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HacaeacrsenHoi nmaroxoruu (MHII) B 12 paitonax Pocrosckoit o6imactu (PO) B cooTBeTCTBHH € IIPO-
TOKOJIOM T'€HeTHKO-JIMUIeMHOJOTHYeCKUX HCCJeT0BaHUIl, pa3padoTAHHBIM U MPUMEHAEeMbIM (oJiee
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497 460 uyemoser, us kKotopsix 101 845 mereit. IlyGauKanusa MOCBANIEHA U3YYEHHIO PA3HOOOPA3MI
mupororo kpyra MHII cpenu nerckoro Hacenxenusa PO. Hozomoruueckuit cmextp MHII cpemu merei
npencrasien 154 3a6oneBanusavu (713 manumenTos): 88 ¢ ayTocoOMHO-TOMMHAHTHBIM, 53 C ayTOCOM-
Ho-peneccuBHbIM u 13 ¢ X-cuemineHHbIM HaciaemoBaHueM. V3yueHa CTPYKTypa HO30JOTHYECKOTO
cnexktpa MHII, Beigenenst 43 uacThIx 3a00a€BaHUIl, BCTPEUAOIUXCA Y 74% BBIABICHHBIX 00JbHBIX
nereii. [Ioka3aHbpI HaJMYNe PErHOHAJIBHBIX 0COOEHHOCTEH CIIEKTPa M HE0OXOAUMOCTh CO3JaHUs Opra-
HaMM 3[[paBOOXPaHEHHs clieln(puuecKuX NPoPUIAKTUIECKUX MIPOrPaMM JJIsI CHUKEHN S WHBAIUTU-
3a1[i¥M, CMEePTHOCTH M YJIYYNIeHUS KauyecTBa KU3HU NalNeHTOB.

Knrouesvie cnosa: zenemuueckas anudemuonozus, 0emckoe HacesleHue, pa3Hoodpasue MOHOZeHHOL
HacaedcmeeHHOl namonozul, pacnpocmpanennocms, Pocmosckas obnacme.

Hum.: P.A. Bunuenko, C.C. Ameauna, H.B. Bemposa, M.A. Amenuna, T.H. Ilonomapesa, P.A. Banv-
ko8, H.B. Ilemposa, H.E. Ilempuna, A.A. Cmenanosa, A.B. Ilonsakos, E.B. Jleemepesa, H.IO. Ka-
wupckas. Ho3zonozuuweckuil cnekmp wacmoil Hacae0cmeenHoll namonozul cpedu 0emcKozo HaceleHus
Pocmosckoii obnacmu. ITeduampus. 2019; 98 (1): 236—-241.

R.A. Zinchenko!?, S.S. Amelina3, N.V. Vetrova4, M.A. Amelina®, T.I. Ponomareva®,
R.A. Valkovb, N.V. Petroval!, N.E. Petrinal, A.A. Stepanova!, A.V. Polyakov!,
E.V. Degtereva3, N.Yu. Kashirskaya!

NOSOLOGICAL SPECTRUM OF FREQUENT HEREDITARY
PATHOLOGY AMONG THE CHILDREN OF THE ROSTOV REGION

IResearch Centre of Medical Genetics, Moscow; 2Pirogov Russian National Research Medical University, Moscow;
3Rostov State Medical University, Rostov-on-Don; 4Center of Genetics and Reproductive Medicine «Genetiko»;
SAcademy of Biology and Biotechnology named after D.I. Ivanovsky, Southern Federal University, Rostov-on-Don;
6Road Clinical Hospital at the railway station «Rostov-Glavnaya» of Russian Railways, Rostov-on-Don, Russia

Konmaxmnas ungopmayusn: Contact Information:

3unuenko Pena A6ynvpas3oéna — 5.M.H., 1pod., 3aM. Zinchenko Rena Abulfazovna — MD., prof., deputy
IUPEKTOpa 0 HAYUHO-KJINHUUECKOH paboTe, 3aB. j1al. director on scientific and clinical work, head
FeHETUYECKOMN SIMUIeMUOIOT U of genetic epidemiology laboratory, Research Centre
DOI'BHY «Meauko-reHeTUYeCKU HAYUHBIN IIEHTP» , of Medical Genetics; prof. of molecular

npod. Kad. MOJIEKYJIAPHON U KJIETOUHON TeHeTUKY and cellular genetics department, Pirogov

PHUMY um. H.U. ITuporosa M3 P® Russian National Research Medical University
Anpec: Poccus, 115522, r. Mockesa, Address: Russia, 115522, Moscow,

yi1. MockBopeube, 1 Moskvorechye str., 1

Teu.: (499) 324-07-02, Tel.: (499) 324-07-02,

E-mail: renazinchenko@mail.ru E-mail: renazinchenko@mail.ru

Crarbs moctymnuiaa 10.05.18, Received on May 10, 2018,

236 npuaaTa K meuatu 20.06.18. submitted for publication on Jun. 20, 2018.




A complex medical and population-genetic study of monogenic hereditary pathology (MHP) was
performed in 12 districts of the Rostov Region (RR) in accordance with the protocol of genetic
and epidemiological studies developed and used for more than 30 years in studies on Russian
populations. The number of the surveyed population was 497 460 people, 101 845 of which were
children. The article describes diversity of a wide range of MHP among the children of the RR. The
nosological spectrum of MHP among children is presented by 154 diseases (713 patients): 88 with
autosomal dominant, 53 with autosomal recessive, and 13 with X-linked inheritance. The structure
of the nosological spectrum of MNP were studied, 43 common diseases, occurring in 74% of the
identified sick children were identified. The study revealed regional spectrum features and the need
for health authorities to create specific prevention programs to reduce disability, mortality and
improve the quality of life of patients.

