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AHHOTALUA

BBenenue. AnpenokoptukanbHas kapumHomMa (AKK) — penkas sHAOKpHHHAS
3JIOKQYECTBEHHAS OITyXOJIb HAIIOYEYHUKOB, XAPAKTEPU3YIOIIAsCA MO3IHUM CPOKOM
BBISIBJICHUS U BeCbMa HEOJAronpUsATHBIM MPOTHO30M. Y psia JeTell KIMHUYECKUe
IIPU3HAKHA BKIIIOYAKOT BUPWIM3ALMIO, CBA3aHHYIO C OIYXOJIEBOM T'HMIEPIPONYyKIUEH
anapore”HoB. AKK penko BcTpedaeTcst B IeIUAaTPUUECKOM MONMYJIALMY U Yallle BCEro
aCCOLIMUPOBAHA C CUHIPOMAMU IIPEAPACIIOIONKEHHOCTH K OIIyXOJIEBBIM HEOIUIa3HsIM,
B 4yacTHoctd, ¢ cunapomoMm Jlu-Opaymenu (CJID). Omnucana cBs3b pa3BUTHS
JAHHOTO cuHApoma ¢ Myrtauueil reHa TP53 nHa xpomocome 17pl3.1. IlamuenTs! ¢
ATUM CHHJPOMOM NPEACTABISAIOT BBICOKMM PUCK Pa3BUTUS OJAHOW WIJIM HECKOJBKHUX
OMyXOJeN pa3nuuHblx Jokanm3auui. Lleab wuccienoBaHusi — MPEICTaBUTh
KOMIUIEKCHBIA TOJAXOJ K ONPENEIICHUIO TEPANEBTUYECKOW TAKTUKHA NPU CHUHIPOME
TUIIEPAaHAPOTreHNH Y JE€TEl HAa MPUMEPE PEIKOro KIMHUYECKOTO ciydas. Marepuan
U MeToabl. [logpoOHO onucaH KIMHUYECKUH Cllydaill TMIEepaHIpOreHUuU Yy JEBOUYKU
MJIQJIIEro BO3pacTa. B pe3ynpTaTe KOMIUIEKCHOTO MOAXO0Ja, C MOCIEA0BATEIbHBIM
IIPUMEHEHUEM COBPEMEHHBIX METOJOB JWAarHOCTUKM M JICYEHHUs, YAAJIOCH
JAArHOCTUPOBATh PEIKUNA TE€HETHYECKUuU CHHAPOM. Pesyabrarbl. KinmHnueckuit
Cly4al WJUIIOCTPUPYET BBIABICHHBIM CUHAPOM JIn-OpaymeHu, mpeacTaBiICHHbIN
APEHOKOPTUKAIBHBIM DPAKOM C HW30JIMPOBAHHOW THUIEPHPOAYKLIMEN aHIPOTECHOB,
accouuMUpoBaHHbIM ¢ MyTanuedn B reHe TP53. BeiBoabl. IlpencraBieHHbI
KIIMHUYECKUM Cilyyal IeMOHCTpUpyeT 3HaunmocTb MIUM kak BaxkHOro sjnemeHTa
KOMIUIEKCHOTO MOAX0/1a K JUArHOCTUKE PeaKUX (OPM OMyXOJU KOPbI HAAMOYEUHUKA
B JETCKOM Bo3pacre. JluarHoctupoBaHHas MyTauusa B TeHe TPS53, nukryer
HEOOXOIUMOCTh JTaJbHEHIIEro JUMHAMUYECKOTO HAaOIIOJEHUS MallMEeHTa Y OHKOJIOra,
TaK KaK MMEETCSA BBICOKMM PHUCK pPa3BUTUA HEOIUUIA3UM APYTUX JIOKAJU3aLUM,
XapaKTepHbIX I cuHapoMa JIn-OpaymeHu.
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Abstract

