KnuHunyecKkoe Ha6nwoaeHue

DOI: https://doi.org/10.15690/vsp.v19i4.2137
C.{. Bonruua?, P.P. lanueBa?, 3.P. lapudynnunal, P.I. CaiidyrauHos?, 3.P. LWlamcuesas, A.T. A6gynnaesa®

1 KasaHCKMKI1 rocygapCTBEHHbIN MEeAULIMHCKUI YyHUBepcuTeT, KasaHb, Poccuiickaa depepaLims

2 Ka3aHCKas rocyaapcTBeHHas MeauLMHCKas akagemmua — epunuan PoOCCUMCKON MEAULIMHCKON akaaeMmuu
HenpepbIBHOro npodeccuoHanbHoro o6pa3oBaHus, KasaHb, Poccuiickas ®enepauus

3 TallKeHTCKas MeJuLUMHCKaa akagaemus, TallKeHT, Y36eKucTaH

fenaTouennonapHaa KapyuHoma

Y NOAPOCTKA C CéMEeNHbIM
aJeHOMaTO3HbIM NMOJIMMO30M TOJICTOM
KULLKU KnaccudyecKon dpopmbli:
K/IMHUYECKUU cNyvyau

KoHTaKTHasa undpopmauus:

BosnrnHa CBeTnaHa SIkoBneBHa, AOKTOP MEAULIMHCKMX HayK, npodeccop Kadeapbl rocnutanbHow neguatpun Kazarnckoro MY
Appec: 420012, KasaHb, yn. bymeposa, 4. 49, e-mail: volgina_svetlana@mail.ru

Cratbs nocrynuna: 19.03.2020, npuHsTa K neyatu: 20.08.2020

O6ocHoBaHuMe. [enaTtoLennaspHas KapLUuMHoMma sIBJISETCS peAKuM 3abo1eBaHMEM B NeANaTPUYECKON NpaKTHUKe, nopaa-
IOLUMM MPEUMYLLECTBEHHO MOAPOCTKOB MYXKCKOIo rnoja B Bo3pacte 10—15 net. OnucaHo Bcero 10 c/y4aeB codeTaHus rena-
TOLIE/I/TIONISIPHON KapLMHOMbI C CEMENHbIM aieHOMAaTO3HbIM M0/MN030M. OnUcaHue KANHUYecKoro cay4as. llauneHT [,
Bo3pacT 16 neT, 06paTnica K neamatpy ¢ xaaobamu Ha anu3onbl cy6debpuibHoN Temnepatypbl, 60/b B xuBoTe. bbin
HanpaB/ieH Ha Yy/bTPa3ByKOBOE MCC/IeOBaHNE OpraHoB 6GPIoLHON rnos0cTh. O6Hapy»eHO HEroMoreHHoe ob6pal3oBaHue
B 71€BOV A0Js1e neyYyeHu. [1pn peHTreHOKOMIMbIOTEPHOM TOMOrpa®uu ¢ KOHTPaCTHbIM YCU/IEHUEM BbISIBJIEHO MaTo/I0rM4ecKoe
obpa3oBaHue 60/1bLIMX pa3MepOoB B JIEBOV [0/1€ Ne4YeHn (@TUnnyHas remaHrmoma? ageHoma?). B matepuane, noay4€eHHOM
rnpn MyHKUMOHHOW 6MOMCKM, YyCTaHOBAEH HEHOTUN afleHOMbI. PebeHKy 6blia npoBeAeHa Pe3eKUUs IEBOK A0JN MEYEeHU
C N1aCTUKOMN YCTbsl IEBOM MEYEHOYHOM BEHbI. [MCTON0OrMYECKOEe Uccae0BaHMe onepaLmnoHHOro Matepuasna noagTBEPANIO
Hananyme renatouestoasPHON KapLUMHOMbI. YPOBEHb a-(eTonpoTenHa B NnepndepPUYECKoNn KPOBHU Ha BCEM MPOTSIKEHUMU
HabtogeHns ocTaBasics B npeaenax Hopmbl. B aHamHe3se — Knaccuyeckas popma ceMernHoro ageHoMaTo3Horo rnoanno3a
TOJICTOM KMLLKKU Y MaTepu (AMarHo3 yCcTaHoBJ/IEH 3a 3 roja Ao KIMHUYECKOro cobbiTUs y pebeHKa). [1ocie o6Hapy)KeHus ony-
X011 NeYeHn MaslbyuKy NpoBeAeHO reHeTudyecKoe uccaegoBarme reHa APC (Adenomatous Poliposis Coli). MgeHTngunuympoBaH
naTo/IOrM4YEeCKMi aineslb, aHaa0rMyHbIi paHee 06HapyXeHHOMY y MaTtepu. 3aKknyeHune. [ AMarHOCTUKM renaToLesio-
JISPHOM KapLMHOMbI Ha paHHUX aTanax ee pa3BuTUsi HE06X0AMMbl CBOEBPEMEHHas ANarHOCTHKa CEMENHOro ajeHoOMaTo3HO-
[0 10AMN03a TOJICTOMN KUILIKHU, MHHOPMUPOBAHHOCTb O PUCKE COYETAHHOI0 TEYEHMS M0JIMMO3a C Pa3/IMYHbIMN 3/T0Ka4YECTBEH-
HbIMMW OMYXOJISIMM, @ TaKXKe MOHUTOPUPOBAHNE COCTOSIHUS 3[J0POBbS PEGEHKA.

KnioueBblie cnoBa: renatoyeionsipHas KapymHoma, 4eTU, CEMEHNHbIN afleHOMaTO3HbIN M0MN03 TOJCTON KMLWKH, reH APC,
KJIMHUYECKMI Clydan
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OBOCHOBAHME pak npuxoantca 0,5-1,5% Bcex 3M10Ka4eCTBEHHbIX HOBOOO-