Keywords: genetic epidemiology, children's population, diversity of monogenic hereditary pathology,
prevalence, Rostov Region.
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Mownorennaa HacaeactBeHHas mnarosorus (MHII)
pencTaBiIeHa OOJIBIIVM KOJHYECTBOM KINHUUYECKUX U
regeTmueckux (opm, BecTpeuaeTca B IPAKTUKe Bpadyend
BCEX CHIEIWAJBLHOCTEN U XapaKTepusyeTcsa SHAUUTEIbHBI-
MU PeruoHaJIbHbIMU ocoOeHHOCTsIMU. I1o qamubiM Online
Mendelian Inheritance in Man (OMIM) [1], mpexmo-
naraerca cyiiectBoBanue 6500—8000 Ho30JI0THYECKUX
dopwm, Gosbirasg yacTs u3 KoTopbix (Gosee 80%) oTHO-
cuTcA K pefKuM 3a00JeBaHUAM M BCTPeYAaeTCA B IIONY-
JANUAX YeJOBeKa ¢ yacTtoToir pesxke, yem 1:100 000.
Ha ugactyro MHII npuxogurcs okono 15—20% Hosos0rm-
yecKux ()opM, OJHAKO YMCJIO0 OOJILHBIX C 9TUMU 3a00jieBa-
HUSMU B IOMYJIANUAX UeJOBeKa cocrasiser cosee 60%
[2—4]. Umenno Ha yactyio MHII npuxoauTcsa OCHOBHOI
reHEeTUYEeCKUI IPy3 MOMYIAIUH.

Cymmapssiii rpy3 MHII, o ganHBIM HucciemoBaTesei
pasHbIX cTpaH, cocrtaBaser 5—17/1000 macenenus [5],
OTATOINIEHHOCTDH JEeTCKOr0 HaceJeHUs 6ojiee 3BHAUUTENHHA
(>2%), uTO CBS3aHO C HUBKOI IPHCIOCOOJEHHOCTHIO U
BBIKMBAEMOCTHIO IAIIUEHTOB IIPW HEKOTOPBIX HO30JIOTH-
yeckux opmax [5]. e6ror MHII B GosrbIIIMHCTBE CayUaeB
MPUXOAUTCS HA JETCKUM BO3PACT, K KOHIY IIyOepTaTHOI'O
nepuoga mauudectupyor g0 90% saboseBanuii [6]. He
menee 35% HETCKOU CMEPTHOCTY B PA3BUTHIX CTPAHAX CBS-
3aHO C BPOXKJEHHBIMHU U HACJIEJICTBEHHBIMU 3a00JIeBaHUA-
MU, IS MHOTHIX M3 KOTOPBIX XapaKTePHO T'KeJoe NHBA-
Jaupusupyioiee rederue [5, 6]. Habmromaercs sHaYUTEID-
Haa nuddepeHIaNVA PAa3IUYHBIX MONYJIANUHN B 3HAUe-
HUAX I'Py3a U HO30JIOTUYECKOM CIEKTPE, YTO 00YCIIOBIEHO
ocobeHHOCTAMU (POPMUPOBAHUA HACEJIeHUA IMOIYJIAINH,
MUTPAIlOHHBIMU IIPOIECCAMU U dTHUUYECKUMU PasIudm-
AMHU HapoaoB. BapmabenbHocTh pasHoobpasus MHII mo
MIOMIYJIANMIAM MOXKET IIPOSABIATHCA KaK B KaUueCTBEHHBIX
(pasnuuHble HO30JIOTHUeCKHE (POPMBI, I'€TEePOTEeHHOCTH
3a00JieBaHMIT), TAK ¥ KOJUYECTBEHHBIX XapaKTePUCTUKAX
(muddepeHIIIAIINSA B YACTOTAX WU PACIIPOCTPAHEHHOCTU
3abosieBanmin) [ 7, 8].

CoBpeMeHHbBIE BHAHUSA O I'pPyse, padHooOpasuu, pac-
npocrpanenHocT MHII B KOHKPETHBIX HOMYJIAIUAX
BecbMa HEMHOT'OUMCJIEHHEI, UTO KacaeTcsd He TOJIbKo PD,
HO M CTpaH Mupa. BosbimmHCTBO padoT 3a pydexkoM
BBIMIOJIHEHO HA JOCTATOYHO U30JIUPOBAHHBIX IIOMYIAIIUAX
UJIU B paMKaxX OTAENbHBIX STHUYECKUX I'DYIN U IIPen-
cTaBisgeT 00OOIlleHHBIE NaHHBIE, IIOJIyUeHHbIE DPasHBIMU
kosmektuBamMu [9—-11]. B Poccum cucremaruuecKuit

yueT, perucTpanusa U aHaJu3 BeAyTCs TOJBKO IJIS orpa-
HUYEHHOTO YKCJIa HACJeACTBEeHHBIX 3a00JI€BaHUI B paM-
KaxX rocyZapCTBEHHBIX IIPOrPaMM II0 BPOMKAEHHBIM I10PO-
KaM PasBUTUSA, HEOHATAJbHOMY CKPUHUHTY, Op(aHHBIM
3aboneBaHuAM. VcciaenoBanus rpysa u crmexkrpa MHII
B P® cpenu nmerckoro HaceneHusa mnpoBogsarca PI'BHY
«MeguKo-reHeTUUeCKUl HayuHbIA IeHTp» [12, 13]. Otu
WCCJIeIOBAHUSA MIPEAII0JaraloT BhIABICHNE MaKCUMAaJIbHO
BO3MOJKHOTO urcJjia Hozosjoruyeckux opm MHII B momry-
TSN,

OueBUIHO, UTO HACTOAIIUNA MOMEHT XapaKTepusy-
eTcs pacliupeHueM 3HAHUM 00 9THMOJIOTUU U IIaTOoreHese,
yacrore u crpykrype MHII, uTo oco6eHHO Ba'KHO IJisd
IeTCKOTO HACeJeHUs, TaK KaK PaHHee BHISBJIEHUE U INC-
MmaHCcepHOoe HaOJIoJeHne 3a OeTbMH W3 T'PYINbl PUCKa
CIIOCOOCTBYIOT CHUKEHHWI0O MHBAJIUIUBAIUN, CMEPTHOCTHA
¥ yAYUIIEeHNI0 KauecTBa JKU3HU MamueuToB. Kpome Toro,
TOUYHO ycTaHOBJIeHHBbIe quaruo3sl MHII B cembe m03BOIS-
IOT IJIAHUPOBATH JaJIbHelIIIee poKAeHIe 3L0POBBIX AeTel
C UCII0JIb30BAHNEM COBPEMEHHBIX METO/0B ITIPeHaTaIbHOMN
IUATrHOCTUKMU.