Introduction. Adrenocortical carcinoma (ACC) is a rare endocrine malignant tumor
of the adrenal glands, characterized by a late detection period and a very unfavorable
prognosis. In a number of children, clinical signs include virilization associated with
tumor androgen hyperproduction. ACC is rarely found in the pediatric population and
IS most often associated with syndromes of predisposition to tumor neoplasia, in
particular, with Li-Fraumeni syndrome (SLF). The relationship of the development of
this syndrome with a mutation of the TR53 gene on chromosome 17p13.1 is
described. Patients with this syndrome present a high risk of developing one or more
tumors of various localizations. The purpose of the study is to present a
comprehensive approach to the definition of therapeutic tactics for hyperandrogenism
syndrome in children on the example of a rare clinical case. Material and methods.
A clinical case of hyperandrogenism in a young girl is described in detail. As a result
of an integrated approach, with the consistent application of modern methods of
diagnosis and treatment, it was possible to diagnose a rare genetic syndrome. Results.
The clinical case illustrates the verified Lee-Fraumeni syndrome, represented by
adrenocortical cancer with isolated androgen hyperproduction associated with a
mutation in the TR53 gene. Conclusions. The presented clinical case demonstrates
the importance of molecular genetic as an important element of an integrated
approach to the diagnosis of rare forms of adrenal cortex tumors in childhood. The
diagnosed mutation in the TR53 gene dictates the need for further dynamic
observation of the patient by an oncologist, since there is a high risk of developing
neoplasias of other localizations characteristic of the Li-Fraumeni syndrome.
Keywords: hyperandrogenism; heterosexual precocity; adrenocortical carcinoma; Li-
Fraumeni syndrome; TP53 gene; children.

BBEJIEHUE

AJZIpEHOKOpPTUKAJIbHASI KaplIMHOMa MPEACTaBIseT cO00il peaKoe arpecCUBHOE
HOBOOOpa30BaHUE, HCXOMSIIEe U3 KOPbl HAANOYEHYHHKOB, MOpaXKarollee BCe
BO3pacTHbIe rpynibl. ['ogoBas 3a0051€Ba€MOCTh B MUPE CPEU B3POCIIOTO HACEJICHUS
coctaByisier 1-2 Ha 1 MutH., B TO Bpems Kak y aeteit 1o 15 mer — 0,3 va 1 miH. B rof (B
neauaTpuyeckor nomyssuu — 0,2% Bcex pakos) [1,2]. AKK umeer dumonansHoe
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BO3pPACTHOE pacIpe/ielieHe ¢ MUKOM 3a00JIeBa€MOCTH B paHHEM JETCTBE M Ha
YETBEPTOM-IIATOM JICCATHUICTHH >KH3HH, >KCHINMHBI Oojetor wdamie (55-60%),
COOTHOIICHHE >KCHIIUHBI/MYXYHHBI cocTaBisieT 2,5:1 [3,4]. B o0mieit cioxHOCTH,
80-90% cnydaeB omyxo0Jid KOPbl HAATIOYECYHUKOB SBJISIOTCS TOPMOH-aKTUBHBIMH [1].
VY GonprmmHcTBa neter (50-84%) kimMHMYECKHE MPU3HAKU TOPMOHAITBHO-AKTHBHOM
OMyXOJIM BKJIIOYAKOT BUPWIM3ALUIO (MPEXKIAECBPEMEHHOE OBOJIOCEHHE JIOOKa,
YCKOPEHHBI POCT U HECOOTBETCTBHME KOCTHOTO BO3pacTa MaclopTHOMY, (amio- u
KJIIMTOPOMETaNNsl, TAPCYTU3M U aKHE), CBA3aHHYIO C THUIEPIPOIYKIIMEH aHIPOTEHOB.
B Oonee penkux ciy4asx HaOMIOAAIOTCAd TPU3HAKK THUIEPHPOAYKIIUU JPYTUX
TOPMOHOB KOPBI HaJIIOYCUHUKA: CTEPOUIHBIX TopMOHOB (15-40%), sctporeHos (9%),
anpaoctepona (1-4%) [2].

