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Cnyyail BpOMAECHHOr0 aAPEHOKOPMUKANbHOI0 paKa

JI.P. Kapacesa'-2, JI.II. Ilpusanosa', E.I'. Hosonousnesa?, B.B. PagoBckuii'
'TBY3 HO «Huxcezopodckas obnacmuas demckas Kaunu4eckas 6oavhuya»; Poccus, 603136, Huxcnuii Hoeeopoo, ya. Baneesa, 211;
2DrbOY BO «ITUMY> Munszdpasa Poccuu, Poccusi, 603005, Huxcruii Hoeeopood, na. Mununa u Ioxcapckoeo, 10/1

Konmaxmmuuvie dannvie: Jlapuca Pomanosra Kapacesa chardimova@yandex.ru

B cmamvbe npedcmasnero yHukanbHoe KauHu4eckoe HabaodeHue adpenokopmukanbhoeo paka (AKP) y Hoeopoicdennoeo pebenka, mamo
Komopoeo cmpadana peyudusupyroueii popmoii ubpocapKomol eepxreil HeaOCmu U UMeAa OMAOUleHHbLI aKyWepCKUll U euHeKos02u4e-
cKull anamue3, HO He Oblia obcaedosana epauom-eenemurxom. Ocaoxcnenusmu AKP y npedcmasaennoco nayuenma 6biau 6mopuvHas
eunepmpoghuueckas kapouomuonamus ¢ 06cmpykKuyuell 8bIX00HbIX MPaKmos 000ux icenydoukos, cundpom Hyenko—Kywunea. Hecmomps
Ha npoeedeHHoe NO JICUSHEHHbIM NOKA3AHUAM XUupypeuueckoe neveHue (MyMopaopeHardsKmomus Cnpaga npu 20pMOHAAbHOL NO0OepICKe
cony-kopmegom), pebeHoK noeud npu npoepeccupo8anuy NOAUOP2AHHOU HedoOCMamMoO4YHOCMU U CeNCUca.

Karoueesnie caosa: adperokopmuikansvholii pak, HoeopoxcoenHbli, cundpom Huyenxo—Kywunea, eunepmpoguueckas Kapouomuonamus,
Helipobaacmoma, cencuc, NOAUOPeAHHAs HeOCMAMOYHOCHb

Jas uumuposanus: Kapacesa JI. P., [Ipusanosa JI.11., Hosonoavyesa E.I., Padosckuii B. B. Cayuaii 8poscdernnoeo aopeHOKopmuKaibHo2o
paka. Poccuiickuii wcyprnan demckoii ecemamonoeuu u onxonoeuu 2019;6(2):76—9.

Case of congenital adrenocortical cancer
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Medical University, Ministry of Health of Russia; 10/1 Minin and Pozharsky Square, Nizhny Novgorod, 603005, Russia

The article presents a unique clinical observation of adrenocortical cancer (ACC) in a newborn baby, whose mother suffered from a recurrent
form of maxillary fibrosarcoma and had a burdened obstetric and gynecological history, but was not examined by a geneticist. Complications
of ACC in the presented patient were secondary hypertrophic cardiomyopathy with obstruction of the exit paths of both ventricles, Itsenko—
Cushing syndrome. Despite the surgical treatment carried out according to vital indications (tumoradinectomy on the right with hormonal
support with a Solu-Cortef), the child died during the progression of multiple organ failure and sepsis.

Key words: adrenocortical cancer, newborn, Itsenko—Cushing syndrome, hypertrophic cardiomyopathy, neuroblastoma, sepsis, multiple
organ failure

For citation: Karaseva L.R., Privalova L.P., Novopoltseva E.G., Radovsky V.V. Case of congenital adrenocortical cancer. Russian Journal
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Beenenne