HacrodAmaa my0auKanusa IpogoJKaeT cepuio paboT
0 MeJUKO-TeHEeTHYEeCKOMY M3yUYeHUIO JeTCKOI'0 HaceJe-
Husa Poccuu u mocBaAmieHa ananusy dactoit MHII cpenu
nmereit 12 paiionoB PocroBckoit obnactu (PO) [12, 13].
B Gonee paHHUX myOJIMKAIMAX O0XapaKTepPUB30BaHBI Pas-
HoobOpasue MHII Bcero nacesenusa PO, oTAroIeHHOCTH
MHIT geteit PO u mokazana B3auMOCBA3b PAa3MepPOB I'pysa
C PA3JINYHBIMH XapaKTePUCTUKAMU reHeTUYeCKO CTPYK-
Typbl m3ydyaemoro permonHa [14, 15]. AHaiu3 UYacTBIX
HaCJIeICTBEHHBIX OosesHeil cpeau npereir PO momosker
paspaboTaTh pernoH-OPUEeHTHPOBAHHYIO MeIUKO-TeHeTH-
YEeCKYIO IIOMOIIb U IPOPUIAKTHUYECKIIE IIPOrPAMMBI.

MaTepnanm M MeTOJbI MCCIIeTOBAHUA

Marepuan gis ananusa pasHoobpasus MHII B PO
co0paH B IIpoIecce T'eHEeTUKO-3IUIeMHOJOTUUECKOTr0
ucciaegoBanus 12 paiionos B nepuon ¢ 2010 mo 2018 rr.
CymMMapHasi YHCJIEHHOCTh OO0CJIeJOBAaHHOTO HACEJIEeHUS
obsactu cocraBuia 497 460 uenoBek, us koTopbix 101 845
neru (mosHbIX 17 ser). Iond mereir B obGciieJOBaHHBIX
paiionax B cpexuem cocraBuia 20,6% Bcero Hacele-
uus: Musmeposckuit (15 375 mereit — 20,5% Hacese-
uus), Tapacosckuit (8061 — 21.2%), Lenuuckuii (7889
- 20,3%), Eropabikckuii (8886 — 23,6% ), [lumnauckuit
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(6670 — 18,5%), Bouaromomckmit (6515 — 21,2%),
Oy6osckuit (4891 — 21,1%), 3umoBHuKOBCKuUit (9012
- 23,7%), Poguonoso-Hecseraiickuit (4358 — 18,5%),
MarseeBo-Kyprauckuii (7926 — 17,4% ), MACHUKOBCK U
(7668 — 20,5%), Kpacuocyauunckuit (14594 — 18,6%).
HamnumonanbHBIM cocTaB 00CIeJOBAHHBIX DPANOHOB B
0CHOBHOM mpezcTaBiieH pycckumu (90,1% ), ykpauHIiaMmu
(2,1%), apmanamu (2,9% ) u rypramu (oxoso 1%).

Cboop m oOpaboTka MaTepuaja IPOBEAEHBI B COOT-
BETCTBUMU C IPOTOKOJIOM I'€HETUKO-IIIUeMUOJIOTUIECKIX
HCCJIefOBaHUl, pa3paboTaHHBIM U IPUMEHAEeMBIM 0oJiee
30 Jjer coTpymHUKaMu Jab0paTOPUU TeHETHUUECKOIl SIu-
npemuosnorur PI'BHY «MI'HII» [13, 16]. IIpoTokox mpex-
ycMaTpuBaeT KOMILJIEKCHOCTh W YHUDUIIMPOBAHHOCTD
WCCJIeOBAHUSA OTAEJBHBIX ITONYJIAIUNA II0 MEIUITMHCKONR
reaetuke. OGcie[oBaHMe MAINEHTOB U IIOCTAHOBKA JUa-
FHO30B HACJIEJCTBEHHOM IATOJIOTUU IPOBEJEHBI B 9KCIIE-
IUIUAX BRICOKOKBAJN(PUIIMPOBAHHBIMY BpauaMu-CIIeII-
aJucTaMyu Pa3JINYHOro mpoduiis (HeBpoJIorom, odrasb-
MOJIOTOM, TeHEeTHKOM, mexmatpoMm, JIOP-Bpauom, opTo-
mexoM, gepmaroJiorom) us r. Pocros-uHa-I{oHy u cmemu-
aIM3UPOBAHHBIX KJIWHUK I'. MockBbI. IIpu o6ciieqoBannu
[IeTeil Bce POJUTEIN MMAUEHTOB MOANUCAIN TUCHbMEHHOe
nHOOPMHUPOBAHHOE COrJiacre Ha NOOPOBOJILHOE yYacTHhe
B HCCJIETOBAHUU, OCMOTD, 3a00p M UCIIOJH30BaHUE OMO-
JorrnYecKoro marepuasa (KpoBb), IIyOJUKAIIUIO B ITIEYATH.
Hacrosmiee reHEeTHKO-3IHUIEeMUOJIOTUUECKOE KCCJIEL0BA~
Hue omo0peHo studecKuM KomurteroMm @PI'BHY «MI'HII»
(mpotorosa Ne 5 or 20.12.2010).

KnuanuecKkyio BepudUKAIUIO AWATHO30B OCYIIIECT-
BJISJIM HA OCHOBAHUM TE€HEAJOIMUYECKUX NAaHHBIX, KJIU-
HUYECKOr0 OCMOTPA C HCIIOJb30BAHUEM JIabopaTOPHBIX,
napaxkauanueckux (MPT, KT, 93I', RH, muorpadus,
OMOIICUH U Ip.), OMOXVMMHUUECKUX, [[UTOMeHETUUECKNX U
MOJIEKYJIAPHBIX MeTonoB. [na nuddepennmanbaoit quar-
HOCTHUKMU MCIIOJIb30BAHBI AUATHOCTUYECKNE IIPOTPAMMBI 1
karasoru [1, 17]. XpomocomHasa u MyJIbTUGAKTOPUAIIB-
Hasl [MaTOJIOTHUA UCKJIIOYEHBI U3 JaJbHENIIIero aHaJInsa.

s moATBep:KOeHUA HACIEICTBEHHOTO XapaKTepa
3a00JieBaHUA B CEMbiX IPUMEHEH KOMILJIEKCHBIN cerpe-
ramMoOHHBIN aHaJIN3, PasHeJbHO [JIs TPYIIBl ceMeil ¢
IIPEJIIOJOKUTENIBHO ayTOCOMHO-AOMUHAHTHEIM (All) u
ayToCcOMHO-perneccuBHbIM (AP) TumamMu HacjaegoOBaHUA,
MMOKA3aBIINA COOTBETCTBUE IOJYYEHHBIX CerperamuoH-
HBIX YaCTOT OKUAAEMBIM JJIA KayKJOr0 TUIA HacJIeLoBa-
Huda. [na cemeii ¢ All-HacienoBaHUEM cerperanuoHHas
yacrora cocrasuiaa p=0,48+0,05 (mpu oxxugaemoii 0,5),
IS Tpynnbl ceMed ¢ AP-Turmmom HacJieJoBaHUsS IMOKasa-
TeJIb CerperarmoHHON dYacToThl coctaBua p=0,27+0,05
(mpm oxxugaemoii 0,25). [JlaHHBIN aHAJN3 BHIEJIUJ TPYI-
Iy MOHOTE€HHBIX 3a00JIEBAHUI U MO3BOJIMJI HAM IIPOBECTH
TaJbHENIINI aHaaIu3 HO30J0TUUEeCKOro cueKkrpa [18].