bonpmmacTBO cnydyaeB AKK sBisitorcs criopainyeckuMH, OAHAKO OIMHUCAHO
HECKOJIbKO HACJEIACTBEHHBIX CHHAPOMOB, H3BECTHBIM KOMIIOHEHTOM KOTOPBIX
apiusierca AKP, Bximouas cuHgpom JIu-Opaymenu, cuHapom JImHYa, CUHAPOM
bekButa-Bunemana, MOHI wu cemeinblii ageHoMaTo3Heii mnonumno3 [3]. CJII®
SBJISIETCS PEJIKUM HACJIEIACTBEHHBIM CHUHAPOM C ayTOCOMHO-JIOMHHAHTHBIM THIIOM
HacienoBanus. Ha ceronHAImHUNA A€Hb M3BECTHO, YTO BA)XXHYIO POJIb B NATOIEHE3E
CJI® wurpaer ren TP53 (B ocHoBe 70-80% cimy4aeB) B CBA3M C TE€M, 4YTO OH
BOBJIEKAETCs B KAHIIEPOTEHE3 PA3JIMYHBIX BUIOB OITyXOJIeH [S].

Heab uccaenoBaHusi — NPeICTaBUTh KOMIIEKCHBIM MOAXOJ K ONPEEICHHUIO
TEpaANEeBTUYECKON TAKTUKH MPH CUHAPOME THUIIEPAHJIPOTCHUU Yy JIETE Ha IpUMeEpe
PEOKOro KIIMHUYECKOTO CyYas.

MATEPUAJ U METOJbI

[IpencraBieHo KIMHUYECKOE HAOIIO/IEHNUE MAlMeHTa C aJpEHOKOPTUKAIBLHBIM
pakoM C KIMHUYECKOW KApTUHOW CHHApPOMA THUIEPAHAPOTCHUH C J1a0OpaTOPHO-
noaTBepKAeHHOW MyTarnueir B rene TP53, coorerctByromieit CJI®D. Habmonenue,
oOcnegoBaHME M JIEYEHUE TAIMEHTa OCYUIECTBISUIOCh Ha 0aze  JIeTCKOro
SHJIOKPUHOJIOTHYECKOTO OTAEICHUS U oTAeIeHus AeTckoil oHkoyioruu Nel I'AY3 CO
«ObnacTHas aeTckasi KiuHu4Yeckas 0oiabHULa» Topoaa ExarepunOypra B 2022 rony.
OT 3aKOHHBIX MPEJICTABUTENIEH MAIlMEHTa MOJYYeHO MUCbMEHHOE HH(POPMUPOBAHHOE
corjacue Ha NMyOJUKALMIO ONMUCaHUs KIMHUYECKoro ciydas. [louck nureparypHbIX
HMCTOYHUKOB ocymiecTBisuicss B HayuHoit anektponHoit oubnuoreke eLIBRARY.RU
u uHopmarmonnoit 6aze National Library of Medicine (PubMed.gov).