AnpeHokoptukaibHblii pak (AKP) y B3pocibix
SIBJIIETCSI OYeHb PeAKMM 3a00JieBaHMEM M, MO JaHHBIM
3apy0eKHOM CTaTUCTUKU, ero monst cocrabusier 0,04—
0,2 % nipu exeroaHoii 3aboneBaemoctu 0,5—5 ciaydaeB Ha
100 000 nacenenus [1]. U3BecTeH psia HAClIeNCTBEHHBIX
cuHapomoB (JIu—Ppaymenn, [apaHepa, MHOXECTBEHHBIX
SHIOKPUHHBIX HEOIIa3uil 1-ro THUIIA), COYETAIOIIMXCS
¢ AKP [2]. ¥V neteit yacToTa paka KOpbl HaAIIOYEYHNKOB
cocTaBisieT npubusureabHo 0,5 % Bcex 3710KaYeCTBEH-
HBIX omyxojeil. B aHanmu3e OTeuyeCTBEHHBIX JIMTEpaTyp-
HBIX MCTOYHUKOB ciiyyaeB BpoxaeHHoro AKP Ham He
BcTpeTusioch [3]. CaMbIMU MaJleHBKMMMU TI0 BO3pacTy U3
MPEJACTaBACHHBIX B OTEUECTBEHHOU JMTepaType Iallv-
€HTOB ObIIM aeTH 4 1 6 MecsueB ¢ cuHapoMoM KyimHra
Ha ¢oHe ageHOMBI HaamnovyeyHuka [4, 5]. Hapymenwnii co
CTOPOHBI CEPAECYHO-COCYAUCTON CHUCTEMbl (KapAuOMHUO-
matun) y HuxX He onucaHo. AKP B geb6roTe cBoero pas-
BUTHUSI MMeEET OOJBIIYI0 NUArHOCTUYECKYIO CIOXHOCTD,
TaK KaK B OCHOBHOM Y JIeTeil Ieproja HOBOPOXKIEHHO-
CTU ¥ pPaHHETo BO3pacTa BCTPEUYaroTCs IMOPUOHAIbHBIC
HEeHpOTeHHbIE OIyXOJU C TMOpaxkKeHWEeM HaANOoYeYHHUKA.
AKTyaTbHOM SIBJISIETCSI TIpoOJIeMa CepaeTHO-COCYIUCTBIX
ocnoxHeHuii mpu AKP, koTopbie MOryT CylIeCTBEHHO
YCYTYOJISITh TIPOTHO3 NP TIPOBEACHUU XUPYPTUUIECKOM
Koppekiuu. B maHHOI cTaThbe TpencTaBleH KIMHHUYE-
ckuit ciayvait BpoxkneHHoro AKP, ocioxHuUBIIIErocst BTo-
PUYHOI OOCTPYKTUBHOI KapaAXMOMUONATUEH, CUHAPOMOM
HNuenko—KyimHra y HOBOPOXIEHHOTO pebeHKa, MaTh
KOTOPOTO MMeJIa OTATOLIEHHBIN aKylIepCKU, THHEKOJIO-
TMYECKUI U OHKOJIOTUYECKU I aHAMHE3.

Kimaugeckwmii coryqaii

B kaunuxe ITUMY na 6aze I'bY3 HO «HOIKB» nabaio-
daacs HoopoicdenHblil, dama poxcdenus 01.10.2018, ¢ dua-
enozom: AKP npagoeo nadnoueunuka.

Y mamepu 60161020 6bI61€H OMACOULCHHDIIL OHKO0-
2UYeCKUll, AaKYWepCcKuil U euHeKoA02UHeCcKUuil aHamHes3:
neperecaa 9 onepamueHbIX EMeuamenrscme no Hnoeooy
MSACKOMKAHHOU — onyxoau uearocmu  (guodpocapkomot),
HeYy8CcmeumensHoll K Xumuoay4egoii mepanuu, no nogooy
IHOOKPUHHO20 0ecna00us OAUMeNbHO NOAYHANA 20PMOHANb-
HYHO mepanuio. Y opyeux uieHos cemvu OHK03a001€8aHUIL
He 6blseaeHO0, 2 00AbHbL caxapHuiM duabemom 2-20 muna.
Jannas 6epemennocms — 2-1 (1-5 Obiia npepeana u3-3a
peyuduea 0HK03a004e8aHUs), HAcmMynuara 6 eo3pacme 30
Aem, NPOMeKaia Ha ¢hoHe XPOHUUECKOU NAAUEHMAPHOUL
HeO0CMamo¥HOCmU, apmepuaIbHoll eunepmeH3uu, nOCHo-

SHHOU 20pMOHOMepanuu (npoeecmepor), 000CMpeHUs: eeHu-
manvHoeo eepneca Ha 20-ii u 34-ii Hedeasix. Yavmpazeykoseas
duaenocmuka naoda nopokoe pazeumus He evisiguaa. Poodel
Ha 34-ii Hedene nymem Kecapesa ceveHusi, ¢ 3eAeHbIMU OKO-
JAONAOOHBIMU 800AMU.