B cooTBeTCTBUUM C OCHOBHOU I€JIbI0 MyOJUKALUN
Ho3oJOoTHUecKu# cmektp dvacroir MHII, BriaBieHHOI
cpenu [neTeil, IpeACTaBIeH B BHUIe CIUCKa 3aboJieBa-
HUHA B COOTBETCTBUM C OCHOBHOU KJiaccu(puKaImein II0
OPraHHOMY ¥ CHCTEMHOMY THUIIaM 3a00JIeBAHUS: HEBPO-
Jorudyeckue, oQTaJbMOJOTUUYECKNE, I'e€HOJepPMaTo3bl,
CKeJIeTHBbIE, HACJEeJACTBEHHbIEe CUHAPOMBI, IIPOYas IaTo-
Jorus (9HIOKPUHHBIE, HACJIEACTBEHHbIEe 00Ie3HN 00MeHa
BEIIeCTB, CYPAOJIOTUYECKUEe U Ip.). B ciyuae remeruue-
CKU TreTepOreHHBbIX 3a00JIeBaHUN, IJIsI KOTOPBIX IIPELIIIOo-
JjaraeTcAd HECKOJbKO THUIIOB Ilepefauu HACJIEJOBAaHUA U

HeT moATBep:kAeHusa npu nomoinu [THK-guarnoctuku,
ykaszan Homep (enHoTrunuueckoii cepum (PS) cormacuo
OMIM [1].

CpaBHUTEIbHBII aHATNU3 IPOBEEH C JAaHHBIMU O Pa3-
HOoOOpa3uu u pacnpocTpaHeHHocTH (omeHeHa Ha 100 000
nmereit) MHII mo pesaysibTaTraM TI'e€HETHUKO-3IIUIEMUOJIO-
TMYECKUX WCCJIEJOBAHUI [EeTCKOr0 HaceJleHHs paHee
usydeHHbix nonyiaanuiit PP (Pecnybsuku Yysamnmda,
Ynmyprusa, Bamkupusa, Tarapcran) [12, 13], a Takke ¢
peructpoMm OpdaHeT, B KOTOPOM IIPEACTABJIEHBI CPeIHUE
3HAUEHUS PACIIPOCTPAHEHHOCTH 3a00JIeBaHMUI IO CTPaHAM
Espomnsr [9]. IIpu cpaBHeHun pacnpocrpanernoctu MHIT
B HNOIYJIALIMAX UCIOJIB30BaHO F-pacupenesenue (mpume-
HsAEeMOe JIJI OIleHKU PACIPOCTPAHEHHOCTH B IMOMYJIAIUAX
penkux saboseBaHuit) ¢ ypoBHem sHaummoctu o.<0,001

[19].
Pe3yapraTsr

B 0011eil COBOKYITHOCTY B Pe3yJbTaTe MeIUKO-TeHe-
TUYECKOT0 oOcjemoBaHus Hacejgeuus 12 paiiomoB PO
BeIsABJIeHBI 232 3abosneBanud (119 ¢ All-HacienoBanueM,
90 - c¢ AP-maciaemoBamueM u 23 — ¢ X-CIeILI€HHBIM
HacaenoBanueMm) y 1547 6osbabIX 13 1068 cemeit ¢ MHIT
[14], u3 KOTODPBIX BBIZEJIEHBI MAIMEHTHI JETCKOTO BO3-
pacra — 713 us 616 cemeii. CymmapHas H0JsA GOJBHBIX
nmereit ¢ MHII ot o0111ero umcJia BeISIBJIEHHBIX IAI[IEHTOB
BCEX BO3PACTHBIX Irpymnn cocrasuia 46,09% , uro cxoke
C aHAJOTMYHBIMM AAHHBIMH B IPYTUX HOUyaAnuax Pd
[12, 13].

Pasnoo6pasue MHII cpemu gereit cocraBuau 154
sabomeBauuii (66,38% oT 00IIero umcia BBIABICHHON
MHII B permone), BKJOuUas 88 Ho30/I0TMUECKUX (HOPM
(355 6ospuBIX 13 300 cemeit) ¢ All-maTonorueii, 53 (284
6osbHBIX U3 257 cemeii) — ¢ AP-Tumom HacjiemoBaHUA U
13 (52 6osbHBIX U3 44 cemeii) — ¢ X-CIeIJIEHHOUN IaTOJIO-
rueii. Bospact nmereil BapbupOBas OT HECKOJBKUX MecCs-
1eB Ku3Hu 10 18 ser.

B Ta6s. 1 mpeacTaBiaeHbl CTPYKTYPa HO30JOTUUECKO-
ro creKkTpa u pacupocrpanerHocTs MHII B cooTBeTcTBUI
C OCHOBHOM KJiaccuuKamuei 1o OpraHHOMY U CUCTEMHO-
My TUTIaM 3a00JIeBaHUA.

Kaxk caemyer ms tabm. 1, HamboJbIllee KOJUUECTBO
6osbHBIX — 188 (26,37% mamueHTOB) BHIIBJIECHO C HACJIE -
CTBEHHBIMU CcHHApPoOMamMu — 60 HO30/J0THUYECKUX (GopM
(38,96%
YaCcTh HACJECTBEHHBIX CUHPOMOB IIPEICTABIEHA BPOIK-

BBISIBJIEHHBIX 3a0ojieBaHuUil). 3HauUUTEIbHASI
IEeHHO! IAaTOJIOTHMEH, CJIO}KHO JUAarHOCTUPYEMOU II0
HO30JIOTHYeCKUM (hopMaM BpauaMu IIEPBUUYHOTO 3BEHA,
B CBsA3U ¢ ueM y 62% amarHos mammeHTaM BBICTABJIECH
BIIEDBLIE.