PE3YJIBTATBI

JleBouka, 1 rom u 2 mecsia BOEpBbIE OblJIa MPOKOHCYJILTUPOBAHA JETCKUM
sugokpuHoioroM B 'AY3 CO «Ob6macTHas neTckas KIMHNYecKas 00JbHUIIAY ropoja
ExarepunOypra B centsiope 2022 roma. Pomgurtenu oTmedanu, 9ro B TEUCHHE
HECKOJIbKO MECSIEB TMOSBWINCH XKaloObl Ha: runeprpoduto kimuropa (mait 2022
rojia), yrpeByIo ChIlb Ha JIUIIE, TIOJIOBOE OBOJIOCEHHE Ha OOJIBIIUX TMOJIOBBIX T'y0ax
(aBryct 2022 roga). KnuHuueckue CUMOTOMBI CTPEMUTENIBHO MporpeccupoBaiu. Co
CJIOB pOAMTENIEW — TEHEaJOrMYeCKMid aHaMHEe3 Ha TMPeAMET OHKOJIOIMYECKUX
3a00JIeBaHUII HE OTATOIIEH, OWOJOTMYECKHii aHamMHE3 0e3 O0COOCHHOCTEH.
OOBEKTUBHO TP NOCTYIJIEHUU B OTAEJICHHUE: HAa KOXKe JIOOHOU 00J1acTh, HOCA, IIEK —
NPOSIBJIEHUST KOXHBIX BBICBIIAHWNA 1O THUIY «IOHOIIECKUX yIpei», aKHe.
CamouyBcTBue He cTpanaet. [Tonosoe pazsutue: Tannep 2 (Ax 1 Pb 2 Ma 1 Me abs).
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VYBenauuenue kiauropa g0 3 cr. mo Ilpamepy (Puc. 1). SDS pocra + 2,2. Ilo
pe3yibTaTaM pPEHTreHOrpaduu KHCTEW: KOCTHBIM BO3PAacT COOTBETCTBYET 2,5-3
rogam. Jlabopatopuo: JII' 0,07 MME/Mn (PU <0,33), tectoctepon 4,370 HMOIB/T
(BITPU 2,151), 17-OH-niporectepon 8,07 amonw/n (PU 0,1 — 4,0 amons/n), AT DA-
cynmbar 35,4 mxmons/n (BITPU 4,00), xoptuzon 300,7 amons/n (PU 200-650
HMOJIB/II).

Puc. 1. ®eHoTHNIMYECKHE IPOSABICHUS CHHIPOMA TUIIEPAHAPOT€HUH: TIOJIOBOE
OBOJIOCEHHE Ha OOJBIINX MOJIOBBIX T'y0ax, runeptpodus kauropa (3 ct. o [lpanepy)

Jns  yTOYHEHHS TOPMOHAJIBHOM AaKTUBHOCTH OITYXOJHM OBLI TPOBEICH
MOAABIIAIONIMN TecT ¢ 1 Mr aekcamera3oHa: TectoctepoH 4,16 Hmonw/n, HI'DA-
cynbdar 20,9 MxMonw/1, koptu3zon 69,17 umons/1, 17-OH-tiporectepon 5,9 HMOJIB/ 1.
OtcyTcTBHE TIOAABJICHUS AaHAPOTeHOB Ha (H)OHE CHIDKCHHUS YPOBHS KOPTH30JIa,
yKa3bIBa€T HA M30JMPOBAHHYIO OIYXOJEBYIO THIIEPIPOIYKIIUIO MOJIOBBIX TOPMOHOB.
[Ipu MPT 3a0prolIMHHOTO MPOCTPAHCTBA C BHYTPUBEHHBIM KOHTPACTHPOBAHUEM:
ompenesieTCsl MPEUMYIIIECTBEHHO COJIMIHOE O00pa3oBaHUE, UCXOJSIIEE U3 JIEBOTO
HaJIMOYEYHUKA, HEMPABWIBHOW OBaJIbHOW ()OPMBI, C HEPOBHBIM, YETKUM KOHTYPOM,
pasmepamu 37x39x46 MM ¢ HEpaBHOMEPHBIM HAKOIUICHUEM KOHTPACTHOI'O BELIESCTBA
(Puc. 2).

Puc. 2. MPT 3a0prommHHOTO MPOCTPAHCTBA C BHYTPUBEHHBIM
KOHTPaCTUPOBAHHMEM: CTPEIKAMH YKa3aHO 00pa3oBaHue, UCXOJISIIECE U3 JIEBOTO
HAJNOYCeYHUKA. A — akcuanbHas npoeknus; b — dpoHTansHas mpoexius; B —
CaruTTajbHas IPOCKIIUSL.

