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Dissregulation of gravin system formation at the chronic alcoholation background
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Beenenue. PaGoTsI mocneqHUX JIET 110 U3YYSHUIO IEHTPAIBHBIX ()(EeKTOB FOpMOHA roJI0fa
rpeivHa, TMOKa3aBIIME €ro TECHOE B3aWMOICUCTBHS C AO0(DAMHHIPTHYECCKOH CHCTEMOH Mo3ra,
OpUBENH K MBICIH O TOM, 4TO CHCTeMa TpPelHH-IOGaMHH MOXKET NOPHHUMATh ydacTHEe B
(hopMHPOBaHUH AJIKOTOIBHON 3aBUCUMOCTH. BrusiHIE ankoros Ha pa3BUTHE IPEITUHOBON CHCTEMbI
U3ydeHo HeJocTaTodHO. Y Tpei3yHoB rpenuH 1 MPHK perenropa rpenmna obHapyxknBaroTcs yxe
HA CTaAUH MOPYJIbI H MPOJOKAIOT OBITH BBIPAKEHHBIMH B IIPOIECCE BHYTPUYTPOOHOTO Pa3BUTHSL.
BprInoHeHHbIE MCCIeI0BaHNs JAl0T HEJ0CTaTOUHY0 MH(QOPMANNio 00 SKCIPECCHHU TPEeIMHA U €Tro
PELIEITOPOB BO BPEMsI Pa3BUTHSL.

Heas. ITonpobHroe pacnpenenenne sxcnpeccnu rpenuaa 1 MPHK rpenmrroBoro perenropa B
paHHEM IIOCTHATAIFHOM IEePUOZE NPU XPOHHYECKOH aIKOTONU3ALHUU MO3re KPBIC IO CHX IOp HE
ONHCAHO, YTO MOCITYKHIIO LETbI0 JaHHOH PabOoTHI.

Marepuansl ¥ MeToAbl. B pabore wucCHONb30BaIH kppic JuHMH Bucrap. B
SKCNIEPMMEHTANIBHBIX TPYNNax YHCJIO JKMBOTHBIX BapbupoBago oT 10-tu g0 14-tu. B
9KCHEPHMEHTaX C XPOHWYECKOH aJKOroim3aluell KphIC MOJBEPraad IONyHACHIbCTBEHHOH
ajIKoroau3anuu 15%-HbeIM PacTBOPOM 3TaHOJIA B KAUECTBE €MHCTBEHHOI'O MCTOYHHKA JKUJIKOCTH B
TeueHne 6-tu Mecsues. KonTponpnas rpymma cocrosna u3 10 kpelc M B KauecTBe HCTOYHHKA
JKUIKOCTH nostyyaia Boxy. KpeicsaT B Bo3pacte 4-X, 10-Tu 1 17-Tu AHEH KU3HU EKaTUTUPOBAIN U
BBIIEISUTH  MO3T. [t OMOXMMHYECKMX TECTOB HCHOIB30BAIM CTPYKTYPHl MEPEHEr0 MO3Ta.
CeKuuio IpOBOAUIH Ha YPOBHE CPETHEr0 MO3ra, OTCEKas HU3JIEKAIIUe OTAENIBl MO3ra U MO3XKEUOK
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[0 JUHUM NPOEKIUHM MO3XKeUKa Ha HH3JIEXAllne CTPYKTYPHL, a JKCIPECCHIO T'€HOB pelenTopa
rpenuHa uccienoBanu Mmerogom peai-taiim ITLP. KoHueHTpaumio ae3anuiarpennHa ChIBOPOTKH
OIpeNesId UMMYHO(EPMEHTHBIM aHauM30M. [l CTaTHCTHYeCKOH OOpabOTKH ITOIydeHHBIX
KOJIMUECTBEHHBIX JIaHHBIX M IOCTPOCHHS TpadMKOB MPUMEHSIM mHakeTbl nmporpamm Graph Pad
Prizm v.4; SPSS Sigma Stat 3,0 1 Minitab 14. Pasnu4ust cauTany CTaTUCTHYECKH 3HAYUMBIMH IIPU
sHayeHun P < 0,05.

PesyabraThl. B Hamem OKcHepUMEHTE Ha paHHEM IIOCTHaTaIbHOM Da3sBHTHH B
(H3MONTOrHIECKUX YCIOBHAX OTMEUYAeTCsl POCT KOHIEHTPAILMU CHIBOPOTOYHOTO rpenuHa. Ha 4-if
JICHb IIOCIIE POXICHHS B KOHTPOJBHOW TpYINIE COAEpXKaHHWe IpelnHa B CHIBOPOTKE COCTaBISET
5,4940,09 ur/mn u Ha 17-it neup gocruraet 9,50+2,29 Hr/mi. AJKOTONU3aLMs MaTepei IPUBOIHUT K
CHUKEHHIO YPOBHs Je3allUJITPeSIMHA B CHIBOPOTKE B PaHHHI TOCTHATAJbHBINH Nepuoa y niaojgos. Ha
17-if neHs mocime POXKIEHHS Yy HHUX BBUIBIIAIOCH CTATUCTHYECKH 3HAUMMOE CHIDKGHHE YPOBHS
CBIBOPOTOYHOT'O JI€3aLMJITPESIMHA 10 CPAaBHEHMIO C KOHTPOJIEM, COOTBETCTBEHHO: 10 5,36+0,05
HI/MT TIPH aJIKOTOJIM3ALUK BO BpeMsi OEPEMEHHOCTH M KOpMileHHs U 5,69+0,19 Hr/mr npu oTMeHe
aJIKOT0JIsl T10CIIE POXKICHHS JISTEHBIIIEH.