[enaTouennonapHas KapuuvHOMa SBNSETCS PeaKUM
3/10Ka4yeCcTBEHHbIM 3aboneBaHMeM [eTCKOro Bo3pacTa,
nopakatowmnm npenmywecTBeHHO MNOAPOCTKOB MYMCKO-
ro nona B Bo3pacte 10-15 net [1, 2]. CornacHo AaH-
HbiM HauMOHanbHOro MeanLMHCKOro UccneaoBaTe/lbCKoro
LeHTpa oHKonormm um. H.H. bnoxnHa (HMWL, oHkonoruu
uMm. H.H. bnoxnHa, MockBa), B Poccun exerogHo amarHo-
ctupytoT 50-60 cnydyaeB NEPBUYHbLIX 3/10KAYECTBEHHbIX
ONyxonen NevyeHu, cpean KOTOpbIX Yalle BCero perucrpu-
pyloT renato6aactomy, renaTouentoNsApHYI0 KapLuUHOMY
N aMBPUOHANbHYIO capKomy neyeHu. B 6onbluMHCTBE chnyya-
€B AaHHble OMyX0/iM MMEIOT CTEPTYIO KIIMHUYECKYIO KapTUHY
M ABNSOTCHA ClydanHoW Haxoakow [3—5]. B nmeamatpuyec-
KOM NpaKTWKe Ha renato6aacToMy M renatouentonspHbIv

pa3oBaHui 1 4% Bcex TpaHCMIaHTauUMi neyeHn B Bo3pacte
no 18 net. Y B3pocnbix renatouenitonspHas KapuvHoma
pa3BuBaeTcsd Ha GOHEe XPOHUYECKOro HEKPOTUYECKOIO BOC-
naneHns nevyeHn Mo npUyYnUHe ankoroibHOM 3aBUCUMO-
CTW, BUpYycHoro renatnuta B n C, a TakKe HeanKorosibHou
MPOBOW 60ne3HM neyveHu [B], Toraa Kak renartouennio-
NAPHBIN paK y geten dopmupyetcs nMbo Ha LUppoTUdec-
KoM ¢oHe, n1Mbo npu MOpPdONOrMYECKM HEU3MEHEHHOWM
CTPYKType neyeHun [7—9]. B nocnegHem cnydyae pasBuTULO
3TOr0 3/10KAa4eCTBEHHOr0 HOBOOGPA30BaHUSA CMNOCOOCTBY-
0T npeHaTalbHOe WHOWUMPOBAHME BHMPYCOM renatuta
B u TMposunHemusd, gasnfowmeca Beaywumu daxktopamu
pUCKa, a TaKXXe NPOorpeccupyloLLnin ceMenHbIn BHYTpUneye-
HOYHbIN XonecTas, 60/1e3Hb HAKOMIEHUS [NIMKOreHa, CUHA-
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poM Anaxknnns, BPOXAeHHble NOPTOCUCTEMHbIE WYHTbI [10].
B ycnoBusix OTCYTCTBMSA BblWENEPEYUCNEHHbBIX NaTONOrMUiM
renatouentonapHas KapunHoMa MOXET pa3BUTbCA Ha PoHe
CEMENHOro ajeHoMaTO3HOro NONMNO3a TOICTON KULLKM.

CeMenHbI afeHOMaTO3HbIM MOANNO3 — 3TO Hacnej-
CTBEHHbI# CHHAPOM C ayTOCOMHO-AOMWHAHTHbIM TUMOM
HacnefoBaHUs, XxapaKTepuayoumincs obpasoBaHMem 60/b-
lworo 4yucna nonunoB (ageHom) — oT 100 A0 HECKONbKMX
TbiCAY — Ha CIM3UCTOM 06O0I0YKE TONCTOM KULIKKM C MpOo-
rPECCUBHbLIM POCTOM W 06a3aTeNbHOM ManUrHu3aumen
npu OTCYTCTBMW CBOEBPEMEHHOIrO NieyeHuns (06bl4HO K 40—
55 rogam) [11]. Bctpevaetcsa ¢ vactoton 1:10000 HoBoO-
POXAEHHbIX, MPEUMYLLECTBEHHO MNOPAaXKaeT KEHCKUMI non
(B cooTHOLeEHMN 17:1) [12].

OTNONIONMYECKYIO POSib B BOSHWMKHOBEHWW AAHHOW NaTo-
JIOTUW UrpaeT Hanuyme NaToNorM4yecKoro annens B reHe
APC (Adenomatous Poliposis Coli), pacnonoxeHHoOM B Xpo-
MocoMe 5, Ha y4acTKe 5q21, cocTosiem u3 2843 KOAOHOB.
[eH APC aBnsieTcs reHOM-CynpeccopoM OrMyxoseBoro pocTta,
COCTOUT U3 15 9K30HOB M KOHTPONMPYET KAETOUHbIN POCT
3NUTENNS B TOSICTOM KULLIKE, OKa3blBasa BAUAHWE Ha S-da3bl
n G,-dasbl KIETOYHOro LuKia. OH TaKXe CNYy)XWUT OCHOB-
HbiM perynatopom B Wnt-curHanbHOM nyTH, y4acTByeT
B KOHTpoOJie npoueccoB pochopunmpoBaHna 1 aerpagaumm
B-KaTeHnHa [8]. Heo6Xx04MMO OTMETUTb, YTO CUTHaJIbHbIN
nyte Wnt/B-KaTeHWH UrpaeT BaXKHylO poJib B KaHLepore-
He3e Onyxofienm nevyeHu: akTMuBaLMsA onpeaensnacb npu-
MepHO B 1/3 renatoueonapHbix KapuuHom [13]. Okono
90% Hacnepyembix U3MeHeHun B reHe APC npeacTtaBieHbl
HOHCeHC-MyTauuamun [14]. 3HauyuTenbHa pofb Aeneuuun:
1-5 nap ocHoBaHun (50-60%) [14]. U3BECTHO TaKKe, 4To
“3 65 nauMeHToB, CTpajalolmx ceMerHblM ajeHoMaTo3-
HbIM MONMNO30M, Y 20% O06Hapy>eH BapuaHT HYKNeoTUAHOM
nocneposartensHoct 1309del5, y 13% — 1061del5 [14].
BapuaHTbl 1061del5 (¢.3183_3187delACAAA) n 1309del5

(€.3927_3931delAAAGA) cocTtaBnsnu o 1/3 Bcex Hacne-
[yeMbIx natonorunyeckux annenen B reHe APC [14]. CBA3b
naToreHHblx BapuaHToB B reHe APC ¢ ceMenHbIM aje-
HOMaTo3HbIM MOMMNO30M OblNia MoKa3aHa paHee [15].
BapuaHTtbl B KogoHax 437-1249 n 1465-1596 npuBoaaT
K pa3BUTUIO KIACcCMYEeCKOro CeMemHoOro aleHoMaTo3HOoro
NoAMNO3a TONCTON KULLIKKW, KOTOPbIM O6bIYHO MPOSBASETCH
B IOHOCTU WX B TPETbEM AECATUNETUU XU3HKU [16]. Mpwn
TAXenon dopme 3aboneBaHWs PerncTpMpoBann usme-
HeHMs B KofdoHax 1250-1464, u3mMeHeHus B KOAOHax
1309 n 1061 cnoco6CTBYIOT BOSHUKHOBEHMIO Bonee Taxe-
NbIX deHoTUNMYEeCKMX nposiBaeHun. OcnabneHHas ¢op-
Ma Te4yeHWs LaHHOW NaToNIorMM COOTBETCTBYET KOAOHaM
0-436 1 1597-2843 [17].