B oktabpe 2022 mnpoBemeHO oOmepaTUBHOE JICUCHHE: BEPXHE-CpeAuHHAas

JanapoToMus, aipeHaIdKTomMus cieBa. Onepanronnbiii matepuan (Puc. 3) ObL1 B3AT
Ha TUCTOJIOTUYECKOE UCCIIEI0BAHUE.

2432



Puc. 3. OnepaninoHHbIi MaTepua: HAAMOYEYHUK C OMMYXOJIbIO

Nmvmynorucroxumudeckoe (MI'X) wmccnemoBanue (HOsOpp 2022): HWHIEKC
npoaudepatuBHO akTUBHOCTH — Ki67 HepaBHOMEpHBIM, OTMEYAIOTCS OdYard 0
10%. 3axnrodueHue: THUCTOJOTHMYECKass KapTHHA W WMMYHO(DEHOTHI OIMyXOJH
HAAMOYEUYHNUKA COOTBETCTBYIOT aJICHOKAPTHKAIbHON KapIIMHOME HAAMOYeYHHKa, low
grade. [IpuHrMast BO BHUMaHUE pa3BUTHE y MAlMEHTAa B JIETCKOM BO3PacTe PEIKOTO
BUJAa 3J0KAUYECTBEHHOW OIyXOJM C OBICTPO MPOTpeCcCUPYIOIEH KIMHUYECKOU
CUMITOMAaTUKOM, ObUIO PEKOMEHJOBAHO IPOBEIECHUE MOJIEKYJISIPHO-TEHETUYECKOTO
uccnenoBanus (MI'N) rena TPS53. IIpu uccnenoBanuu JJHK, BeiAeneHHON U3 cpe30B
C mnapauHOBBIX OJIOKOB OIyXOJM C HCIIOJIB30BAHUEM OIPEAEICHUS MYTalluu
METOJIOM CEKBEHHUPOBAHMUS HOBOrO TOKoJeHus (nekaOpp 2022): oOHapyXeH
NATOTEHHBIN TeHeTH4yeckui Bapuant B reHe TP53 c¢.374C> G (p.T125R). Hus
nocToBepHON AU PEPEHITUMPOBKH COMATUYECKUX U TE€PMUHAIBHBIX BApUAHTOB OBLIO
PEKOMEHJIOBAaHO HCCIIEIOBAHHE HEONXYJOBEro wmarepuana nanueHta. MIU
JEUKOLUMTOB, BBIJICJIEHHBIX W3 BEHO3HOM KpoBU (¢eBpans 2023): oOHapyXeH
MATOTCHHBIA TeHeTWYeCKud Bapuant B reHe TP53 ¢.374C> G (p.T125R).
Omnpenenenre MyTalMOHHBIX M3MeHeHnid TPS53 B 0o0oux HcciieqyemMbIx Marepuanax
YKa3bIBaET HA T€PMUHAIBHBIA XapaKTep TaHHOTO U3MEHEHUS.

OBCYXJIEHUE

Ha cerogHsmHuii neHb, COrJIacHO KIMHUYECKHM PEKOMEHIALMSAM MO PaAKY
kopsl Hagnoueunuka, AKK BkitoueHa B nepeuenb opdanHbix 3a0oneBanuii B PO [4].
XO0Ts pacpOCTPaHEHHOCTh aAPEHOKOPTUKAIIBHON KAPLMHOMBI Y JIETEN YPE3BbIYaHO
HU3Ka, KIMHUYECKHM BA)XHO IMArHOCTHPOBATH €€ HA PaHHEW CTaauu, MOCKOJbKY
BO3pacT U CTaJusl OMyXOJH SIBISAIOTCS (DAaKTOpaMH, TECHO CBS3aHHBIMHU C IPOTHO30M
3aboneBanus [6]. [To qaHHBIM JUTEpaATYypHI, Y AeTel TopMOHaIbHas akTUBHOCTh AKK
BBIABJISIETCS 4Yallle, YEM y B3pOCHbIX M cocraBiseT 87-95%, mportuB 60% y mun
crapuie 18 ner. B perckoil momynsiuuu OOJBIIMHCTBO OIyXOJIEH HM30JMPOBAHHO
CeKpeTHpyeT KopTru30a (55%) wim aHaporeHsl B KomOMHANuU ¢ koptuzoiom (30%).
Jpyrue BapuaHThl TOPMOHAJIBHOM AKTUBHOCTHU B JIAHHOW BO3PAaCTHOM TPYIIIE, KaK B
CIydae MpeACTaBICHHOW HAMU MAlMEHTKU, MOKHO CUYUTATh Ka3yUCTUYECKUMH [4].