IMpu m3ydyenun yposHs skcnpeccun MPHK penenrtopa rpenuHa B CTpyKTypax IEpeIHETO
MO3ra I1J10/10B ObLIO TOKa3aHo, YTO B Ipoliecce oHToreHesa coaepkanue MPHK ysennuusaercs. B
xountpone MPHK penenropa rpenuna oOHapyxkuBalach HauMHas ¢ 13-ro OHS IPeHATAIBLHOTO
pasButus u cocraBmsa 1,03+0,09 y.e.,, a Ha 17-if neHb mocne pPOXACHUS YPOBEHb JIOCTHUIAET
1,32+0,10 y.e. B rpymme mIomoB KpbIC, POKACHHBIX OT MaTepei, yHOTPEONSIOIINX alKorojb,
OTMeuaach aHAJIOTUYHAs TEHACHIHs, OJHAKO Ha 17-if IeHb Iocie POXKICHHUS y HUX BBIABISUIOCH
CTAaTUCTHYECKH 3HAUNMOe yBelmueHHe ypoBHs dkcnpeccuu MPHK rpeniuOBOrO penenropa B Mo3re
[0 CpPaBHEHUIO C KOHTposieM, cocraBisist 1,97+0,25 y.e. mpu ankoroiau3auu BO BpeMs
OepeMeHHOCTH 1 KopMIiIeHust U 2,16+0,32 y.e. pu OTMEHE aJKOTOoJIsl MOCIIE POKICHHS ACTCHBIIICH.

BobiBoabl. Takum o0pa3oM, B paHHEM IOCTHATAIBHOM IIEPHOAE MHPH AIKOTOIM3aIlUH
NPOUCXOJUT JHUCPEryJSiust (OPMHUPOBAHMS TPEIMHOBOM CHCTEMBI, YTO XapaKTepPHU3yeTCs
CHIDKCHHEM YpPOBHS Je3alllITPelMHa CHIBOPOTKH KpOBU U yBenmdeHHeM oskcmpeccun MPHK
perenTopa B CTpyKTypax Mo3ra.

CHucoK JuTepaTypbl

1. Aupanemose M.H., Cexcme D.A., Xoxnoe I1.11. u Op. BnusiHre XpOHUYECKON aTKOTOJIH3ALUI

1 OTMEHBI 9TaHOJIa Ha ypoBeHb skcnpeccur MPHK rpenmHOBOTO penentopa B Mo3re KpeIC.

Hapkomorus 2013, Ne9 (141):61-65.

2. Epecko C.O., Aupanemos M.H. Jlucperynupyrouiee TOKCHYECKOE JICHCTBHE ITaHOJIA Ha

(hopMHpOBaHHE TPEIUHOBON CHUCTEMBI Y Kpbic. Momogoit ydensiii 2017, Ne20: 166-168.
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MeToabl BCIOMOraTeJbHbIX PenpoaAyKTHBHBIX TeXHoJIorHii B KJuHUKax JKO

buuesas H.K.
MesxyHapoIHBIN HEHTP PeNpOLyKTUBHOW MEIUIIHBI
Komennanrckuii np., 1.53/A, Cankr-IlerepOypr 197350, Poccuiickas denepanus
Kniouegvie crosa: npeumnianmayuontvle smopuonsl yerosexa, UKCH, 6uoncus, III'T
Methods of Assisted Reproductive Technology in IVF clinics
Bichevaya N.K
International Center of Reproductive Medicine
Komendantskiy av. 53/A, Saint-Petersburg 197350, Russian Federation
e-mail: nkb06@mail.ru

Key words: preimplantation human embryos, ICSI, biopsy, PGT

Metoabl M MOAXOABI BCIIOMOTATEIBHBIX PEHPOAYKTHBHBIX TEXHOJIOTHIl 3a MpOILIe/Ine
JIECATKU JIET ¢ MOMEHTa POXACHHs HepBoro pebdeHka Jlyusel BpayH B MeIUIMHCKOM IEHTpE
KemOpumxckoro YHUBEpCUTETa MPETEPIEINH OrPOMHBIC H3MEHEHHs, OCOOCHHO 3a mocieaHune 5-6
ner. Eme 15 ner nazam meronsl FISH m PCR cunTanuch cambIMH IPOTPECCHUBHBIMH 1
MH(POPMATUBHBIMI METOJAMU JUISl T€HETHYECKOro aHalM3a IPEUMIUIAHTALHOHHBIX 3MOPHOHOB
4esoBeka. VIconb3yst GHOICHIO MOJSIPHBIX T WM OHOIICHIO 61aCTOMEPOB, TEHETHKAM Y/IaBaioCh
[0 OJHOMY SIAPY AaBaTh 3akmodeHue. Ho, kak M3BeCTHO, SMOPHOH Ha CTaauU APOOJICHUS UMEET
BBICOKHI IPOIEHT Mo3ammum3Ma [1, 2], 9To MOIIO NIPHBOAWUTE K OMHUOOYHOMY pE3yNIbTaTy.
CoBpeMeHHbIE METO/bI MO3BOJSIOT MPOBOAUTH OHONCHIO TPEHMILIAHTAL[MOHHBIX YMOPHOHOB Ha
Oonee MO3NHHMX CTagMsAX Pa3BUTHA (5-6 I€Hb) M IIONyd4aTh HECKOJIBKO KIETOK 3MOpHOHA, YTO
3HAYUTEIBHO CHU)KAET BEPOSTHOCTD OMIMOKH [3, 4].