o 2011 r. onucaHo 10 cnyvyaeB KOMOGMHaUWW renaTto-
LeNItoNApHON KapuMHOMbl M CEMEMHOIO aJeHOMaTo3HOro
nonvno3sa [18]. B cBA3K C peaKOCTblO COYETAHUS 3TUX ABYX
3a60/1eBaHNUI MOMEHT UX PaHHEW AMArHOCTUKKU MOXKET OblTb
ynyleH Kak neguatpamu, Tak 1 tepanestaMu. Huxe onucaH
KIMHWYECKUIA CNy4an, KOTOPbIM LEMOHCTPUPYET MOCTaHOB-
Ky OMarHo3a CeMEeWHOro aJleHOMaTo3HOro MoaMno3a ullb
nocne o6HapyXeHUs 310Ka4eCTBEHHOro HOBOOOGPa30BaHUS
B JIEBOVM A0JI€ NEYEHU, HECMOTPS Ha OTATOLLEHHbIN Hacnesn-
CTBEHHbIN aHaMHe3 pebeHKa.

KJAUHUYECKWUA NPUMEP

O nauueHTe

MauuneHT I., My)XCKoro nona, Bo3pacTt 16 net, B OKTsa6pe-
Hos6pe 2019 r. HaxoAWICA Ha CTalMOHAPHOM NevYeHuun
B OHKOJ/IOTMYECKOM OTAENIEHUM AETCKOW pecnybiMKaHCKOM
60nbHMLUbI. MocTynun No HanpaBfeHWO y4acTKOBOro BpaYa-
neauaTtpa no BOMPOCY HalMyYns HOBOOGPaA30BaHUS B NIEBOWM
[l01e NeYeHn B yA0BNETBOPUTEIbHOM COCTOSIHUM.

AHaMHe3 u3Hn. PebeHOK poawacs OT MepBOM HOp-
ManbHO MpoTeKkaBlie 6epeMeHHOCTM U POAOB C Maccow

Svetlana Ya. Volginal, Ralina R. Ganieval, Zilyara R. Garifullinal, Rafik G. Saifutdinov?, Eleonora R. Shamsiyeva3,

Diloram T. Abdullaeva3

1 Kazan State Medical University, Kazan, Russian Federation

2 Kazan State Medical Academy — Branch of the Russian Medical Academy of Continuing Professional Education, Kazan,

Russian Federation
3 Tashkent Medical Academy, Tashkent, Uzbekistan

Hepatocellular Carcinoma in the Adolescent With Classical
Familial Adenomatous Polyposis: Clinical Case

Background. Hepatocellular carcinoma is rare disease in pediatrics, it affects mostly male adolescents aged 10-15 years. There are
only 10 described cases of hepatocellular carcinoma and familial adenomatous polyposis combination. Clinical Case Description.
Patient G., 16 years, visited the pediatrician with complaints on low fever episodes and abdominal pain. The abdominal ultrasound
was performed. Non-homogeneous mass was revealed in the left lobe of the liver. Contrast X-ray computer tomography has revealed
large pathological mass in the left lobe of the liver (atypical haemangioma? adenoma?). Adenoma phenotype was established in
obtained needle biopsy material. The child has undergone the resection of the left lobe of the liver with plastic reconstruction of the
left hepatic vein entry. Histological examination of the surgical specimen has confirmed the presence of hepatocellular carcinoma.
Peripheral blood «-fetoprotein levels remained within normal range throughout the follow-up. In past medical history: classical familial
adenomatous polyposis in the mother (diagnosis has been established 3 years before the clinical events in the child). The genetic testing
of APC gene (Adenomatous Poliposis Coli) was performed after detection of the tumor in the child’s liver. The pathological allele similar to
that previously found in the mother has been identified. Conclusion. Timely diagnosis of familial adenomatous polyposis, risk awareness
on combined course of polyposis with various malignant tumors, as well as monitoring of health condition of the child are necessary to
diagnose hepatocellular carcinoma on its early stages.
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Tena 3600 r, gnnHom Tena 52 cm, Ha 8/9 6annoB No LWKa-
ne APGAR. ®u3unyeckoe M HEPBHO-NCUXMYECKOE pa3BUTHUE
COOTBETCTBOBANIO Bo3pacTy. [Mpodunaktmyeckme npuBUBKM
npoBefeHbl cornacHo HauuoHanbHOMy KaneHgapto [19],
B T.4. NpoTuB renatmuta B ¢ 8 net 4 mec no cxeme 0-1-6.
MNepeHeceHHble 3a6oneBaHnsa: OPBW, renatut A (B 6 ner),
BeTpsiHas ocna (B 7 neT).

HacnenctBeHHbI aHamHe3. Matb cTpajaeT Kiaccu-
yecKon ©¢opmor ceMenHOro ageHoMaTo3HOro rnoJjvnosa
TOICTON KWLWKW, AnMarHoctupoBaHHoro B 2016 r., no noBo-
[y Yero NpoBOAMAUCL ToTalbHas Konaktomus B 2016 .,
a TaKXXe reHeTMYyecKoe uccnefoBaHue, B pesy/braTe KOTo-
poro B reHe APC oG6GHapy)eH naToO/IOrMYECKUN BapuaHT
p.GIN1062X (c.3183_3187delACAAA).