C momenma podcoeHuss y pebenka omme4anaco 8bvlpa-
JCEHHAST OMEYHOCMb MACKUX MKAHel, MbluleYHas unomo-
HUS U eunopegpaexcus, CUHOPOM KOPOMKOU weu U yeeau-
yenue pasmepog ycueoma. C podycoenHuss nayueHm noay4an
donamuH, napewmepanvHoe RUMAaHue, AHMUOAKMEPUANb-
HYH0, NPOMUBOSPUOKOBYIO U UHPY3UOHHYIO mepanuio. B 603-
pacme 7 cymoK GblnOAHEHbl YAbMPA38YK080e UCCcAe008aHUe
(Y3H) u myavmucnupanrvras KomMnoromepHas momozpaghus
(MCKT) ¢ énympugerHbIM KOHMPACMUPOBAHUEM OPHOUHOLL
noaocmu U 3a0pHOUUHHO20 NPOCMPAHCINEA, KOMOPble 8blsi-
BUAU ONYXO0Nb NPABO2O HAONOYEHHUKA COAUOHOU CIMPYKMY Dbl
pazmepamu 42 x 29 x 40 mm (puc. 1). Heliponcneyuguueckas
enonaza kposu cocmasuna 16,3 ne/ma. Ilo pezyromamam
axoxapouoepaguu (IxoKI) obHapyscena eunepmpoguye-
cKas Kkapouomuonamus ¢ 06cmpyKyueil 6bIX00HbIX 0moes06
000UX JIceny004K08 U HedoCMamo4HOCIbIO KPOBo0OpaleHUs
2A, nepuxapoum. B Kkposu evisiéaeH 8bICOKUI mump aHmumen
K acnepeuntam. llayuenm KOHCYAbMUPOBAH 8paA4OM-KAp-
QUOXUpPYP2OM, COeAaHO 3AaKAIUeHUe, 4MO Xupypeuueckas
KOppeKyus 8pONCOeHHOU 2unepmpouueckoll Kapouomuo-
namuu He Modcem OblMmb BbINOAHEHA, OHKOAOUHECKAs
onepayusi 603MONCHA MOALKO NO JHCUSHEHHBIM NOKA3AHUAM
¢ 8blcOKUM aHecmesuonoeuteckum puckom. Hecmomps na
npo8oOOUMYH)  AHMUOAKMEPUANBHYI, NPOMUBOSPUOKOBYIO
U  KapouomoHU4ecky mepanuio, CcocmosiHue 060AbH020
noCmeneHHo yXyoulaiocs, NPU3HAK08 8UPUAU3AUUU He ObLI0,
HO nossuAcs u Hapacman cundpom Kywuwnea, He uckawua-

Puc. 1. Y3H nosoobpazosanus npasoeo HaonoueyHuka

Fig. 1. Ultrasound of the tumor of the right adrenal gland
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A0Cb npucoeduHerue npagocmopornieli nneemonuu. Obnapy-
JICEHO NOBbLUIEHIUE YDOBHS KOPMU30Aa Kposu 00 59,8 mie/0n
u Odeeudposnuandpocmepona cyavgpama do 721,2 mke/on
npu cmaduAbHOM YPOBHe HeUPOHCHeyUpUUecKoll eHoAa3bl 00
19 ne/ma, umo noomeepucdano kapmuny AKP.