B noxnane OyayT IpencTaBiIeHbl CYIECTBYIONINE METOB OHOIICHH IPEUMILIATHAIIMOHHBIX
9MOPHOHOB, 3aTPOHYT BOMPOC MO3AMIM3Ma HA PA3HBIX CTAAWSIX MPEHMILIAHTAL[IOHHOTO PAa3BUTHUS
oMOpHOHa, a TaKke UYTO  SBISIETCS  OrPAaHMYCHHEM UL COBPEMEHHBIX  METOJ0B
[PEHMIUIAHTAIHOHHOTO TeHETHYECKOr0 TECTHPOBAHMSL.

3ak;II04eHHe: COBPEMEHHBIE METO/IbI TEHETHIECKOI'0 TECTHPOBAHMUS IPEUMILIAHTALIMOHHBIX
9MOPHOHOB YeI0BeKa II03BOJISIIOT JOOUTHCS ITIaBHON LENH-POXKAECHUE 30POBOr0O peOeHKa.

CHHCcOK JTUTepaTyphl
Gleicher N.et al. Reproductive Biology and Endocrinology, 2016, 14:56
Munne S, Wells D. Fertility and Sterility 2017, 107: 1085-1091
Munne S. et al. Fertility and Sterility 2016, 105: 1146-1149
McCoy R.C. et al. Human Genetics 2015, 348: 235-238.
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IepcneKTHBBI HCNOIB30BaHUS (PYJIIEPEHOJIOB KAK HEPONPOTEKTOPHBIX NPenapaToB
bonvwarosa O.U.*, Cococuna A.A., Cyacosa M.B.,
Cnoboouna A.J., Tumowenxo C.1. Capanyesa C.B.
HUILL «KypuaroBckuit ”HCTUTYT» - [1eTepOyprekuii HHCTUTYT SIIEpHOI QU3HKH
uM. B.I1. Koncrantunosa
OpioBa pouia, 1, latunna, JlennHrpazackas obnacts, Poccuiickas ®enepanus, 188300,

*E-mail: olya99991@yandex.ru

Knrouesgvie cnosa: ¢pynrepenonst, Drosophila melanogaster, neipooecenepamusnvie 3abonesanus

Prospects of fullerenols as neuroprotective drugs
Bolshakova O.1.*, Szhogina A.A., Suyasova M.V., Slobodina A.D., Timoshenko S.I., Sarantseva S.V.
B.P. Konstantinov Petersburg Nuclear Physics Institute NRC «Kurchatov Institute»
Orlova roscha 1, Gatchina, Leningradskaya oblast, Russian Federation 188300
* E-mail: olya99991@yandex.ru

Keywords: fullerenols, Drosophila melanogaster, neurodegenerative diseases

OauuM U3 (akTOpoB, MPUBOIAIIMX K BOSHHKHOBEHHIO U  IIPOrPECCHPOBAHUIO
HEPOJIEreHePAaTHBHBIX  3a00JICBAHUM, SIBIISIOIIMXCS [PUYMHON JEMEHLIMH U JBHTATEIbHBIX
paccTpoiiCTB, MOMKET  CIYy)KHTh  OKHUCIMUTENbHBIH  cTpecc. [loaToMy MOHMCK — CpeACTB,
IPEJOTBPAIIAIOIINX HETaTUBHBIC IOCIEACTBHS BO3ICHCTBHS CBOOOJHBIX DPaJUKAIOB Ha KIICTKH
MO3ra Ype3BbIYaifHO akTyaseH. K cOeMHEeHHIM C MOIIHON aHTHOKCHIAHTHOI aKTHBHOCTBIO MOKHO
OTHECTH BOJOPaCTBOPHMBIE IMPOM3BOJIHEIE (QyLIepeHOB - (ymiepeHonsl. OJHAKO HCIOIb30BAHHE
9TUX HAHOCTPYKTYP IS CO3JaHMUs HEHPO3AIINTHBIX IIPenapaToB TpeOyeT AeTaIbHOrO H3y4eHHS HX
BIUSIHUS Ha JKUBBIE OPraHM3MBI: TOKCHYHOCTH, B3aHMOJCHCTBHS C HEPBHBIMH KIICTKaMH,
CIOCOOHOCTH MPOXOAUTH TeMaTodHIehanMIecKuii 6apbep u ap. L{eb0 HaCTOSIIEero HCCIeJ0BaHuUs
SIBUJIOCH M3y4YEHHE TOKCUYHOCTH M Omonoruueckux sd¢ekros ¢ymrepenonos Ceo, C7o 1 Ci20, Kax
HOTCHIMAIBHBIX COCAMHEHHUIT JUTS Tepaliy HEHPOACTreHepaTHBHBIX 3a00ICBaHHIT YEI0BEKa.