Ha BTOpoM MecTe mo KojudecTBY 0OJMBHBIX (176
60sbHBIX — 24,68% ) — HeBpoJsiornueckas maTosorus (20
HO30JIOTUYEeCKUX (opm). VY OOJNBIIMHCTBA MHAIUEHTOB
ATOM Ipymnnbl 3a00JieBaHNE MIPOTEKAET TAMKEIO0, IIPOTPec-
CUpyeT U NPUBOAUT K HMHBAJUIHOCTH YK€ B HEeTCKOM
Bospacrte (6omee 90% B paccmaTpuBaeMoil BBIGOPKE).
CrnenuduuecKkoe jJeueHHE BO3MOMKHO TOJBKO IJIA HEKO-
TOPBIX 3a00JIEBAHUI 3TO¥ T'PYNIBI, CUMITOMATUYECKAT
U TmaToreHeTHyeckKasd Tepanusa MasosaddextuBHa. s
HEKOTOPBIX 3a00JI€eBaHNI 3BHAUUTEJILHO CHUYKEHA IIPOJ0JI-
JKUTEJILHOCTD JKM3HU. Bee IIAIIMeHTHI COCTOAT Ha y4ueTe U
HEOIHOKPATHO 00CIeIOBAHLI B PA3JIUYHBIX MEIUITTHCKUX
YUDPEXKJIEHUAX.



Tabauua 1

CrpyKTypa pa3HoOOpPa3usa M PaCIPOCTPAHEHHOCTH HACIEACTBEHHOI aTOJIOTHUH IO OCHOBHBIM
HO30JIOTMYECKUM (hopMaM ¥ TUIIAM HACJIETOBAHUA Y IeTCKOro HacejeHus PO

n AJl-aTosorust AP-narosorust X-cueniaeHHass IaTOJIOTH S Cymmapuas
030JI0TU A
D (%) | B(%) | pacup. | ® (%) | B(%) | pacup. | ® (%) | B(%) | pacup. | ® (%) | B(%) | pacup.
Hespouioru-
9 41 ) 8 109 ) 3 26 ) 20 176 ]
gecKasn 10,23) | (10,88) | 172484 | (15.00) | (38,38) | 1934 | (23,08)| (50) | 11999 | (12,99)| (24,68)| 1579
IIaToJIOTUA
13 59 ) 7 20 ) 20 79 )
Bomeammn ras | (471 | (1565 | 11726 | (13.91) | (7.04) | 1:5092 0 0 0 (12.99) | (11,08) | 11289
5 44 ) 3 4 ) 2 12 ) 10 60 )
BoJiesHu Koxu (5,68) | (11,67) 1:2315 (5,66) | (1,41) 1:25461 (15,38) | (23,08) 1:4244 (6,49) | (8,42) 1:1697
CxenerHas 23 101 ) 6 7 ) 29 108 )
O — (26,14) | (26,79) | 11008 | (11,39) | (2,47) | 114549 O 0 0 118,83 | 5,15 | 13943
35 125 ) 20 54 ] 5 9 ) 60 188 )
Cunnpomer 39,77 | 33,16) | 1815 | (37,74) | (19,01)| 11886 | (38 46) | (17,31)| 1658 | (38,96) | (26,37)| 1:942
3 7 9 90 3 5 15 102
Mpouas 341 | (1.86) | 114599 | 160 | 31.60) | 11131 | (25.08) | (9.61) | 110185 | (9 74y | (14.3) | 1:998
Hroro 88 377 | 1:270 53 284 1:358 13 52 1:979 | 154 713 | 1:143

@ — yucso Ho3omormuecKux ¢opm; B — yncao 60abHBIX; B YUCIUTE e — aOCOJIIOTHOE YMCJIO, B 3HaMeHaTeJie — IIPOLIEHT; Paclp. — pac-

IIPOCTPAHEHHOCTD.

HaciencrBenHas maTosioTusi CKejieTa IpejicTaBIeHa
IMIUPOKUM pasHooOpasueM HozoJoTmueckux ¢opm (29
3aboseBanuit — 18,83%), cpean KOTOPBHIX KaK BPOXK-
IeHHas TMAaTOJIOTHs, TaK U 3abojieBaHUA, KAWHUYIECKasd
KapTuHa KOTOPBIX MaHu(ecTUpyeT B JETCKOM BO3pac-
Te (GOJBIIUHCTBO OCTEOXOHAPOAMCILIA3UI). OTa TpYyI-
ma HacJeJCTBEeHHBIX 3aboJieBaHWII B MEHbINEll cTelle-
HU XapaKTepu3yeTcsd CHUIKEHWEM IIPOMOJIKUTETbHOCTH
JKM3HM, HO BRICOKOI MHBAMUAU3AIMEll Tal[UeHTOB.

PasgHooOpasue HacieACTBEHHBIX 3a00JIeBaHUI TIJia3
cocraBuiu 20 3abosneBanuii (79 6oapubIx — 11,08% ). [as
JeueHUs MAHHOW TPYNNbI 3a00J€BaHUN MPUMEHSIIOTCS
KaK XupyprudyecKkue MeToabl jeuenus (adaxus/aptuda-
KHUsA IPU BPOYKAEHHBIX KaTapaKTax), TaK CUMIITOMATHAYe-
CKasd U maToreHeTuuecKas Tepanus. PaHHee BeISBICHUE U
HasHaueHNe JeUeHNs B 3HAUUTEIbHON CTeTIeH! OTAANAIOT
VHBaAJIUAN3AIINIO TAITNEeHTOB.

VY 102 6oapubIX (9,74% OOJMBHBIX HeTeil) BBISB-
JleHa TpodYas IMIaTOJIOTHUA: 00Je3HH KPOBU, 00JE€3HHU
oOMeHa BeIeCTB, HACJEACTBEHHOE CHU’KEHHEe CJIyXa.
BoabmnHECTBO TAIMEeHTOB ¢ YCTAHOBIEHHBIMU AUATHO3a-
mu (58—60% ) 3aperncTpupoBaHO Uepes MmeauaTpoB, Bpa-
yeli-CIelaJucTOB W CPeNHUN MeTUIIMHCKUI MepcoHas
enbaIIepCKO-aKyIIIePCKUX MyHKTOB.