11o ocusnennviM nOKA3aHUAM HA (oHe nposedeHUs 3ame-
CMuUmMenbHoll mepanuu coay-Kopmeg@om GbinOAHeHA CPpeOut-
Has 1anapomomusl, mymopaopeHanrdKmomus cnpasa (puc. 2).
Tucmonoeuvecku u no pesyrbmamam UMMYHORUCOXUMUYE-
cKo0eo uccaedosarnus noomeepicoen AKP npasoco naonoueu-
Huka ¢ obuupHoimu Hekpozamu (puc. 3). Ilocre onepauuu
NPO00ANCEHO UHMEHCUBHOE NeHeHlUe: 86edeHUe CONY-Kopme-
ha, ucKyccmeenHas 6eHMUNAUUS Ne2KUX, AHMUOAKMepUatb-
Hasi, npomueoepudKkosas mepanus, 66edeHue NEHMa2A100UuHa,
[-aopeHo6a0Kkamopos,  MOYE2OHHbIX, HO NPOSPeccUpOBan
napes KUWeHHUKA, NOAUCEPOUM, MUONEPUKAPOUM, NPUCOe-
OUHUACA CUHOPOM OUCCEMUHUPOBAHHO20 BHYMPUCOCYOUCHO20
ceepmoleanus. Ommeuanoco Hapacmanue YpoeHs NPoKaLb-
yumoHuHa 6 dunamuke. Ha 5-e cymiu nocae onepamugroeo
BMeuamenvcmea npu  npoepeccuposanul  NOAUOPSAHHOU
Hedocmamounocmu nayuenm noeu6. Ha eckpeimuu noo-
meepicoeHbl CenmuKonueMu4ecKuil 6apuanm cencucd, 6Mmo-
PUMHAS 2unepmpouueckKas KapouoMuonamus ¢ 00CmpyK-
yuell 8bIX0O0HbIX MPAKmMoe8 000uUx Jceaydoukos (puc. 4).

= AT A 1 s R

Puc. 2. Makponpenapam ydanennoil onyxoau (cmpeaxoii omme4eHa 30Ha
HeKpo3a)

Fig. 2. Macrodrug of the removed tumor (the zone of a necrosis is noted)
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Puc. 3. lucmonoeuueckas xapmuna AKP (okpacka eemamokcuauHom
U 303UHOM)

Fig. 3. Histological picture of ACC (colored with hematoxylin and eosin)

Puc. 4. [lpusnaxu obcmpykmueHoi Mmuokapouonamuu Ha aymoncuu.
Macca cepoya — 48 e. Toauwuna cmenku aeeoeo suceayoouxa — 1,2 cm, npa-
6020 — 0,6 cm, medxucoceny0oukosoii nepecopooku — 1,6 cm

Fig. 4. Signs of obstructive myocardiopathy at autopsy. Heart mass — 48 g.
The wall thickness of the left ventricle — 1.2cm, right — 0.6 cm, interventricular
septum — 1.6 cm

Oo6cyxeHue

B nHamieM HaOMIONEHWM MBI BIEPBBIC CTOJIKHYIUCH
¢ AKP y HoBopoxaeHHoro. Henb3si MCKITIOYUTH, 4TO
HaJIMYMe y €ero MaTepu peluIUBUPYIOLIEr0 OHKO3a-
OoJleBaHMSI, XPOHWYCCKUX OYaroB MH(MEKIUU W 3HIO-
KPUHHOTO OecIionusl ¢ UIMTEeJbHOH TOpMOHAIbHOMN
KOpPpPEeKIInei, BTOPUYHOTO NMMYHOIEe(UITUTHOTO
COCTOSIHMSI MOTIJIO CIIPOBOLIMPOBATL TpyOble Hapylle-
HUST 3MOpuoreHe3a. XOTsd B 3apyOeXXHOIl JuTeparype
OIKCcaHa TOJBKO B3aMMOCBSI3b MEXIy BO3HUKHOBEHUEM
AKP y XeHIIUH, JIUTEJbHO MPUHUMAaBIIUX OpaJibHbIC
KOHTPALENTUBbI, ¥ MYKYMH-KypUIbLIMKOB [6]. Cienyer
OTMETHUTB, YTO MaTh MAIlMEHTa, UMesT PELUANBUPYIOLIYIO
dudbpocapkoMy, HU pa3y He OblIa KOHCYJBETHpOBaHa
BpayoM-TeHETUKOM. TeM He MeHee HeJIb3sl MCKIIIOUWTh
HaJIMyue y Hee U y peOeHKa HEYTOUHEHHOTO TeHeTHhYe-
CKM OOYCJIOBJIEHHOTO MYJIBTMOIIYXOJIEBOTO CUHIPOMA
(JIn—®paymenn, Typkora). M3BecTHO, 4TO TpU M3yde-
HUM 3TUOJIOTUM CEMEWHOTO TOJMOPTraHHOTO PaKOBOTO
curapoma JIu—dPpaymeHn oOHApyKeHa ero acCcoIuarms
¢ TepMMHAJIbHON (HaciemyeMoii) MyTtamueir reHa 7P53
[7, 8]. Ho ananm3a JJHK rena 7P53 B NTaHHOM KJIMHU-
YeCKOM cJlyyae Ha 3Tare IOATOTOBKU K O0epeMEeHHOCTU
¥ poIaM He BBITIOIHCHO.