Dymnepenst 6bn curTesnposansl B HUL KU TTUSI® opuruHanmbHBIM CIoco60M, JaOIIM
BO3MOXKHOCTb IIOIy4aTh BBICOKHE KOHIEHTPAIlMM BBICOKOYHCTHIX (ymrepenonoB. OreHka
TOKCHYHOCTH OCYLIECTBJIsIach iN Vitro Ha kierkax V79 ((puOpoOnacTsl JErkux KUTaWcKOro
XOMs[UKa) U iN ViVo Ha Mozensix Oonesneil Anbureiivepa (BA), Xanrunrrona (bX) u Ilapkuacona
Ha Drosophila melanogaster, kotopast npezcrasisier co60ii IPOMEKYTOUHYIO MOJEIbHYIO CHCTEMY
MEXIy [NpOCTEHIIMMH  ONHOKJICTOYHBIMH  OpPraHM3MaMd M MOJCIBHBIMH  CHCTEMaMH
MJICKONUTAIOIMX U LIMPOKO HCIONB3YETCS KaK IIs U3YYCHUs MEXAHH3MOB, JISKAIIUX B OCHOBE
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pasBuTHsL 3a0OJEBAaHMII dYENOBEKa, a TaKXkKe i1 I[EPBHYHOTO CKPHHHHIA JIEKapCTBEHHBIX
npenapatoB. TOKCHYHOCTB N Vitr0 omenuBanmu ¢ momorusio MTT-Tecra, METOOOM MPOTOYHOM
LUTOMETPHH M C wucroib3oBaHueM TtexHoimormu XCELLigence. In vivo oumenuBanu He TOJIBKO
TOKCHYHOCTb, HO U Oumonorudeckyro 3G {eKTHBHOCTh MNpEnaparoB, HCHOIb3YS HHTETPabHBIH
MOKa3aTeNb JKU3HEACATEIbHOCTH — HPOMODKHTENBHOCTH JKHU3HH, aHAIHW3 IOBEIEHHS, YPOBEHb
ofmeil HeifjpoJercHepanud B MO3re, AaHAIN3 OTACHBHBIX TIPYMH (XOIMHEPIHYECKHX H
o aMHHEPrHIECKUX ) HEHPOHOB.

Bce nccnenoBanusie HaMu (QyIUIEPEHOBI OBUTH HE TOKCHYHBI 11 KJIeTOK. OHU MPOXOJUITH
remMarosHIe(anuueckuii Oappep ¥ JIETEKTHPOBAIMCh B Mo3re MyXx. Jlaxke B  BBICOKHX
KOHILICHTPAI[MAX IperapaThl HE HMPUBOMMIN K HEONArompHATHBIM IMOCIEACTBUSIM — HE CHIDKAIH
HPOAOIDKUTEILHOCTD XKU3HH, HE BBI3BIBAIIM HapylIeHUH moBeaenus Drosophila u He yBenmunsamu
HelposiereHepauoo B ux mosre. Kpome Toro, Mbl HaOJIOJanH MOJOKHUTENbHBIE dGQEKTh: MpH
KOPMJICHHH MyX HHIIeH ¢ nobaBieHHeM (yIepeHOJI0B HAOIONAIOCh CHIDKCHHE JereHEepaluu
XONMHEeprudeckux HeiiponoB B mosre Drosophila c¢ skcmpeccueit XaHTHHTTHHA dYeloBEKa C
YBEIIMYCHHBIM YUCIIOM  TOJUIIIOTAMHHOBBIX ~ [OBTOPOB, CHIDKCHHE  JIereHeparu
nodaMHHEPrUYecKNX HEHPOHOB B TpaHCreHHbIX nuHHsAX Drosophila melanogaster, comepxarix
BCTaBKY I'eHa aJib(ha-CUHYKJIEMHA YEeJIOBEKA U CHIDKEHUE rndenu poTopelenTOPHBIX KIETOK Y MyX €
9KCHPECCHEH IOCIIeOBATEbHOCTH aMHJIONJHOr0 Ientuaa B demoBeka, cocrosuiero u3 42
AMHHOKHCIOT. Dy/IepeHobl OKa3blBadd BIMSHHE M HAa ypPOBCHb OTPHIATEIBHOTO IEOTaKCHCA.
CriocoGHOCTH MyX B30MPATHCS [0 BEPTHKAIBHON TOBEPXHOCTH 3aBHCENA OT JO3bI Iperapara, THIa
(hynnepeHosna 1 UCTIOIb3YeMOW MOJIENTH 3a00IeBaHUSL.

Takum 00pa3oM, OTydeHHbIC HAMH JJaHHbIE CBHIETENECTBYIOT O TOM, UTO (ysrepeHons! Ceo
C70 1 C120 HE TOKCHYHBI, UX OMOIOrHYECKHe CBOWCTBA 3aBUCST OT KOHIEHTPAUMK mpemnapata. [Ipu
9TOM HCCIIeIOBaHHBIE HaMU (YIUIEPEHOIIBI 0071a/1al0T HEHPO3AIUTHEIMI CBOHCTBAMH.

Pabota nonnepxana rpantom POOU Ne 15-04-99647 A



MOHHTOPUHT MUHUMAJILHOM 0cTaTOuHOI 60J1e3HH MeTogoM RTQ-PCR y nauueHToB ¢
Heiipod1acTomoii
bpuniuanmosa B.B.*, [llesyos /I.B., Lllamarnckas T.B., Bapgonromeesa C.P.,
Kauanos /1.1O., Patikuna E.B.
®I'BY HanmoHanbHbI MEIUIIMHCKUI MCCIIEA0BATEIbCKHHA IEHTpP JETCKOM reMaToI0Tuu,
OHKOJIOTHH ¥ UMMYHOJ0THH uMenu Jmutpust Porauesa, Mocksa, Poccust
117198 Mocksa, yn. Camops! Mamerna, 1.1
*Ten.: +7 495 287 65 70, e-mail: info@fnkc.ru
Kntouesvie crosa: Helpobracmoma, MUHUMAIbHAs ocmamoynas 6onesws, IIL[P ¢ oemekyueil 6

pearcume pedilbHo2o 6pemeru

Minimal residual disease monitoring in patients with neuroblastoma by RTQ-PCR
Brilliantova V.V., Shevtsov D.V., Shamanskaya T.V., Varfolomeyeva S.R.,
Kachanov D.Yu., Raykina E.V.
National medical research center for children’s hematology, oncology, and immunology named
after Dmitry Rogachev
Samora Mashel str. 1, Mockow, Russian Federation 117198
*Tel.: +7 495 287 65 70, e-mail: info@fnkc.ru