AHaMmHe3 3ab6osneBaHus. [epBble NPU3HaAKKM 601e3HU
nosiBUANCL B ceHTa6pe 2019 r., Koraa pebeHoK Havyan oTMe-
yaTb 3anuM3oabl cyb6debpunbHon Temnepatypbl go 37,2°C,
60/b B XMBOTE. B cepeanHe OKTa6ps ¢ 3TUMM KanobamMu oH
obpaTtunca K neguMaTtpy, KOTOpbl HanpaBua ero Ha ynbTpa-
3BYKOBOe uccnenoBaHue (Y3W) opraHoB GptolHOM MOJO-
CTH, B X0[le KOTOPOro o6HapyXnnocb HErOMOreHHoe HOBO-
obpasoBaHne B S, S, NIeBOW [ONM NEYEHU pPa3MepoM
82X61X75,5 MM, o6bemom 199 cmS3. lpu uUBETOBOM
[ONNEPOBCKOM KapTUpPOBaHWK HOBOOGPa3oBaHWE NpaKTu-
YeCKM aBaCKynspHoe, C €4MHUYHBIMW COoCyAaMu, NpenumMy-
wectseHHo no nepudepun. C NogO3peEHNEM Ha OMyXxosb
NeBON AONM NeYeHW NauMeHTa rocnuTanu3vpoBanu B CTa-
LMOHap, rae eMy nNpoBen PEHTreHOKOHTPACTHYIO TOMOrpa-
U0 opraHoB GPIOWHOM NONOCTU. BbigBNEHO matonornyec-
Koe HoBOO6Gpa3oBaHWe 60/blIMX pa3MepoB B 1EBOM fofe
neyeHu (puc. 1).

Ha cepun TOMOrpamMm B N1€BOW [0JSie MeyYeHu ornpeae-
naetcs 60NblWKMX pa3MepoB NaToNorMyeckoe HoBOOOGpPa3o-
BaHME HENpPaBWIbHO-OKPYIOM GOPMbl C YETKUMMU KOHTY-
pamu, pa3dMmepom 92X85X76 MM (OTMEYEHO CTpenKamu).
[NOTHOCTHbIE NOKa3aTeNu Npu HaTUBHOM MCClefoBaHuUu
(puc. 1, b) 44-49 en.H., B apTepuanbHyto dasdy oTMevanochb
HepaBHOMEPHOE HaKoMjaeHWe KoHTpacta go 77-97 en.H.,
B NapeHxumaTosHyto ¢asy (puc. 1, A) NIOTHOCTHbIE MOKa3a-
Tenn paBHOMEpPHO nosblweHbl 4o 101-105 ea. H.

Mo pesynbratam MyHKLMOHHOM GUOMNCUKM Bbln YCTAHOBIIEH
[AMarHo3 afeHoMbl NeYyeHw.

Buoxnmmnyeckme mccnefoBaHua nokasanu otpuuatesib-
Hble pe3ynbTaThl aHann30B Kposu Ha BUY, aHTn-HCV, HBSAg,
a TaKXe HopMmasnbHbIM ypoBeHb a-petonpoTenHa (AMP) —
1,62 ME/mn (npu Hopme < 10 ME/mn), XOTS 3TO He UCKtoYa-
10 HaNn4me 310Ka4eCTBEHHOr0 HOBOOGPA30BaHMS.

[Ona oOKasaHus crneunanM3MpoBaHHOM MEeAULMHCKOM
nomoln pebeHoK 6bi1 HanpaBfieH B OTAeneHue nepecaj-
KW MeYeHu, rae OH Haxoawncs B TevyeHue 9 cyT (HOSOpb-
feKkabpb) 2019 .

®dusuKanbHaa guarHocTuka

Mpy nocTynieHun cocTosiHUEe pebeHKa YyAoBEeTBOPHU-
TenbHoe. ®uU3nyeckoe pasBUTUE JUCTFAapMOHMYHOE, Mo
BCEM MOKasaTensaMm Bbllwe 7-ro nepueHtuna. OTMeveH
BbICOKMIM poOCT (176 cM), n36biToyHas Macca Tena (98 Kr),
UMT 31,6 kr/m2 (Hopma 18,5-24,9). KOHbl1 MOKPOB
GM3MONOrM4ecKomn okpacku. Mpu ocmoTpe numMdbatmyeckme
y3Nbl He yBenu4yeHbl. lNanbnupoBanncb eauHUYHble noaye-
NIOCTHbIE, MOAMbILWEYHble, naxoBble NumMdaTUyecKue y3nbl,
O[AMHaKOBO BblpaXeHHble C 06eux CTOPOH, pa3mepamu
1,5X1,5 cM, MArKO2/1aCTU4ECKOM KOHCUCTEHLMKW, NOABMK-
Hble, 6e360ne3HeHHble. [Tpyn aycKynbTauun AbixaHWe Be3u-
KynsipHoe, 4acTtoTa AbixaHusg 18-20 B mMuHyTy. CepaeyHble
TOHbI ICHbIE, PUTMUYHbIE, YacToTa CepAeYHbIX COKpaLleHun
75-80 ya/mMuH, apTepuansHoe aasnexHune 100/66 MM pT. CT.
HKMBOT MArKMIM, NeYyeHb NanbnUpPyeTcs Ha 2 CM HUXKe Kpas
pe6epHOM Aayru, Kpan nevyeHn PoBHbIA, MATKWUIA, Clerka 3aocT-
peHHbIN, 6e360N1e3HEHHbIN. CeneseHka He nanbnupyeTcs.

MpepBapuUTeNnbHbIA AUArHO3
O6beMHOe HOBOOOGpa3oBaHWE f1€BOW A0AM MEYEHMU.
AfeHoma? ne4vyeHu.

AnHamMuKa u ucxopabl

[anbHelwne nccneaoBaHnsa M leYeHue nauueHT nony-
yun B PHUX um. akaa. b.B. lNetposcKoro (r. Mocksa). Mepen
onepaTtMBHbIM BMELWATENLCTBOM MPOBOAMIACH [AOMOHM-
TenbHasa MPT opraHoB 6pioLHOM nonocTu. CornacHo onuca-
HUIO, NeYeHb He yBeNnyeHa B pa3smepax, 19,9X12,3X15 cwm,
C YETKMMW POBHbLIMM KOHTYpamu. B S, cermeHTax neyvexu
onpegensieTcss OKpyrnoe o6pa3oBaHWe C 4YETKUMMU POB-
HbIMW KOHTYpamu, C AaHHbIMW 3a oOrpaHuvyeHue anddy-

Puc. 1. CnupanbHas peHTreHOKOHTpacTHas Tomorpadus opraHoB GPIOLLIHOM NONOCTU, NOCTKOHTPACTHasA cepus n3obpaxeHui. MNauneHt I,