HawuGoabIiuit mHTEpEC IpecTaBIsdeT aHaAJIN3 YacToi
(pacmpocTpaneHHOCTDb yalre, ueM 1:30 000 merteit) MHII,
TaK KaKk UMEHHO 9Ta I'pyIna 3ab0oJeBaHuil aKKyMYyJIUpPY-
eT MaKCUMaJbHOE KOJUYECTBO OOJBHBIX B MOMYJIAIUU.
AHayin3 HO30JI0TMUECKOTO0 CIIeKTpa moKasaJ, uTo 43 3a6o-
neBarusa (27,92% or obmiero umncaa MHII) sBiasaorca
vyactTeiMu B PO, BCTpedaioTcs C PacIpOCTPaHEHHOCTHIO
1:30 000 m uame. 3abojieBaHUA AUATHOCTHUPOBAHBI Y
528 mamnumeHToB, UTO cocTaBuyo 74% oOT 00IIero yucJa
BBISIBJIEHHBIX OOJILHBIX AeTeii. BhlfABlIeHHAs MPOTOPIIUA
COXpaHAJIaCh MJid 3a60JeBaHUI ¢ PA3AUYHBIMU TUIIAMU
nacaemoBauus: AIl — 71,88% (271 us 377), AP - 78,17%
(222 us 284), X-cuemnennoe — 67% (35 us 52).

B Tabs. 2 mpenacTaBieHbl HO30JOTUUYECKUI CIIEKTD U
pacmpoctparnernHocTs (Ha 100 000) uacroit MHII, BBIAB-

JIeHHOM cpeu aerckoro Haceaenus PO. [y BO3MOKHOCTH
CpaBHEHUS MOJYUYEHHBIX B JAaHHOM MCCJIEJOBAHUY JaHHBIX
B TabJinIle TIpeAcTaBjeHa PACIPOCTPAHEHHOCTH 3a6ojeBa-
HUU cpeau neTeli B Apyrux nonyaanuax PP u mupa.
BoabpmuHCcTBO uacThIX 3abosieBaHUN ABJIAIOTCSA
YaCTBIMU AJIA APYTUX nonyaanuit PO u/unm EBponsl u
BCTPEYAIOTCA MIPUMEPHO ¢ PABHBIMY 3HAUEHUAMH PACIIPO-
crpaHernHocTH. OAHAKO OIpeJesieHbl 0COOEHHOCTH CIEK-
Tpa yacroii MHII B PO u Hakomienue 6 3abosieBaHMA.
Hns nByx sabosieBaHUl — Mukrpounedantus ¢ oaurodpe-
Hueit (1:10 185) u mMukpouedanusa ¢ oguroppenmein
u terpamapesoMm (1:5990) — ompenesneHo HaKOIJIEHUE
(p<0,001) TOJBKO AJA I'PYIILI ceMell TYyPOK-MeCXeTHH-
1IeB, IepecesieHIleB u3 Y30eKucraHa. B ceMbsaxX MpaKkTH-
KYIOTCS MOHOSTHHYECKUE OpaKu MeKIy IpPeICTaBUTe -
MU CBOEro KJaHa, BBISBJIEHBI HEOJHOKPATHBIE KPOBHO-
POICTBEHHBIE OpaKW, IPUBEAINNE K HAKOIJIEHUI0 J3TUX
IByx 3abojeBaHuii. 4 3aboeBaHUsA 3HAUUTEIHHO UAalIle
(p<0,001) BcTpeuatorces cpenu mereii PO, Hexxesn B Apy-
rux nonyaAanuAax P® u EBponbl: CHHAPOM THUIEPTEJO-
pusMa Cc aHoOMaJuWe# MuineBoga W rumocnaguei 7,86/
100 000 (1:12 730), gucTaabHBIH apTPOTPUIIO3 8-TO THUIIA
3,93/100 000 (1:25 460), mporpeccupyromias MbIIIeU-
Haa puctpodusa Hiomenna 21,6/100 000 (1:4629) u
X-CcIenJeHHBI  BPOMKAEHHBIA  HHCTAIM 11,78/
100 000 (1:8487). 4 mocaegumx 3a60I€BaHUS BHIABICHBI
Y PYCCKOTO HaceJeHuU.
OHK-guarsoctuxa c IeJabI0
HHAsS [uarLosa MpOBeJeHa MAJaA pAZa HO30J0THUe-

MOATBEPXKIe-

ckux ¢opm: 4 mammeHTaM C aXOHApOILIasueil (BBIAB-
gena myranusa G380R B rene FGFR3), 3 GOJBHBIM C
HacCJIe[ICTBEHHON MOTOPHO-CEHCOPDHOW HeWpoIaTu-
eii 1A Tun (ompenmeneHa Aynaukanuu reHa PMP22),
4 mamueHTaM C IPOTrPeCcCUPYIONiell MBIIIEUHON JUCTPO-
(ueit [romreHHa (BBIABIEHEI AejelUn 3 U 8 9K30HA TeHa
DM D), 4 60JIbHBIM CO CIMHAJIBHOM MBIIIIEUHON aTpoduei
(umerTUGUIIMPOBAHBI Aejenun 7—8 sx30Ha reHa SMN1).
Onenena uvacrora myranuii R501X u 2282del4 B reme

FLG y 13 peteii ¢ ByabrapasiMm uxtuosom (BU). Hacrora

PASANYHBIX PETMOHAX POCCHUH




Tabruua 2

Hosomnoruueckuii ciekrp u pacupocrpanessocts (Ha 100 000) yacToit HacIeACTBEHHOI TATOJIOTUH,
BBISIBJICHHOM cpeau meTcKoro HaceixeHus PO