Key words: neuroblastoma, minimal residual disease, RTQ-PCR

BBenenne: HeiipoOnactoma — 5MOpHOHanmbHAs OMYyXOJb, KOTOpas SBISETCS OJHHM U3
HapnOoee 4YacThIX 3JI0KAaYeCTBEHHBIX HOBOOOpa3oBaHWH B paHHeM JerctBe. OmnpenencHue
MHUHUMAJIBHON OcTaTouHOi 6ose3nu (MOB) B rpymie nmaiueHToB BHICOKOTO PHUCKA 10 PE3yJIbTaTaM
MHOI'HX HCCJIE[OBaHUH MO3BOJSET BBIIENUTH IPYNIY OOJBHBIX C IUIOXUM OTBETOM Ha TEPAIIHIO.
Jns monutopunra MOB cymiecTBYIOT pa3iM4HBIE METOIUKH, OIHAKO CaMoOii BOCTpeOOBaHHOM
spisiercst IILP ¢ nereximell B pexuMe peaJbHOrO BPEMEHH, OCHOBAHHAs Ha OIPENCNICHUH B
Ouonorndeckux cpepax (KOCTHBIM MO3T, mepudepuieckas KpoBb) MOJIECKYI, SKCIPECCUPYIOMIUXCS
KJIeTKaMH HEeHpoOJIacTOMBl M B HOpPME HE BCTPEYAIOIIMXCS B yKazaHHBIX cyOcrtparax. Ilo
pe3ynbTaTtaM HcciefoBaHuii EBpomeiickoil rpymmsl mo u3ydeHuio Heifpoomactomer SIOPEN,
OpeVIOKEHO  TpU  Mapkepa i Monutopunra MOB  mpu  HeifpoGmactome:  reH
THpO3UHTHIpoKcHiaskl (tyrosinehydroxylase - TH), ren ma6bnkopruna (doublecortine - DCX), ren
PHOX2B. BoJblIMHCTBO aBTOPOB, 3aHHMaroluxcs omnpeneneaneM MOB mpu HeiipoOmactome
MmerozioM IIIIP ¢ nerekiueil B pekuMe peaJbHOTO BPEMEHH, IIPH MAaTEMAaTHYECKUX BBIYMCIICHUSIX
none3ytotess mMerogoM AACt. B maGoparopuu monekysspHoit Owomornn HMUIL[ JAT'OU um.
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Jmvutpust PoradeBa Obuta paspaboTaHa cHCTEMa KaluOpaToOpoB, IIO3BOJSIONIAs OIIEHHUBATH
konmmuectBeHHO MOB mpu HeiipoOnacrome. Llens DaHHOTO HMCCIENOBAaHMS - CPAaBHUTh METOX
onenk MOB npu HelipoG1acToMe IPH MOMOIIH CHCTEMBI KaJIHOPaTOpPOB ¢ METOJOM, OCHOBAaHHOM
Ha BeryucieHuu AACt.

Martepuannsl H MeToAbl: OOpa3nbl KOCTHOrO Mo3ra U3 4 TOYEK NMOAB3IOLIHBIX KOCTEH M
nepudeprudeckoil BEeHO3HOH KpoBU 12 MAalMEHTOB, OTHECEHHBIX K TPYIIE BBICOKOTO pPUCKAa U
IMEIOIINX HMHHUIHUAIBHOE IOPaXCHHE KOCTHOTO MO3ra OIIYXOJICBEIMH KieTKamu. IlarmeHTs
HaXOJWINCh Ha nedeHun ¢ mapra 2015 roma mo maprt 2016 roga. M3 Guosorundeckux oOpasoB
Beiersin PHK metomoMm skerpakiun o XomumnHckoMy (Hab6op "Pu6o-3oms D", ®BYH ITHUN
Onunemuonorun  PocnorpebHanzopa, Poccust). W3 nomyuyenHoit PHK craBuim  oOpathyro
Tpanckpunuuio (peaktusbl "peepra-L", ®BYH IIHUU Dnupemuonorun PocnorpedHanzopa,
Poccus). [Tonydennyro k/IHK no6asnsum B 06béme 10 Mxa k 15 mxa cmecu Ha TIL[P, cocrosmeit
u3 H20, 10x ITIP-6ydepa, 10MM cmecu dNTP, MgCI2 (OOO "LleHTp MeIMUMHCKON IeHeTHKH",
Poccust), monmmepasbl, MoanGHUUMPOBaHHOW TepMocTaduwibHbIMKH aHTHTenamMu TaqF (OPBYH
IHWU Snuaemuonorun PocnorpeGHan3opa, Poccus), mpaiiMepoB M 30HA0B Ha I'eHbI-MMIICHU
(TH, DCX, PHOX2B) u kontponabhsiii reH GAPDH (3AO «Cunton», Poccus). Peakuus TILIP ¢
JIETEeKIIMEel B pPEXKHUME pealbHOro BpEMEHM IpoBoawiach B npubopax RotorGene 6000
npoussoxcra Corbett Research. Ananus pesynprara nposoauicst B nmporpamme RotorGene 6000
Analysis Software.