Bo3pacT 16 net

Fig. 1. Spiral X-ray contrast tomography of abdominal organs, post-contrast series of images. Patient G, 16 years

b N

lMpumevaHne. A — napeHxumartosHasa $asa, cpe3 Bo ppoHTaIbHON NPOeKUUn; b — HaTUBHOE CKaHUpOBaHWe, Cpe3 B akcuanbHOW NPOEKLMN.
Note. A — parenchymal phase, section in coronal view; b — native state, section in axial projection.
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3UN, U30MHTEHCMBHOEe Ha T1-BW (B3BelweHHOe wn306pa-
eHue), cnaborunepuHTeHcuBHoe Ha T2-BU, pasmepamu
9,7X6,6X8,1 cM. lpn KOHTPACTHOM YCUNEHUN AKTMBHO
HaKannMBaeT KOHTPACTHOE BELWECTBO B apTepualibHyto
$asy, U3OMHTEHCMBHO B MapeHXMme MnevyeHW B BEHO3HYIO
$azdy 1 € YaCTUYHbIM BbIBEAEHWEM B OTCPOYEHHYIO U renaTto-
cneumduryeckyto dasbl. Ha 15-i n 20-i MMH nocne KoHTpa-
CTUPOBaHUS MHTEHCMBHOCTb MapeHXMMbl cocTaBuna 2 6anna
no FLIS (Functional Liver Imaging Score) — napeHxuma
nevyeHn rUnepuHTEHCUMBHA MO OTHOLWEHWIO K MapeHxume
MOYKM, UHTEHCMBHOCTb BOPOTHOM BEHbI U MAPEHXUMbl —
2 6anna, KOHTpacTupoBaHWe NpoTokoB — 2 6anna no FLIS.
BHyTpH- 1 BHENEYEHOYHbIE MPOTOKM HE paclMpeHbl. Xonenox
anameTpom 5 MM. HKenyHbIM ny3bipb pacrnofioKeH 06bIYHO,
C Hanu4ymem nepernba B LIEMKe, NOMNEpPeYyHbIM pa3Mepom
2,5 CM, CTEHKM He YTONLLEHbI, COLEPKUMOE HEOJHOPOAHOE.

3aknoyeHne: MP-KapTvHa o6bemMHOro obpasoBaHus
B S,/\ Ne4yeHn (apeHoma?), cnagK B Xen4HoM ny3blpe, Kou-
yecTBeHHas numMdageHonatMs B NapakoIUMTUYECKOW KeT-
YyaTke cnpasa 40 10 MM, NpU3HaKKW HOPManbHOW GYHKLMK
neyexu no FLIS 6 6annos (Hopma no FLIS — go 6).

MauneHTy npoBeAeHa pe3eKuus NeBOW A0SM MNeyvyeHu
C NNACTUKOW YyCTbSl N€BOM MNEYEHOYHON BEHbl B KOHLUE HOS-
6ps 2019 r. YaaneHHbIM MaTepuan HanpaBfiEH Ha MCTOJO-
rmyeckoe uccnegosaHue. MNpu NaTorncToNorMyeckom mcene-
[OBaHWW OBHapyXeHo, 4YTO Yy3en OrnyxoNiu nevyeHun UMmeeT
CTPOEHWE renaToLeNioNAPHON KapLMHOMbI, KIETKU KOTO-
pPOM C XOPOLIO Pa3BUTOM 303MHODUILHOW LIUTOMNa3MOw,
f4pa Kpyrble, KPyrnHble, yBEIMYEHDbI B pasmepax, MecTamu
C HEPE3KO BbIpaXKeHHOU runepxpomuen. Onyxonb Gopmupy-
€T TyOynspHble ¥ MCeBA0aNbBEONSPHbIE CTPYKTYPbl CpeaHero
M KpynHOro pasmepa. 3aknyenue: «fenatouennonspHas
KapumHoma ICD-0O code 8170/3, cteneHb anddepeHUnpoB-
ku Il (no Edmondson and Steiner), pT3 pNx».

Mocne xmMpypruyeckoro neveHuns nposoamnock Y3U opra-
HOB OpIOLWHON MOJIOCTU: PEMHAHT MEYEHU WMMEET YETKMe
POBHblE KOHTYPbl, HECKOJIbKO MOBbIWEHHYID 3XOreHHOCTb,
ero pasmepsbl coctaBnatoT 13,5X16,3%X13,8 cm. Bece cocyabl
neyvyeHn NPoXoanMbl. BHYTpMNEeYeHOUYHbIE KeNYHble MPOTOKM
He paclumpeHbl. OKOM0 paHEBOW NOBEPXHOCTU NEYEeHU CKOn-
JIEHUS KUAKOCTU HeT. Cene3eHKa yBenuyeHa B pa3mepax
[0 13,5X5,6 cm (He6osblLLOE yBENTMYEHHME).

lMocneonepauUnoHHbIM Nepuof nNpoTeKan 6e3 oCnoXKHe-
HWUW. Yepes 2 Hep pebeHoK 6bin HanpasneH B HMUL, oHKono-
run um. H.H. bnoxuHa (r. MockBa). o gaHHbIM nabopatop-
HbIX UCCNefOoBaHWI, YPOBEHb aHTUreHa afleHOreHHbIX paKkoB
Ca 19-9 B KpoBwM 6b11 paBeH 13,39 Ea/mn (Hopma < 37),
coAepaHne paKoBOro aM6puoHanbHOro aHTureHa (P3A)
B KPOBW — TKaHEBOro MapKepa OHKONOrM4yeckunx 3abonesa-
HUA — 1,9 Hr/mn (Hopma < 5,0). B 6uoxmmmyeckom aHanuse
KpoBKW — nosbllleHne aktueHocTv ACT po 65,5 ME/n (Hopma
4-37)n ANNIT — po 185 ME/n (Hopma 4-40).

Pesynbratbl KOHTpoONibHOro Y3W opraHoB O6proWHON
NnosioCTM He BbIABUAM MNMPU3HAKOB OMyX0JIeBOro npoLlec-
ca B neyeHn. C UeNbl0 WUCKIIOYEHUS MeTacTa3nmpoBaHua
npoeegeHa KOMMblOTEPHasE ToMorpadua opraHoB rpyaHoOM
KNETKW: 04aroBblX U UHOWUNLTPATUBHbLIX U3MEHEHUI B ner-
KMX W nneBpe He BbigBAeHO. Mo gaHHbIM MPT opraHoB
OpPIOWHOW NONOCTU B AMHAMUKe (Ha 6-e cyT rocnutanunaa-
LlMK): COCTOSIHWE nocne onepauvm — pe3eKkuuu NeBon Aonu
NevyeHn ¢ NIacTUKOW NeBOoM NeYeHOYHOW BeHbl. B 6ptoliHom
noJIoCTM U 3a0pPIOWKMHHOM MPOCTPAHCTBE NaTONOMMYECKUe
06beMHble 06pa30BaHUs He BbisiBeHbI. [10 Kpato pe3eKkunu
nevyeHun onpeaenatoTcs aptedakTbl OT WOBHOrO Martepu-
ana. Ha atom ¢doHe natonormyeckMe o6beEMHblE 06pa30-