MI'1 mo3BoyisieT paclIMpUTh JAUATHOCTUYECKHE BO3MOYKHOCTH B IUIAHE
onpeaereHus] TAKTUKY HAaOII0JIeHUSI B TOCJICONEPALIMIOHHOM MEPUOJIE 32 MALMEHTAMU
¢ AKK. N3ydenme accoumanuu aapeHOKOpTUKaibHOro paka ¢ CJI® 3aHumaer
BAXHOE MECTO B TMOHMMAaHHWHM TIATOTE€HE3a JCTCKUX PAaKOBBIX 3a00JIEBAHMM, YTO
MoKa3alu HelaBHUE ucclienoBanus o cekBenupoBanuto JJHK. Tak, 50% nereit ¢
AKK wuMmeroT repMuHaibHyr0 MyTauuro reHa [P53, yacto mpu OTCYTCTBHM
OUYEBMJIHOT'O CEMEMHOI0 aHamMHe3a [7], Kak U B IPEICTaBIEHHOM HaMU, KIIMHHYECKOM
Habmoaenun. M3eectro, uro CJI®D, kak npaBuiio, XapakTepU3yeTcsl pAHHUM HAa4aJoM
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MHO>KECTBEHHBIX MEPBUYHBIX PAKOBBIX HOBOOOPA30BAHMM, TAKUX KaK PaKk MOJIOYHOM
JKEJIe3bl, MITKOTKAHHBIE M OCTEOTCHHBIE CAPKOMBI, OIYXOJW TOJOBHOTO MO3ra H
aApeHOKOpTUKambHas KapruoHoma [6]. CornmacHo mgaHHBIM ucciaenoBanuss w3 NCI
(Bethesda, Maryland), B cpemnem, mout y 50% DamMeHTOB C OJHHUM BHJIOM
HEOIUTa3UH, Pa3BHIIOCh, IO KpailHel Mepe, €Ile OJHO paKoBoe HOBOOOpa3oBaHHUE B
TeueHue nocnenyromux 10 ner HabmoaeHus [7], 4TO JOJDKHO YUHUTHIBATHCA MPHU
MOCJIETYIOIIEM HAOIIOACHUH 33 TAMEHTaMU.

BbIBO/IbI

1. IIpeacraBieHHbI KIMHAYECKUN CIydall 1eMOHCTpUpyeT 3HauumMoct MI'U
KaK Ba)KHOTO dJEMEHTa KOMIUIEKCHOTO MOJAXO0/a K JIUAarHOCTUKE peakux ¢Gopm
OIYyXOJIH KOPbI HAATIOYEYHUKA B JJETCKOM BO3pacTe.

2. PapukanpHas aJpeHaIdKTOMHS MOTJa CTaTh 3aBEPIIAIONIMM HTalloM B
JIEYEHWH TalHWeHTa, OJHAKO, BbISIBIICHHas wmyrtanuss TreHa TP53  npukryer
HEOO0XOJIMMOCTh TAJIbHEHUIIIETO JUHAMUYECKOTO HAOI0ICHUS TTAIIUEHTa Y OHKOJIOTA.

3. YuuteiBas Hamuuue cuHApoMa JIn-OpaymeHH, HEOOXOJUMO MOMHUTH O
BBICOKOM PHUCKE pa3BUTHs HEOIUIA3WM JPYrUX JIOKAJIW3alHui, XapaKTEePHBIX IS
JAHHOTO 3200JIEBAHMUS.