PesyabraThl: Ilokazana xoppemsnus 3Ha4eHUH skcrpeccnn reHoB-mumenei (TH, DCX,
PHOX2B), nocuntanHsix ¢ momouibio metoaa AACt oTHOCUTENBEHO KOHTposbHOro reHa GAPDH, n
KOJIMYECTBOM KOIHH, NEPECUNTAHHBIX C IIOMOINBIO KaIHOpaTOpoB IS ITUX TeHoB. IIpm aHammse
00pa3loB MAaleHTOB C HEHPOOIACTOMOH U3 TPYNIBI BBICOKOTO PHCKA C HHUIUATBHBIM
MOpaKeHHEM KOCTHOTO MO3ra ObLIO IOKa3aHO, YTO B JMHAMHUKE DKCIIPECCHs I'€HOB-MHIICHEH B
oOpasliax KOCTHOTO MO3Ta B IIpOIECCe JICUCHHS MEHSeTCs, 4YTO II03BOISET C BBICOKOH
YyBCTBHUTEIHLHOCTHIO OLICHUBATH CTEIICHb CAHAIIMU KOCTHOTO MO3Tra OT OIIYXOJICBBIX KIIETOK.

BoiBoabi: Ananmnz MObB mpu HeiipoOnacToMe ¢ MOMONIBIO CHCTEMbI KaauOpaToOpoB HagT
BO3MOXKHOCTb OILICHUTH KOJMYECTBEHHO CTENEHb MHOPaKCHHWs KOCTHOTO MO3Ta OIyXOJICBBIMH
KIeTKaMH ¥ mpociequts wudMeHeHus MODB B jauHampke IpH JICYEHWH IAOUEHTa, 4YTO
3aTPYJHUTEIIBHO ClIeNIaTh IIPH OLEHKe pe3yibTaTa MetogoM AACt.

CHHCOK JIUTepaTyphl

1. Yafez Y etal. Minimal disease detection in peripheral blood and bone marrow from patients

with non-metastatic neuroblastoma. J Cancer Res Clin Oncol 2011, 137:1263-1272.
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2. Stutterheim J et al. PHOX2B is a novel and specific marker for minimal residual disease
testing in neuroblastoma. J Clin Oncol 2008, 26:5443-5449.

3. Yaiez Yet al. TH and DCX mRNAs in peripheral blood and bone marrow predict outcome
in metastatic neuroblastoma patients. J Cancer Res Clin Oncol 2016, 142:573-580.

4. Torres-Vega E et al. Immunoproteomic studies on paediatric opsoclonus-myoclonus

associated with neuroblastoma. J Neuroimmunol 2016, 297:98-102.

Buekierounas JJHK B ni1azmMe MoJI0ABIX M CTAPBIX KPbIC
B YCJIOBHSIX CIIOHTAHHO# M TECTOCTEPOH-MHIYIIHPOBAHHO#
J100pOKaYeCTBEHHOI THNePIVIa3uu NMPeACTATeIbHOM KeJle3bl
Bacunvesa U.H.”, Becnanos B.I", Anveosckuii UK., Cemenos A.JI.,
Touunvnuxos I'.B., Pomanos B.A., Bon FO.J].
HMMULI oukonoruun um. H.H. IlerpoBa Munsapasa Poccun
" Jlennnarpazckas yi., 68, noc. Ilecounsiit, Cankr-Ilerep6ypr 197758, Poccus
Ten.: +7 812 439 9563, e-mail: iravasilyeva@hotmail.com
Kniouegvie crosa: enexiemounas [JHK, anonmos, mecmocmepoH, 000pokavecmeennas

cunepniasus npe()cmameﬂbHoﬁ aJKcenesvl

Extracellular DNA in plasma of young and old rats

with or without testosterone-induced benign prostatic hyperplasia

Vasilyeva I.N.", Bespalov V.G., Alvovsky I.K., Semenov A.L., Tochilnikov G.V.,
Romanov V.A., Von Yu.D.
N.N. Petrov NMRC of Oncology of the Ministry of Healthcare of the Russian Federation
* 68 Leningradskaya str., Pesochny, St. Petersburg 197758, Russian Federation
Tel.: +7 812 439 9563, e-mail: iravasilyeva@hotmail.com
Key words: extracellular DNA, apoptosis, testosterone, benign prostatic hyperplasia

BBenenne: J[oOpokadecTBeHHasi runepiuiasusi npeacrarenbHoit skenessl (AITDK) sBnsercs
HanOoJee 4YacThIM 3a0O0JIEBaHUEM CpPEIM CTApEIONIMX MYXKUHMH, IIPOIPECCHPOBAHHE KOTOPOTO
CBSI3BIBAIOT C IOBBILIEHHEM pHUCKa paka npocTathl [1]. JMarHocTHKa 3TOH MAaTONOTHM CIIOKHA U

TpeGyeT JOIOJIHUTEIIBHBIX HWHCTPYMEHTAJIbHBIX METOLOB OGCHCZ[OBaHI/ISI [2] B kauectse
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HenHBa3suBHOro 6uomapkepa JII'TDK u paka mpocTaTsl cerofHs NpeaaraeTcs OnpeaeiTh ypoBeHb
BHekieroynoit JJHK (Bukn/IHK) B nepudepuueckoit kposu [3, 4].

Ilenbio HACTOSIIEro MCCIIENOBAHUS CTAIO U3yUeHHe W3MeHeHus coxepxkanus BHKI/HK B
KPOBH y MOJIOJABIX U CTapbIX KPHIC B HOPME M HPH MHIYKLIHUH AOOPOKAYECTBEHHOW TUIIEPILIa3UH
HpeCTaTeNbHOM JKeIe3bl.