BaHWS He onpegenstoTcd. lNapeHxnma ocTaBlUENCS 4acTu
neyeHn ogHopogHas, 6e3 o4aroBbix 06pazoBaHui. [pwu
BHYTPMBEHHOM KOHTPACTMPOBAHUKN Y4aCTKM NaToN0rM4yecKo-
ro HaKoOMJIeHUS KOHTPACTHOro npenapaTta He onpeaensior-
cs. BHyTpMneyeHo4YHble NPOTOKM M COCYAbl HE PaCLUMPEHbI.
HenyHbln ny3bipb HaMOMHEH OAHOPOAHLIM COAEPKMMbIM,
CTEHKM He yTosnuleHbl. B obnacty BOpPOT MeyvyeHu Mo xomdy
BOPOTHOM BeHbl onpegensierca rpynna AMMmbaTUY4ecKux
y3n0B (?/nepunopTanbHbii Grnbpo3?). OnpeaensioTcs MHo-
YECTBEHHble Me3eHTepuanbHble NTMMmdaTUYecKme y3bl pas-
Mepamu 1o 1,4X0,7 cm (BO GpOHTaNbHOM NPOEKLUUN).

3aknwyeHne: MP-npusHaku peumanBa 3abosieBaHMSA
He BbISIBIEHbI.

Mocne 3aBeplweHnsa 06CcnefoBaHUS U le4eHUs nauueHT
Obll BbiMWCaH B CTabWNbHOM COCTOSIHMM nNoAa Habnwge-
HWEe y4acTKOBOro neguartpa, AETCKOro OHKOMora, reHeTuKa
Nno MECTY XXWUTENbCTBA.

MpuHMMass BO BHWMaHWE HaNWyMe OTATOLLEHHOIO
CEMEeNHOro aHaMHe3a Mo Kjiaccuyeckon dopme cemen-
HOro afeHOMaTo3HOro MoAMMNo3a TONICTOM KULIKKM, Yy Nauu-
eHTa 6blnn uccnegoBaHbl (HOs6pb 2019 r.) Koaupytoume
3K30Hbl reHa APC (RefSeq_NM_000038). O6HapyxeH
BapuaHT HyKneoTuaHOM nocnegoBatenbHocTM p.GIN1062X
(c.3183_3187delACAAA), KoTopblM noaTBeEpPAMN Hacnen-
CTBEHHbIN XapaKTep ageHoMaTo3HOro nonaunosa. B cBs3u
C 9TUM B MeAMKO-CaHWTapHOM YacTu MO MECTY XKMUTenb-
cTBa ObliM NpoBeAeHbl 3HAOCKOMUYECKUE WUCCNeaoBaHus.
Mo faHHbIM KOMIOHOCKOMMK, BbINONHEHHOM B siHBape 2020 r.,
BO BCEX OTfeNlax TONCTON KUIIKKU OBHapPYHKeHbl MHOXECTBEH-
Hbl€ MOMUMbI Ha WMPOKOM OCHOBaHWK, pasmepamu 10 0,3 cm
B AMaMeTpe € 4YacToTon Ao 3—5 nonMnoB Ha raycrpy.

3aKto4eHne: IHAOCKONMUYECKME NMPU3HAKU XPOHUYECKO-
ro Kofita B CTaiM PEMUCCHUM, TOTaNbHbIM NOAMMNO3 TONCTOM
KULLKHN.

Toraa e npu duGpOracTpoayoleHOCKONUMU OTMEeYeHa
HEefoCTaTOYHOCTb GYHKLMU KapanuanbHOro *oma.

3aknyeHune: ractpoasodareanbHaa pedsitokcHaa 60-
Ne3Hb, OCTPbIA 3PO3MBHbLIA 330darvT, 3HLOCKOMUYECKME
NPU3HaKMW XPOHWYECKOro racTtpuTa B cTagMm 060CTpeHus,
XpOHWYecKas A3Ba XefyaKa B CTaann KpacHoro pybéua.

B o6nactu Tena enyaka 3aperMcTpupoBaHbl MHOXECT-
BEHHblEe MOMMNOBUAHbIE 06pa30BaHMs Ha WMPOKOM OCHOBa-
HUM — MOMMMNO3 XKenyaka. XpoHuyecKkas A3Ba ABeHajuaTy-
NEPCTHOM KWULWKKU B CTagnn 060CTPEHUS.

KnuHuyeckui guarHos

[enaTouennonsapHbin pak, ctagua T3, Nx, MO [natorucTo-
normyeckas xapakrepucTtunka: ICD-O code 8170/3, cTeneHb
anddepeHumpoBKu Il (mo cucteme Edmonson and Steiner)],
pT3, pNx.

CeMelHbIA afeHOMaTO3HblA MOMUMNO3 TONICTON KULIKK,
Knaccuyeckas Gopma.

MporHo3s

YuntbiBas obpasoBaHMe renaTouentioNgpHOn Kapuu-
HOMbl Ha ¢OHe pa3BMBLUEroCs reHeTUYECKU MNOATBEPIK-
[lEHHOro CEeMENHOro ajgeHOMaTo3HOro nonvno3a TOJNICTOM
KWULWKK, UMEETCSH PUCK ManurHmuaaumu nonunos. He uncknto-
yeHo dopmupoBaHue apyrux ¢GopM HOBOOGPa30BaHWM,
KIMHWYECKM MPOSIBASOWMXCA TMNepTpoduern MUrMEeHTHOro
anutenusa cetyatkm (B 70—-80% cnyyaeB), nanuiisgpHbiM
paKkoM LWMToBUAHOW enedbl (1-12%), anuaepMounaHbiMu
knctamn (50%), onyxonamu ronoBHoro mosra (1%), octeo-
mamu (50-90%), renatobnactomamu (1%), AECMOWULHBLIMU
onyxonaMu B fto6on 4vactu Tena (10-15%), ageHomamu