PacmpocTpaHeHHOCTH
Ne | Ne OMIM JMuarsos T/u | 4/6 PO | EP® | Orfanet
HaciiemcTBeHHbIE HEBPOJOTNYECKUE 32a00IeBaAHN S
1 162200 Heiipoubpomaros, Tum I Al | 16 15,71 11,52 33,3*
2 | PS118210 | HacmenctBeHHas MOTOPHO-CEHCOPHAs HeifiponaTus Al 6 5,89 2,94 25
3 [PS 191100 |TyGeposHblil CKJIEPO3 Al | 10 10,82 6,1 12
4 | PS 303350 |Cunacruueckas napamaerus llITpromuens AP 4 3,93 1,36 5,2
5 (250100 MeraxpomaTuueckas JEHKOANCTPODUs AP 4 3,93 1,58 1,47%
6 |253550 CrnuHaJsibHasA MbllieyHas arpodusi, tum 11 AP 4 3,93 1,58 1,23
7 | PS 251200 | Mukpouedanus, onuroppesans AP 17 16,69 11,3 H/I
8 |251280 Mukporedanus, onuropeHunsi, CIaCTUYECKU TeTpanapes AP 10 9,82 4,97 H/I
9 |[PS 249500 | HecuHapoMaJbHAs YMCTBEHHAsI OTCTAJIOCTD AP | 44 43,2 40,45 H/I
10 [ PS 309530 | X-cremnJieHHAs YMCTBEHHAsI OTCTAJIOCTh X-cip | 14 27,49 40,42 H/I
11 | 310200 TIporpeccupyroias Mbinieunas guctpodus [omenHa X-cm | 11 21,6 9,94 15,1%*
HaciexcrBeHHbIe 32001€BAHNS OPraHA 3PEeHM ST
12 |PS 116200 | BposkgeHHas KaTapakTa 1’2'[1[)’ 192 20,62 15,59 H/T
AT, 5
13 | PS 268000 | Tamero-peruHaibHasA a0UOTPOGUSI AP 3 7,86 5,42 26,7
14 |PS 310700 | BposkaeHHBII HUCTATM ALl 12 11,78 4,75 H/Q
15 178300 BposkJjeHHBIH 1T03 ATl 14 13,75 11,3 H/I
HacaeacTBeHHbIE T€HOIEPMATO3BI
16 | 146700 Bysnbrapuslii uXTH03 Al | 24 23,57 30,05 20-25
17 | 308100 MxTros, X-ClielJIeHHbIN PerecCUuBHBIN X-cir | 10 19,64 15,37 15
- 18 | 144200 JlagoHHO-IOAONIBEHHAA KepaTogepMUs ALl 14 13,75 15,82 2,5-5
cll 19 | 113800 OUAEPMOJUTUIYECKIY TUIIEPKEPATO3 Al 4 3,93 0,9 2,5
~ 20 | PS 242300 | MxTrosud)opMHAs SPUTPOAEPMUSL AP 4 3,93 4,52 15
g 21 |PS 305100 |9xTomepmanbHasi QUCILIA3USA, TUIOTUAPOTUYECKAA (hopma X-cim | 2 3,93 0,9 0,75%
= Hacaencreennsie 3a00JIeBaHNSA CKeJIeTa
(=) 22 | 100800 AxoHgponiasus ATl 6 5,89 4,29 4%
~ 23 | 174200 IMonupaxkTuans, mocTakCcuaJIbHAas ALl 7 6,87 7,91 H/I
24 | 174400 IMonupgaxkTuans, npeakcuajabHasi, TUII 1 ALl 7 6,87 2,71 H/I
25 | 174500 IMonupaxkTuanusd, npeakcuaabHas, TUII 2 ALl 7 6,87 2,03 H/I
26 | 185900 CungakTniaus, Tum I ALl 19 18,66 6,1 25%
27 |PS 183600 |9xTpomakTuians Al 5 4,91 4,52 5,4%
28 | PS 166200 | HecoBepIlleHHBIN OCTEOTEHE3 ALl 10 9,82 7,91 10%*
29 (178110 JucTanbHbBIN apTPOrPUIIOS, TUI 8 AlT 4 3,93 0,9 H/TI
HacexcTBeHHbIE CHHIPOMBI
30 |PS 309510 | Cuaapom Aapckora X-c11 3 5,89 9,49 0,5%
31 | 193500 Cunapom Baapaeubypra, tum I Al 5 3,93 3,62 0,37%
32 | PS 300000 Cungpom THIePTesopH3Ma ¢ aHOMAaJMel MUIIeBoIa ATl 8 7,86 1,81 3%
¥ TUIIOCIIaguet
33 | 251800 CUHAPOM MUKPOTHUU C angsnef/i Hapymﬂmx CJIYXOBBIX AP 7 6.87 4,29 15,5%
MIPOXOJI0B ¥ KOHAYKTUBHOM ITyXOTOM
33 | 223370 Cunzapom [y6oBuiia AP 5 4,91 1,81 0,2*%
34 | 137580 Cungapom dKuinb-ge-nsa-Typerra Al 5 4,91 1,81 H/I
35 |154700 Cunapom Mapdana All 11 10,8 8,59 15%
36 | PS 163950 | Cunapom HyHau All 9 8,84 5,2 5
37 | 300004 Cunnpowm ITpaga X-cip | 2 3,93 0,9 H/I
38 312750 Cunapom Perra X-cm | 2 3,93 3,16 10
39 [185300 Cungpowm IllTypre—Bebepa All 5 4,91 4,29 3,5%
130000
40 [130050 Cungpom dnepca—lanaoca ALl 30 29,46 32,99 28
130080
IIpouast HaCJIEqCTBEHHA S MATOJIOTHS
41 | 262400 T'unodusapHbIil HAHU3M AP 4 3,93 5,2 3,9
42 | 261600 DeHUIKETOHYPUSA AP 14 13,75 21,69 10%*
43 | 219700 MyxoBucumos AP 6 5,89 7,68 7,4%
44 | PS 220290 | HeiipoceHcopHas HECHUHIPOMAJIbHASA TYTOYXOCTh AP | 58 56,95 59,43 50%*
45 [ 306700 Temoduansa A X-cip | 3 5,89 10,39 11,25%

B rpage Ne OMIUM [11] — HOMepa 3a6osieBaHMit 110 MeXkgyHapogHOMY Katanory B. Mak Kriocuka; PS — deHoTunnueckas cepus 3aboJie-
BaHUM rereporednoi rpynmnsl mo OMIM; T/u — tun HaciaempoBauus; /6 — uncio 60bHbIX; PO — PocroBckas obsacts; EP® — cpeguue
3HAUYEHUA PACIPOCTPAHEHHOCTH 3a00JIeBaHUA II0 PE3yJIbTaTaM I'eHEeTUKO-3IIUAeMUOJIOTHUYECKUX VCCJIeL0BaHUI CPefu JAETCKOTO Hace-
JIEHUS eBpOIeicKoi yactu P®; *pacnpocTpaHeHHOCTh HA HOBOPOJKIEHHBIX, H/J — HET JaHHBIX; PACIIPOCTPAHEHHOCTDh X-CIeIJIeHHOM
aTOJIOTUH IPECTaBJIeHA HA YUCIEHHOCTh MAJIbUYUKOB.

myTtanuu 2282del4 B rene FLG cpenu pereir ¢ BU cocra- YV 4 manueHTOB IOATBEPIKOAEH AUATHO3 MYKOBUC-
Buia 38,46% , myranusa R501X He BCTpeTHJIaCh. nunosa JJHK-ucciemosanumem (IIpoBefieH aHAIU3 OETEK-




muu 31 myramuu B reHe CFTR). Y 3 OOJBHBIX OIIpe-
nenmena mytanusa F508del B TOMO3UTOTHOM COCTOSTHUM,
Y ONHOTO — B KOMIIAYHJ| TeT€PO3UTOTHOM COCTOSHUU
CFTRdele2,3(21kb)/F508del.