Marepuan u Meroasl: Monoasie (3 Mecsua) u crapbie (24 Mmecsia) camipl Kpbic Bucrap
ObUIM pasleneHsl Ha 4 TPyNIbl — MOJIOABIE M CTapble HMHTAaKTHBIE WIM C TECTOCTEPOH-
naaynupoBanHoit JI'TDK. I'pymmer ¢ JI'TDK moxsepramuch XHpypruueckod KacTpaluu |
BBEJICHUIO 3()UPOB TECTOCTEPOHA B 703¢ 25 MI/KT Macchl Tena (7 uHbekuii B Teuenue 20 queil). B
KpOBH >KUBOTHBIX OIIpe/ielsIM ypoBeHb TecTocTepoHa u BHKI/HK; u3mepsin Maccy Tena u maccy
IpOCTaThl; PAaCCUMTHIBANM IHpocrathyeckud uHaekc (IIM); oLeHHBaIM TI'UCTONOTMYECKUE
MOKa3aTeN! TKaHH IIPOCTATHL.

Pesyabrarsl: B rpynne nHTakTHbIX KUBOTHBIX ypoBeHb BHKIJIHK y crapsix kpsic (20014
HI/MKIJI) OBUI CTaTMCTUYECKH 3HAYMMO BbIlIE, yeM Y Monoabix (102+30 ur/mki), p < 0.05. Macca
Tesa CTapbix Kpbic Obuia B 1.6 (p<0.001) pa3 Ooabuie, macca npoctatsl B 1.4 (p < 0.001) pasa
Ooublie, 4eM y MOJIOABIX, 0e3 3HaunMoro yBenuuenus [11 (248 u 213). YpoBeHb TeCTOCTEpOHA B
KpoBU MOOAbIX Kpbic (6.20£0.93) 6wt B 1.6 pa3 Bbiie, yem crapsix (3.77+0.55), p < 0.05. B
IpoCTaTe CTAapbIX KPbIC HaOJNIOanach ovaroBas rumepruiasus. B rpynme sxuBotHbiX ¢ JI'TIK
ypoBenb BHKIIHK y crapsix kpbic (314476 HI/MKI) aHAJOTHYHO OBLT CTATUCTHYECKH 3HAYMMO
BhINe, 4eM y Moionbix (80+14 mr/mkim), p < 0.001. B mpocrate MONOABIX M CTaphIX CaMIIOB
OTMeYalIi THIEPIa3HIio C 3al0JIHEHHEM allMHYCOB CKIaIKaMU U yBEJIHYEHUEM MBIIICUYHOH TKaHHU B
MEKAIMHYCOBBIX cenTax. Macca Tena cTapblx KpbIc okasanach B 1.8 pa3 Gounbiie (p<0.001), macca
npocratsl B 2.3 Gonbine, yem y mononsix (p < 0.001), ¢ yBemmuennem ITH (669 u 540), p < 0.05.
YpoBeHb TecTocTepoHa B KpoBH MooAbIX (15.76+0.51) n crapeix (16.99+1.1) kpsic craTHcTHYIECKH
3HAYIMO HE Pa3JINJaics.

BoiBoabl: Ypoenb BHKJIHK y crapblx M MOJIOJBIX KpBIC CYLIECTBEHHO pPa3Inyalics.
Tobimenue BHK/IHK y MHTaKTHBIX CTapbIX KPbIC, CBUACTENBCTBYIOMCE 00 YCUICHHH IIPOLECCOB
THOENN KJIETOK, KOPPEIHPOBAIO ¢ BO3PACTOM, CHIDKCHHEM TECTOCTEPOHA M YBEIMYECHHEM MacChl
tena. IIpu nngyxuuu AT'TDK B akcnepumente, cyas no yposHio BHKIJHK, npoueccs! kieToyHoM
rudeny He M3MEHSUIMCh 3HAUMMO y MOJOJBIX M YBEIMYHBAIUCH y CTAapbIX KpbIC. YBEIMUEHUE
ypoBus BHKIJIHK koppenmpoBamo ¢ HamOONBIIMM yBelHMYeHHeM Macchl npocratsl u IIN.
Janbreiimue wuccnenoBanus BHKIJJHK y Kpbic ¢ pakoM mpocTaThl MO3BOJIAT ONPENEIUTH

mddepenmupyromee 3Hadenus BHKIIHK B muarnocruke JAI'TDK u paka npocratsl.

13



Cnucok J1uTepaTyphbl

1. becnanos B.I. u Op. B3aumocBsi3b MeXIy AOOPOKAYECTBEHHOH TUIEpIUIa3ueld U PakoM
HpeI[CTaTeJ'ILHOﬁ JKCJIC3bI. HOBBIC BO3MOXKHOCTHU IS XI/IMI/IOHpO(bI/UIaKTI/IKI/I paka 1mpocCTaThbl.
Bomp onkon 2016; 62: 360-371.

2. Egan K.B. The Epidemiology of Benign Prostatic Hyperplasia Associated with Lower
Urinary Tract Symptoms: Prevalence and Incident Rates. Urol Clin North Am 2016; 43:
289-297.

3. Di Meo A. et al. Liquid biopsy: a step forward towards precision medicine in urologic
malignancies. Mol Cancer 2017; 16: 80.

4. Feng J. et al. Plasma cell-free DNA and its DNA integrity as biomarker to distinguish
prostate cancer from benign prostatic hyperplasia in patients with increased serum prostate-
specific antigen. Int Urol Nephrol 2013; 45: 1023-1028.