Haanoye4yHukoB (7-13%) [20]. MMEHHO NO3TOMYy C Lenbio
paHHENW OMArHOCTUKM BO3MOMHbIX OCJIOXHEHWW, KOHTPO-
NS AMHAMUKXM OCHOBHOro 3ab0/eBaHUA PEKOMEHI0BaHbI
OCMOTpPbI CMELMUANUCTOB: Neanartpa, OHKoJora, racTpoaHTe-
ponora, odTanbMonora, 3HAOKPUHOMOra, reHeTuKa B nep-
Bble 2 roga ¢ NepuoauYyHOCTbiO Kaxable 3—6 Mec, ganee
1 pa3 B 12 mec. TakKe nokasaHbl Y3 opraHoB GptoLLIHOM
MosIoCTU U WUTOBUAHON Kene3bl, KOJIOHOCKOMNUSA U ractpo-
ayopeHockonus, KT unu MPT opraHoB GpIOWHOM MONOCTH
C BHYTPMBEHHbIM KOHTpacTupoBaHuem, MPT rofoBHOro Mos-
ra — Kaxable 6-12 mec. OnpeneneHne OHKOMapPKEPOB
Ca 19-9, 1A, P3A n A®I B AMHaMUKe, TOPMOHOB LLIMTOBU.-
How xenesbl 1 TTI, npoBeaeHne BUOXMMUYECKOro Uccneno-
BaHUSA KPOBW 41 OLLEHKM DYHKUMKW neveHn u nodvek (AJT,
ACT, 6unupybuH o6lmMin n NpaMon, LenoyHas docdaTta-
3a, y-rMTaMunTpaHcnentTnaasa, o6wWwmn 6enokK, anbobyMuH,
MOYEeBMHa, KpeaTuHWH, Koarynorpamma B coctaBe MHO,
AYTB, dubpurHOreH, NPOTPOMOMH Mo KBUKY), KIMHUYECKOTO
aHanmM3a KpoBKU U MOYM — Karkable 6-12 mec.

BpemeHHas wkana
XpoHonorus pasBuTUS GONE3HW, KIOYEBbIE COOLITUA
W NPOrHO3 A/19 nauueHTa . npeacTaBfieHbl Ha puc. 2.

OBCYXAEHUE

M3 onucaHHbIX paHee nauneHToB C KoMOUHauuen ce-
MENHOro aleHOMaTO3HOro Nonno3a M renatoueoNapHON
KapuuMHOMbl NWWb B OTHOWEHWW [ABYX C/ly4aeB W3BECTHbI
pe3ynbTaTbl FEHETMYECKOr0o UccneaoBaHus. B o6oux cnydasx
Oblnn BbiiBNEHbl MyTaumu B reHe APC: B OAHOM Cllydae Mex-
oy kogoHamu 1099-1693, B agpyrom — B KogoHe 208 [18].
MocneaHWn LEMOHCTPUPYET UCTOPUIO pebeHKa C yCTaHOB-
NIEHHbIM AMArHO30M CEMEWHOro aeHOMaTO3HOro NoanMnosa
TONCTOM KULWKK B Bo3pacTe 15 net. Cnycta 10 neT ero gunar-
HO3 TpaHchOpPMUpPOBaH B CUHAPOM [apAaHepa, BKIOYAIOLLMA
accoumaumio NoaumnoB Kenyao4yHO-KULWEYHOro TpaKTa ¢ Jec-
MOUWAHBIMW ONYX0NSIMU, OCTEOMaMM SIMLIEBbIX KOCTEN, a TaK-
e C KOXHbIMU drbpomamu. B cBsi3M ¢ HeornepabebHOCTbIO
[lecMounaHbIX onyxonen 60/1bHOMY B TeYeHWe roga NpoBOAU-
JIUCb KypCbl XMMUOTEPANUKU, CHavyana TaMOKCUDEHOM, 3aTeM
METOTpeKcaToM W BMHGAACTMHOM. O6uias MNpPOoAO/IKUTENb-
HOCTb cocTaBuna okono 12 mec. lNocne nevyeHus pocT aec-
MOUWAHbIX OMyxofen cTabunndupoBasncsa, U XumuoTepanus
6blna npekpaleHa. OaHako vepes 3 roga 6bi10 06HAPYKEHO
HOBOOGpa3oBaHWe B NeveHn pasmepom 5,8X4,4 cm. Nocne

ornepaTtMBHOrO BMellaTe/lbCTBa M NaTOrMCTONOMMYECKOro
uccnefoBaHWa NOATBEPXAEH AuMarHo3 renatouenntonsap-
HOW KapuuHOoMbl. C cornacums nauueHTa MpPoBEAEHO reHe-
TUYECKOE WccnefoBaHMe OMyxofiv, pPe3ynbTaToM KOTOpOoro
cTano BbigiBAeHWe 6uannenbHonM MHaKTMBaLuMKM reHa APC,
4YTO MOXET Cnoco6CTBOBaTb Pa3BUTUIO renaTouennonsap-
HOW KapLUMHOMbI y NaumMeHTa C CeMENHbIM aleHOMaTO3HbIM
nonuno3oM. B kogoHe 208 reHa APC vaeHTUOUUMPOBAHbI
W3MEHEeHUs 3apofbllleBON IMHWK, @ caMa ONyXxoib Coaep-
ana AOMNONHUTENbHBIN COMATUYECKMIM NaTOreHHbIN BapuaHT
B KOJloHe 568. 3a0poBas TKaHb NeYeHN NOAOOHbIX U3MEHE-
HUW He umena [21].

CemMenHbIn ageHOMATO3HbIM MOANMO3 TONCTOM KULIKK
MOXET co4yeTaTbCd C PSAAOM HacleACTBEHHbIX CMHAPOMOB.
Cpean HUX ONMCaHHbIV Bbile cUHAPOM lapaHepa. CuHApPOM
TypkoTa (rMMomanonuno3Hbli CUHAPOM) — GOpMUpPOBaHUE
MHOXECTBEHHbIX alEHOM TOJICTOM KULIKKM B COYETAHUU C OnNy-
XO/blO TOMIOBHOrO Mo3ra, Kotopas B 80% cnydyaeB sBNseTCs
Meaynno61acToMon U npeglecTsyeT BO3HUKHOBEHUIO MOJIU-
NnoB, BCTPeYasiCb yXe B paHHeM Bo3pacte. [pu cuHapome
Mentua—Erepca Ha BCEM MPOTAXKEHUU HKeNyAOYHO-KMULIEY-
HOro TPaKTa PErncTpUpPyOT aAeHOMaTO3HbIN U raMapTOMHbIN
NosiMNo3 ¢ NUrMeHTaunen Cam3ncTbix 060n04eK. TaKkKe BO3-
MOXHbl accoumaLmm CeMernHoro ageHoMaTo3HOro noaunno3sa
TOJICTOM KWILUKKM C BPOXKAEHHOW runepTpoPpuen MNUrMeHT-
HOrO 3NUTENNs ceT4aTKK, C AOOPOKaYeCTBEHHbIMWU Y3/1laMu
B LWMTOBWUAHON ene3e U pakoM LIMTOBUAHOM xenesbl [12].
PyKoBoACTBO MO CeMENHOMY aAeHOMaTO3HOMY MOMMNO3Y
(ABCTpanusa) COAEPKWUT MOATBEPHKAEHWE BbICOKOINO pUCKa
pPa3BUTUSA BHETOJICTOKULLIEYHbIX ManaurHusauum, BKIOYa-
IOLLMX 3/10KaYeCTBEHHbIE HOBOOOGPA30BaHUSA [ABeHaALaTu-
NepCTHOW KULUKK, rOSIOBHOMO MO3ra, LWWTOBUAHOW Xenesbl
W neyeHu (renatobnacTombl), a TaKKe BO3MOXHOCTb 06pa-
30BaHUA JECMOUIHbIX onyxonien [22].