14 mamuentam ¢ (enunakerounypueit (PKY) mpose-
JIEHO CEeKBEHUPOBaHNE KOAUPYIOIINX 9K30HOB rena PAH.
VY 12 6onpubix @KV BoIgBIeHa myramus R408W — y 6
B TOMO3WIOTHOM COCTOSIHUM, Yy 6 B KoMIIayHI-TeTepo-
3UTOTHOM cocTofgHuUU B reHe PAH (myramuu P28I1L,
R176X, F299C, V399V, IVS2+13T>@G). Y ocTaJabHBIX 3
MaIneHTOB BbIABJIEHBI reHotuns! [1VSI12ntl/ IVS12ntl,
IVS10-11G>A/R252W . Takum ob6pa3oM, y 14 mamneHTOB
BBIABJIEHBI MyTanuu B reie PAH B rOMOSHUIOTHOM WJIA
KOMIIAYH/-TeTePO3UTOTHOM COCTOSTHUM, CAMBIMHU YaCThI-
MU B3aperucTpupoBaHbl MmyTanuu R408W (64,29%),
IVSi2ntl (7,14%) u P281L (7,14%).

WNsyuena uacrora myranuu 35delG B rene GJB2 y
52 6oabHBIX (B 44 ceMbAX) C HECUHIPOMAJLHOI HeIi-
POCeHCOpHO#T Tyroyxocthio. Hactrora myramuu 35delG
B rede GJB2 B rOMO3UI'OTHOM COCTOSIHUM, SBUBIIASCS
NPUYMHON MPEeJINHIBAJbHON NBYCTOPOHHEN TYrOyXOCTH,
ompenenena B 31,58% cemeii.

O6cyxaenue

Wsyueno pasuooopasue MHII cpeau merckoro Hace-
nenusa 12 paiionos PO — 154 zaboseBanusa (713 mamuen-
toB). CymmapHasa nosasa manmentoB MHII merckoro Bos-
pacTa cpelu BceX BBIABJIEHHBIX 00J1bHBIX B PO cocTaBmiIia
46,09% . IIpu cpaBHeHUU ¢ paHee UBYUEHHBIMU IOIYJIA-
nuAMyu P® MOXHO OTMETHUTH, UTO BBIIIIEIIEPEUNCIEHHBIE
MIPOTOPIINY XapPaKTEePHBI U [JIA OPYTUX PEeruoHoB Pd:
B Pecny6iuke Tarapcran — 35,19%, B Bamkupuu —
37,25% , B UyBamuu — 46,85% , B Yamyprun — 43,53%
[12, 13, 15]. IIpu sToM BO Bcex permoHax Ipeobsazaer

KOJIMUECTBO IIAI[MEeHTOB [AETCKOr0 BO3pacTa B TI'PYIIIax
cemeii ¢ AP- u X-CIlenIeHHO IaTOJOruel, YTo CBSI3aHO C
TSAYKECTHIO TeUeHUs 3a00JeBaHUT, CHUIKEHHOI IPUCIOCO-
0JIEHHOCTBHIO U BBI}KMBAE€MOCTBIO ITAI[MEHTOB dTUX T'PYIII.

CymmapHasda pacupoctpanennocTs MHII cpenu gereit
PO oxasanach BbICOKOIT u cocraBuyia 1:143 peGeHKA.
Amnajiornunble MaHHBIE IIOJYyYeHbI HAMHU U IIPU oOce-
IOBaHUM JeTeill B Apyrux peruonHax P® (B PecnyOauke
Tarapcran 1:103, 8 Bamkupuu 1:146, 8 Hysamuu 1:200,
B Yamypruu 1:173) [12, 13, 15]. Aranus gacroit MHII,
npexacraBienHoi 43 HozosoruuecKkumu (opmamu (74%
Bcex 0osibHBIX), B PO mokasajg HaIuuyure PeruoHaJIbHBIX
0CO0EHHOCTEM CIIeKTpa 1 HEOOXOAUMOCTb CO3LaHU I CIIEI[H-
(uveckux MNpPoPUIAKTHUECKUX IIPOrpaMM OpraHaMu
3IPaBOOXPAaHEHUS.

3aKaroueHue

BoabmuHCTBO BHIABIEHHBIX 3a00J€BaHU y HeTell,
0COOEHHO HEBPOJOTHUUECKNE, T'eMaTOJIOTUYEeCKNe M Hac-
JIeZICTBEHHBIE CUHIDPOMBI, CYIIIECTBEHHO CHUIKAIOT IIPO-
IOJIXKUTEJIbHOCTD JKU3HU. HaciencTBeHHBIE 3aboJieBa-
HUA TJas3, yIueil, cKejera, oOMeHa BEI[eCTB BAUAIOT Ha
KauecTBO JKUBHU U aJalTainuio aereil B obmectse. [lomy-
YyeHHBIE JaHHBIE HEOOXOAMMO YUNTHIBATh IPU pa3paboTKe
TpoGUIAKTUKY JEeTCKOM 3a607I€BaeMOCTH, THBAJIUTHOCTH

U CMEPTHOCTH B paMKax P®d.

Dunancuposanue: paboma 6vlnNOJLHEHA NPU PUHAH-
c080il noddeprcke PODU, npoekm Ne 18-015-00090, u &
pamrax zocydapcmeernnozo 3adanus PAHO Poccuu.
Zinchenko R.A. @ 0000-0003-3586-3458
Amelina S.S. @0000-0001-7957-790X
Petrova N.V. @0000-0001-5933-6594
Kashirskaya N.Yu. ®0000-0003-0503-6371
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