Mpb1 BriepBble HaOJIOJAIM OCJIOXKHEHUS BPOXIEH-
HOTO TUIEPKOPTULIM3MA B BHUAEC IPOTPECCUPYIONICH
TUTNEepTPODUIECKON KapIMOMUOIATUM C OOCTPYKUHUEH
BBIXOJTHBIX OTIIEJI0B 000UX KETYI0YKOB M HEAOCTATOYHO-
CThIO KpOBOOOpaIieHus: U nepukapautoM. [lo maHHBIM
OxoKI' y pebeHka oOHapykeHa BbIpakeHHasl TUIIEpP-
TpoprsT MEXCKETyTOYKOBOIM TEeperopoaKu ¢ TOJIIUMHOMN
no 11/7 mm (Hopma — 10 6 MM), 3aHEil CTEHKU JICBOTO
Keaynouka 1o 7 MM (HopMa — 10 5 MM). IpagueHT nasie-
HUST HAa BBIBOJHOM OTJIEJIE JIEBOTO XKeJTyI0YKa COCTABIISLI
14 MM pT. cT., mpaBoro xeaymouka — 19 MM pT. CT.
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Ha ayrorncuu cepsiie moaTHOKPOBHO, BbIPAXKEH UHTEPCTU-
LIMAJIBHBIN OTEK, KapAMOMUOIIUTHI TUIIEPTPODUPOBAHBI
U C ToTepeli ucuepyeHHOCTH. ToJIMHA CTEeHKHU JIEBOTO
Kenymnouka — 1,2 cM, mpaBoro xkenyaouka — 0,6 cM, MexX-
KEeJIyI04KOoBOil meperopoaku — 1,6 cMm. CliemoBaTeibHO,
AKP BO3HUK M mporpeccupoBajl BHYyTPUYTPOOHO, a €ro
TOPMOHAJIbHAsI aKTUBHOCTD ObLIa MPUUMHOMN TUIIePKOPTHU -
LIM3Ma y TUIoIa U apTepHUalbHON TUMEePTEH3UU Yy MaTepHu.
3acay:kuBaeT BHUMaHMS TOT (DaKT, 4TO 3aKmoueHus Y3U
Ha pa3IMYHBIX CPOKaX OEpeMEHHOCTHU, IPEACTaBICHHBIC
MaTepblo, BOOOIIE HE OTpaxkaJM HUKAKUX OTKIOHEHUIA
B DPa3sBUTMM IUIONA. YUWUTHIBasg OCCCIIOPHYIO PEIKOCTh
AKP y nereii, n3dHayanabHO TIpU TOCTYIUIEGHUM JAHHOTO
MalMeHTa BeCh TMarHOCTUYECKUI TTOMCK ObLT HampaBlIeH
Ha BBISIBJICHHUE BPOXIECHHON HEWpOOIACTOMBI, U TOJILKO
0COOEHHOCTM TOPMOHAJIBHOTO MPOMUIST KPOBHU, IOSIB-
JIGHHE W TIporpeccupoBaHue cuHapoMa KyimHra, apre-
pUaTbHON TUIEPTEH3UM, KapIUMOMMOMATUHM TTO3BOJIMIO
BepuduLIMpoBaTh AuarHo3. HecmoTps Ha To, 4TO omepa-
s tymopanapeHanskromuu ipu AKP Obu1a nipeaioxkeHa
0O.B. HukonaesbiM elie B 1946 ., U B HacTosiiiee BpeMsi
SIBJISIETCSI PYTUHHOM [3], B JTaHHOM KJIMHUYECKOM CJTy4yae
OHa He TIpUBeJIa K BbI3AOPOBIIEHIO 00JbHOTO. [Tpu mocTy-
IUICHUU U B AMHAMUKE PEOCHKY IPOBOIMIICS MMKPOO-
HBIi MOHMTOPHHI, TIPX 3TOM B HUCCJIEAYeMBIX OOpasiax
KPOBU TIOCTOSIHHO, HECMOTPsI Ha IIPOTMBOTPUOKOBYIO,
aHTHOAKTepUAJIbHYIO Tepanmuio M MHGY3UU UMMYHOIJIO-
OyiMHa, ONpeAeNisUIMCh aHTUTeNna UMMyHornooynmuHa G
K acrmeprujijiaM, a B IoceBax U3 Hoca u B Kajnie — Klebsiella
pneumoniae. TakuM 00pa3oM, IMPOrpeccupyromias Moau-
OopraHHasi HeIOCTaTOYHOCTb, BTOPUYHBI MMMYyHOIeMu-
LIMT ¥ CETICUC CTay NMPUIYMHON JIeTalbHOTO ucxona. I[lpu
AHAJIM3€ TUCTOJOTMYE€CKON KapTUHBI YIAJIEHHON OITyXOJIU