Takum 06pasom, KAMHWUMCTAM cregyeT NOMHUTb 06
aKTya/lbHOCTU pPUCKa pa3BUTUS OMyXosen neyeHn — renato-
61aCcTOMbl WK renaToLesItoNAPHOro paka — Yy NnauneHToB
C CeEMENHbIM aleHOMaTo3HbIM MOSIMNO30M U WX POACTBEH-
HWKOB. [lpyM 3TOM 3N0KayecTBEHHOE HOBOOGpPa30BaHWe
MOXET BO3HUKHYTb paHbLle nonunos [12]. NogobHblie ciyvan
onucaHbl 1 paHee. Tak, Hanpumep, B.L. Shneider n coaBT.
B 1992 r. onucanu MHOXXECTBEHHbIE NOMNUMbl TONCTOM KULLKK
y nayueHTa B Bo3pacte 8 NeT nocsje nepeHeceHHon TpaHce-
niaHTaLmm nevyeHu no noBoLy HeonepabesibHOW renaTobna-
cTombl [23]. B 1987 r. F.P. Li n coaBT. paccka3anu o pebeHKe

Puc. 2. MauymneHT I, 16 neT: XpoOHONOrnsa pa3Butus 60/1e3HU, KtoYeBble COObITUS

Fig. 2. Patient G, 16 years: timeline of the disease course, key events

O6HapyxeHue
naTos0rM4ecKoro Pezekuus nesow Matonoro-
oyara 60onbLInX [IONV NeYeHn rucTonornyeckoe
pasmMepoB B fIeBOM C NAacTUKoM nccnenoBaHue:
[10/1€ NEYEHMU. yCTbsi NEBOM renaTo-
ATUNUYHas nevyeHo4HOW uenntonspHas
remMaHrunoma? BEHbI KapuuHoma
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KapuuHoma,
CONUAHBIN BapuaHT
CTpoeHus, 2 CT.
3/10Ka4€CTBEHHOCTH.
Knaccuyeckas
dopma cemenHoro
aleHOMaTO3HOro
nonunosa
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

C AMarHoCTMpoBaHHOM renato6a1acTOMON, y KOTOPOro B BO3-
pacte 7 net HabflO4anUMCb afeHOMaTO3Hble MOUMbl TONICTOM
KULIKK [24]. B ogHOM M3 cTaTel COTPYAHUKOB MEAULIMHCKOro
LeHTpa TexacCKoro yHMBepcHUTETa OMMCaHbl ClydYaun, CXOXne
C OnncaHHbIM Hamu. MNepBbin — 15-neTHAS AeBOoYKa, Y KOTo-
por AMarHo3 renaTtoLeItoNsgpHON KapuMHOMbI NpeaLecT-
BOBaJl MOCTaHOBKEe cuHApoMa [apaHepa noyty Ha 2 roga.
Btopoh — manbyuK 9,5 neT, y KOTOpPOro Kiaccuyeckast
renaTouenongpHas KapuuHoma 6blna AuMarHocTMpoBaHa
Ha poHe ceMenHOro ageHoMaTo3Horo noaunosa [25].

[MprumMeyaTenbHO, YTO Yy ONMMCAaHHOro HamMu pebeHKa ypo-
BeHb ADI1 B KPOBM KaK [10, TaK M NOC/E XUPYPruyeckoro Bme-
lwaTenbCTBa octaBasca B npefenax pedepeHCHbIX 3Hade-
HuM. CornacHo MpaKTUYeCKUM pekomeHaaumsm BcemupHon
racTpPO3HTEPONIOTMYECKOM OpraHuM3aunn, oTpuLLaTeNbHbIN
peadynbtat aHanusa APl He UCKIOYaeT Hanuyue renato-
LeNIIoNAPHON KapuuHOMbI, NocKonbKy Ao 40% onyxonew
He NpoAyLMpPYIOT AaHHbIM 6enoK [26].

3AK/TIOYEHUE

[enatouennionapHas KapuuvHomMa npefctaBnser cobomn
3/10Ka4YEeCTBEHHYIO OMyX0/lb, PEAKO BCTPEYaloLLyocs B neau-
aTpMYECKON NpaKTUKe, a ee KOMOGMHaUUSA C CEMENHbBIM aje-
HOMAaTO3HbIM MOIMNO30M TOJICTOM KULIKK M BOBCE HACUUTLI-
BaeT eAnMHWYHble ClydYan. B npeacTaBneHHOM KIMHUYECKOM
HabnoAEHNN, BONPEKM TOMY HTO O HacneacTBEHHOM 3aborne-
BaHMU B CEMbE OblN0 M3BECTHO 3a HECKOJIbKO NIET A0 06Ha-
PYXEHUS TrenaTouentofiIipHOM KapuMHOMbI Y MOAPOCTKa,
MOMEHT paHHEeN AMArHOCTMKM KaK OHKOSIOrMyeckoro 3a6o-
fleBaHus, TaK U MOAMMNO3a TONCTON KULLIKKU, KOTOPbLIA HOCKA
y)Ke ToTallbHblM XapakTep, 6bi1 ynyuweH. B cBsa3u ¢ 3aTum
NPaKTUKYIOWMM Bpayam cnefyeT NOMHUTb O COYEeTaHHOWM
natonorun. Heobxoanumo yaensitb 605ee npuctanbHoe BHU-
MaHWe AaHHbIM HacneacTBEHHOro aHamMHe3a M CBOEBPEMEH-
HO MPOBOAWTb FEHETUYECKUE WCCNIEAOBaHUS BCEX KPOBHbIX
POACTBEHHUKOB B MOAOGHbLIX CEMbSIX.
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