CIIMCOK UCTOYHUKOB

1. Adrenocortical carcinoma: Pediatric aspects (Review) / F. Sandru, R. Petca, M.
Carsote [et al.] // Experimental and therapeutic medicine. — 2022. — 23(4) — P. 287.

2. OcobGeHHocTH MOP(OTOTUYECKON JUATHOCTUKH U ONPEICIICHUE 37I0Ka4€CTBEHHOTO
MOTEHIIMAJIa aJIpEHOKOPTUKANBHBIX omyxonei y nered / W.C. Kuenkas, [I.B.
Poroxun, JI.M. KounoBanoB [u np.] // Bompockl reMaTolIOrMH/OHKOJIOTUH U
UMMyHormaTojoruu B neauatpuu. — 2018. —17(3). — C. 111-119.

3. Neuroendocrine and Adrenal Tumors, Version 2.2021, NCCN Clinical Practice
Guidelines in Oncology / M. Shah, W. Goldner, A. Benson [et al.] // Journal of the
National Comprehensive Cancer Network: JNCCN. — 2021. - 19(7) — P. 839-868.

4. Kninanueckue pekoMeHjanuu. Pak Kopbl HagnmoueyHuka (AApEeHOKOPTHKAJIbHBIN
pak). — M., 2020. — 94 c.

5. Cunapom JIn—Dpaymenu: onucanue kauaudeckoro ciayyas / T.B. Koxanosa, C.C.
Kununa, T.U. Memepsikosa [u ap.] // llemnatpus. — 2016. — 95(3). — C 102-108.

6. Adrenocortical carcinoma and a sporadic MEN1 mutation in a 3-year-old girl: a
case report / S. Kim, N. Lee, W. Cho [et al.] // Annals of pediatric endocrinology &
metabolism. - 2022. — 27(4). — P. 315-319.

7. Cancer Screening Recommendations for Individuals with Li-Fraumeni Syndrome /
C. Kratz, M. Achatz, L. Brugicres [et al.] // An official journal of the American
Association for Cancer Research. — 2017. — 23(11). — P. 38-45.

Cenenus 00 aBpTopax

A.A. MyparoBa* — opauHaTop

A.B. KusieB — 1OKTOp MEIUIIMHCKUX HaYK, mpodeccop

JL.I". YepHbIX — KaHAUAAT MEAUIIMHCKUX HAYK, 3aBEAYIOIIAs OTACICHUEM

A.B. UBaHOBa — IETCKUI XUPYypPT

I''A. Tlayp — AOKTOp MEIMIIMHCKMX HAayK, JOIEHT, 3aBeAyIOIIUNA Jlabopatopuein
MOJIEKYJIIPHOM OHMOJIOTUMH, UMMYHO()EHOTUITMPOBAHUS U TATOMOP(OJIOTHH
10.A.CuTtHuKOBa — Bpau-1aToja0roaHaToM

2434



Information about the authors

A.A. Muratova* — postgraduate student

A.V. Kiyaev — Doctor of Science (Medicine), Professor

L.G. Chernykh — Candidate of Sciences (Medicine), Head of Department

A.V. Chvanova — pediatric surgeon

G.A. Tsaur — Doctor of Science (Medicine), Associate Professor, Head of the
Laboratory of Molecular Biology, Immunophenotyping and Pathomorphology

Y.A. Sitnikova — pathologist

*ABTOp, OTBeTcTBeHHbIH 3a  mepemmcky (Corresponding  author):
muratova.nastya@gmail.com

YK 616-039.61

KJIMHUYECKUN CJTYYAN CEMEUMHOM I'MIEPXOJIECTEPUHEMUU Y
[MAIIMEHTKMU 14 JIET: OCOBEHHOCTU IMATHOCTUKHU B
INEJJUATPUYECKOM ITPAKTUKE

