIpu puddepeHnIUanbHON qUa-
THOCTHKE OYEHb IIOJIE3HBIM METOJOM NUATHOCTUKU
SABJIAETCS NePMOCKOIIUA.

Menanoruueckas HEHPOSKTOAEPMAJIbHAA OIY-
XO0JIb MJIAZEHIeB ABJAETCA PENKON MUTMEHTHOM
OIIYXOJIbI0O C TPOMEKYTOUHOI CTEIeHBbIO 3J0Kaue-
crBeHHOCTH [78]. C MOMeHTa IIepBOrO OIUCAHUSA
(1918) B MupoRBOii IUTEPATYyPE OMMCAHBI IPUMEPHO
480 cyuyaeB MeJIaHOTUYECKOI HEHPOIKTOIePMATIb-
HOM ONmyXOJIM MJIaJeHIeB. BOJBINMHCTBO U3 HUX
HabJroaeTcAa B 00JIaCTH TOJIOBHI U IIeU, JOKAJIU3Y-
sICh B OCHOBHOM B 00J1aCTH BepXHeH UeJIIOCTH, MaHU-
decTupyeT 0OyXoJb B IPYAHOM BoapacTe (mepBbie 6
MecaAneB KusHU) [79]. B HacToAlee Bpemsa mpen-
MOYTUTENbHON (DOpMOIT JeueHUs MeJIaHOTUUeCKOH
HEUPOIKTONEPMAJILHON ONMyXOJU MJAAEHIIEB CJIY-
SKUT ee MOJIHAdA JIOKaJbHaA peseKiusd [78].

IIpenaranbHad IUATrHOCTUKA MEJaHOTUUYECKOM
HeWPOdKTOepMaIbHOM OyX0iu KpaiiHe peaka. Ilo
TaHHBIM MUPOBOI JINTEPATYPHI, U3BECTHO 6 ciiyuaen
BPOXKIEHHON MeJIaHOTUUYEeCKOM HellPO9KTOoJepMab-
Ho# omyxosiu MmianeHies [78, 80, 81]. Tompko A.
Moreau u coasTt. u M. Koob u coasT. coobIjaau o
caydyasax IIPeHaTaJbHOU NMATHOCTUKU STOU OIyXO-
au [78, 80]. B crarbe A. Moreau u coaBT. TUarHO3
miaona Obl1 ycraHoBisieH B III Tpumectpe GepemeH-
HocTH [78].

3aKJaroueHue

IIpenaTanbHO OOHaApysKeHHBIE HOBOOOpAa3oBa-
HUA TIPENCTABIAIOT co00il peJKyIo rpynmy 3aboJie-
BaHWUM, OJisI CBOEBPEMEHHOI Bepm(pUKAIUU KOTO-
PBIX HEOOXOAMMBI OHKOJIOTMUECKAd HACTOPOYKEH-
HOCTB U 3HaHUA 0 nquddepeHIUATLHON TUATHOCTU-
ke BIIP nioma. Heo6xoamMo MOBBIIIIATHL YPOBEHB
OHKOJIOTUUEeCKOU HaCTOPOYKEeHHOCTHU Cpelu Bpaueil
VY3U-guarioCcTuKM, aKyIIepoB-TUHEKOJIOTOB, HEO-
HATOJIOTOB U IIeAUAaTPOB, a TaKyKe MX TeCHOe B3au-
MozelicTBUe C BpadyaMU-JeTCKUMM OHKOJOTraMU U
reMaToJIOTaMU B IeJAX YJIYUYIIeHUsS pPaHHeU nma-
THOCTUKU, JJI YMEHBIIEHUs Uucjia 3aIllyIlieHHBIX
cayuaeB. B oTmenbHBIX ciiyuasax npoBefeHue MPT
MOJKeT IOMOYb B AuddepeHIInaIbHON AUATrHOCTU-
Ke. Hanmuwme o6beMHOro oOpasoBaHUS y ILJIOJA
MOJKET BJUATH HA €ro BHYTPUYTPOOHOE pas3BU-
THe, Ha TeueHne 0epeMeHHOCTU, TAKTUKY BeIeHUA
0epeMeHHOCTU, CPOKU W METOJ POJOpa3peIleHus.
Benenune 6epeMeHHOM JKEHIITUHBI C BBIABJICHHBIM II0



maHabIM ¥Y3U HOBOOGpasoBaHUEM Yy IIJIOJA — CJIOMK-
Had 3a7ja4ya JJid MYJIbTUAVUCIIUILINHAPHON KOMaHbI
CIIeIAJINCTOB, KOTOpasd BKJIOUAeT Bpauel-akyIie-
POB-TMHEKOJIOTOB, HEOHATOJIOTOB, TEeTCKUX OHKOJIO-
T'OB, CIIEIINAJINCTOB BU3yaJN3alliil, TeHETUKOB U JP.

MeToabsl IUATHOCTUKU B IpPeHATAJIBLHOM MEPU-
olle YJIYUIIaloTCsA, HO IO-IIPpeXHeMYy HeJOCTaTOY-
HO crenu@uUYHbl. BOJBIIMHCTBO HOBOOOPA3OBaHMIT
miaona obHapyskuBaerca B III TpumecTpe GepeMeH-
"Hoctu. Takme 3HaHUA, KaK JIOKAJM3aIlUd YacCTO

Berpeuaromnuxea 3HO y gereit, uXx cocTaB MOTYT
IIOMOYb BpauaM-CIIeIIHaJuCTaM B IuddepeHnnaib-
HOM JUarHOCTUKE, CBOEBPEeMEHHOM KOHCYJILTHUPOBA-
Huu GepeMeHHON KeHIIUHB BpaUYOM-IeTCKIM OHKO-
JIOTOM ¥ PaHHEM HaIpPaBJIeHUN MaTepu U peOeHKa B
CIleruaaIn3uPOBaHHbIe MEUITMHCKNE YUPEIKIeHU .
Hcmounuk ¢punancuposanus: He ykas3ax.
Kongauxm unmepecos: agmop 3asagun o6 omcym-
cmeuu KOHPAUKMA UHMePecos.
Muftakhova G.M. @ 0000-0002-8487-1879
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