Y HOBOPOXKJIECHHOIO 00palliajio Ha ce0si BHUMaHKE OTPOM-
HOE KOJIMYECTBO HEKPO30B U OTCYTCTBUE BBIPAXKEHHOIO
KJIETOYHOTO IoJIMMOpdur3Ma, XapaKTePHOTO ULt B3POC/IbIX
dopm AKP.

3akiroyenne

Henb3s MCKIIOUNTh 3aBUCMMOCTH MEXIY IPHEMOM
MaTepbio TOPMOHAIBHBIX IIPerapaToB 10 1 BO BpeMsi 6epe-
MEHHOCTH U BO3HUKHOBeHHEeM BpoxkaeHHoro AKP y mio-
na. BeposTHO, ycyryOomio CUTyauMio HalMdue y MaTepu
TUIIOMMMYHHOTO COCTOSIHUS 3a CUET PeLUIUBUPYIOIIETO
OHKO3a0oJieBaHUSI (BO3MOXHO, OOYCJIOBJIEHHOIO Tep-
MHUHQJIBHBIMU MyTallUsAMU TeHa 7TP53) U XpOHMYECKUX
ouaroB nHpekunu. CreaoBaTenbHO, TIPU TJIAHUPOBAHUU
OCpPEeMEHHOCT! KEHIIMHAM C OTSTOIIEHHBIM OHKOJIO-
TUYECKUM JIMYHBIM M CEMEHHBIM aHaMHE30M ITOKa3aHO
o0cieqoBaHe Ha HOCUTENBCTBO MyTaliuii B reHe TP53,
T. €. MCKIoueHue cuHapoma Jln—®Ppaymenu. BpoxaeH-
Hasl TopMOHaJibHO-akTUBHas1 ¢opma AKP B couetaHum
C KIMHUKOW TUMNEPTPOPUUECKOl KapAMOMUONATUUN
1 BHYTPUYTPOOHOI MH(peKIIMeil aBisercs aTaabHOR U,
C OJTHOM CTOPOHBI, TPEOYET pa3pabOTKU TOMOJTHUTEIBHBIX
MEPOIPUSATUI O TPODUIAKTUKE U PAHHEMY BBISIBICHUIO
TMOPOKOB Pa3BUTHUS ILJIONA, a C IPYTOil CTOPOHBI, IIPUBJIE-
YEHMSI CIIeIIMAIMCTOB pa3IndyHOro mpoduis (KapauoJo-
rOB, 9HIOKPUHOJIOTOB, HEOHATOJIOTOB, PEAHMMATOJIOTOB).
Ha 6asze kadenpnl nerckoit xupypruu ITMUMY BBeneH
KYypC JEKUMN MO IETCKOW OHKOJIOTMM IJISI CTYIEHTOB HE
TOJIBKO TEeIUaTPUUECKOro, HO U JieueOHOro (akysasrera
B paMKax ITOBBIIIIEHUS OHKOJIOTMYECKOM HaCTOPOXKEHHO-
CTU Yy Bpauyell pa3audHbIX CIELMATIbHOCTEH (TIeAnaTpoOB,
HEOHATOJIOTOB, aKyIlIepPOB-TMHEKOJIOTOB, PEIIPOIYKTOJIO-
roB, Bpaueil GyHKIIMOHATbHOM TUArHOCTUKH).
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