Anekcannp Anekcannposnd Hukonos, FOmns Anexkcannposna TpyHoBa

Kadenpa nonuknuHuueckoil neguaTpuu

OI'bOY BO «YpanbCckuii TOCyIapCTBEHHBIM MEIULIMHCKAM  YHHBEPCUTET»
MunucrepcTBa 3apaBooxpanenust PO

ExarepunOypr, Poccus

AHHOTAIHA.
Beenenue. Cemeitnas runepxonecrepuneMust (CI'X) — MoHoreHHoe 3abojieBaHue ¢
IIPEUMYILIECTBEHHO ayTOCOMHO-IOMHHAHTHBIM THUTIOM HACJIEI0BaHUs,

CONPOBOXK/JAIOIIECECS] ~ 3HAYMTEIBHBIM  IOBBIIMIEHHEM  YPOBHSA  XOJIECTEpHHA
JUIIONPOTENHOB HU3KOM TUIOTHOCTH B KPOBH, U KAK CIEACTBUE, NPEKIAECBPEMEHHBIM
Pa3BUTHEM U MPOTPECCUPYIOIIMM TEUEHHEM aTEPOCKIIEPO3a, U ACCOLMUPOBAHHBIMU C
HUM cepaeuHo-cocyaucteiMu (CC) 3ab0oneBanusamu. B kimuandeckoit npaktuke CI'X
HEJOOLIEHEHA, M 4YacTO JUAarHo3 BepU]PUIMPYIOT TOJBKO IMOCiEe MaHU(ecTauu
CEpPACYHO-COCYAUCTHIX OCJIOKHEHHM, a JUATHOCTHKA CPEIW NETE HAaXOAUTCSA Ha
KpaiiHe HU3KOM ypoBHE T.K. CI'X coxpaHsieT cTaryc MajJOu3BECTHOM MATOJOTHU B
pabore nenuatpa. Lleab uccaenoBaHMst — JAEMOHCTpaUUs KIMHUYECKOTO Ciyyas
reTepo3uroTHor opmel cemeitHoi runepxonecrepunemun (reCl'X) y nesouku 14
JeT, OCOOCHHOCTH JUArHOCTHKM B MeJuaTpUyecKkoil mpakTuke. Martepuaa wu
MeToAbl. PeTpoCneKkTHBHO-NIPOCIEKTUBHBIA aHAIW3 UCTOPUM OOJIE3HU MallMEeHTKH,
HaOmrogaromeiicss B Jlerckom ropojackom kapauosorudeckoM rnentpe JII'Kb Nell r.
ExarepunOypra. Pe3yabrarbl. PaccMOTpeHHBIN KIMHUYECKUN Cllydaid SIBISIETCS
MIPUMEPOM ONIOPTYHUCTUYECKOTO CKPUHHUHIA — THIIEPXOJECTEPUHEMUS BBISIBIICHA Y
pebeHKa ciayyaiiHO, Mpy OOpallleHUH B JETCKYIO MOJUKIMHHUKY MO JPYroMy MOBOY,
0e3 yyeTa HacJleJCTBEHHOro aHaMHe3a. BeIBoabI. Bricokasi pacripocTpaHEHHOCTh B
nonymsiiuun  1eCIl'X, npuBomsmiend co BpeMEHEM K pa3BUTHIO cepbe3Hbix CC
OCJIO)KHEHHUH, TpeOyeT CBOEBPEMEHHOM TMarHOCTUKU M COOTBETCTBYIOUIUX J€4eOHO-
npouiakKTUYeCKUX Mep, B TOM YHCIE CpeOu JAETCKOro HaceleHus. PaHHss
muarHoctuka CI'X MoOXeT oCylIecTBIATHCS MOCPEACTBOM BHEAPEHHS B PYTHHHYIO
neAuaTpUYECKYI0 MPAKTUKY CKPUHUHTOBBIX MPOTPaAMM.
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