T'eHOMHBIE MeXaHU3MbI HAPYLIEHUS] ICHXUKH Y JieTeii:
OT MOJIEKY./ISIPHOI AMATHOCTHKH 10 BO3MOKHOIi Tepanuu
Bopcanosa C.I. L2 IOpos FO.F. 12 3enenoea M.A. *2, Bacun K.C. %2,
Hemuoosa U.A. L2 Kypunnas O.C. L2 Koromuii A 12 Kpasey B.C. 12
HIvumosa H.C. %, IOpos U.I0. 13

1 «Hay4HO-HcCne10BaTeNnbCKUi KITMHUYECKUIA HHCTUTYT neauatpun uM. akan. F0.E. Benbruimiesay

OI'bOY BO PHUMY um. H.M. ITuporosa Munsapasa Poccun, Mocksa

2 ®I'BHY «HayuHblii IEHTp ICHXHYECKOTO 310POBba», MockBa
3 ®I'BOY IO «Poccuiickas MEIMITMHCKAs aKaAeMHs HEIPEPEIBHOTO MPO(heCCHOHANEHOTO
obpazoBanus» Munsapasa Poccun, Mocksa
125412 r. Mocksa, yn. Tammomckas, 1. 2, +7(495)4841948, svorsanova@mail.ru

Kniouegvie crosa: eeHoMHble 3a001€8aHUs, YMCMBEHHAS OMCMALOCHb, XPOMOCOMHbIE AHOMANUU,

eapuayuu yucia KOI’IMI;, ncuxudecxkue paccmpoﬁcm(;a

Genomic mechanisms of mental illness in children:
from molecular diagnosis to possible therapy
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Beenenne: B npenblaymux HcCefoBaHUAX POCCHHCKOM KOropThl JeTeil ¢ yMCTBEHHOM
OTCTAJIOCTIO, AYTUCTUUYECKUMH PAaCCTPOWCTBAMM, SHMJICIICUEH W/WIM BpPOXKJIEHHBIMH IOPOKaMH
pa3BUTHs ObUIA MPOJEMOHCTPUPOBAHA aCCOLMALNS (PECHOTUIINYESCKUX TPOSIBICHUH C PErysipHBIMU
M MO3aMYHBIMU BapHalMsAMHK urcia komuii mociexoBarensHocreit JJHK (CNV) [1-3]. Omnako mo
HACTOSILEr0 BPEMEHUM TI'E€HOMHBIE MEXaHM3Mbl HApYIICHHMs IICUXUKH Y JieTell ocTaroTcs
HEBBUICHEHHBIMU 10 KoHHA. llenblo Hacrosmumit pabotel sBuics ananu3 CNV y geredr ¢
BBILICYKAa3aHHBIMU HAapYIICHUAMH TICUXUKH U MOPOKAMHU Pa3BUTHSA, a TAaKXKE B MOCTMOPTAJIBHBIX
o0pa3iax roJoBHOrO MO3ra JJIsl ONIPEAEIICHHs TPOLIECCOB-KaHIUIATOB 3a00JICBAHUS.

Marepuan v MeToAbl: MOJEKYIIpHOE KapHOTUIMPOBAHUE IPOBOAMIOCH C IOMOIBIO
merozioB array CGH u SNP/array Bmecte ¢ OpHrHHATBHOW OGHOMH()OPMATHIECKOW TEXHOIOTHEH
MOJIENMPOBaHKs TOCIE/ACTBUI TEHOMHBIX Bapualuii, Kak omucaHo panee [3-6]. Beun
uccienoBadbl 703 peOeHKa ¢ YMCTBEHHOHM OTCTAlOCTBIO, AyTHCTHYECKHMH pPaccTpoOicTBaMy,
SIUJICTICUEH W/MIKM BPOXKICHHBIMU MOPOKAMHU Pa3BUTHS, a TaKKe 36 MOCTMOPTAIBbHBIX 00pa3loB
TOJIOBHOT'O MO3Ta HHJIUBUIYYMOB C IICHXHYECKHMHU PAaCCTPOICTBAMU.

PesyabtaTer: ¥V 589 (83,8%) HHANBHAYyMOB M BO BCEX HOCTMOPTAaIbHBIX 00pasmax ObLIH
obHapykersl CNV, koTopbie coriiacHO OHOMH()OPMATHYECKOMY aHajH3y, BEpPOSTHO, O0JIalaroT
BIMSHHEM Ha cheuu(puyecKrue TeHOMHbIe/TCHHbIE ceTH. Hambonee uacThIMM CpeaM TaHHBIX
TEHOMHBIX ceTel OBUIM CBSI3aHHBIE C peryiisiliell KIeTOYHOrO IHMKIA, MATOTHYECKHM JIEJICHHEM
kietky,  pemnapanuu/perukaimn - JIHK,  QyHKUMOHMpOBaHHMEM  BE3UKYN,  allOINTO30M.
IIpuMeyartenbHO, YTO MOXOOHBIE pe3yibTaThl OBUIM IONYYEHBl paHee HAa MEHbBLICH BBIOOpPKE
nanueHToB [6, 7]. MoOJeKyIIpHO-IIUTOTCHETUYECKU ¢ IUTOTCHETHYECKUH aHAU3 I0Ka3aj
HaJWYHe TeHOMHOU HecTaOWIBbHOCTH Yy 147 HcClIeZOBaHHBIX MHIMBUIYYMOB (~25%) M BO Bcex
IIOCTMOPTAJIBHBIX 0Opa3nax.

BoiBoabl: Hammune CNV, 3arparuBaroiinx NpeHMYIIECTBEHHO BBIICYKa3aHHbIC [€HOMHbIC
CeTH, B COYETAaHWH C TCHOMHOH (XPOMOCOMHOI) HECTAOMIBHOCTBIO CBUJIETEILCTBYIOT O TOM, YTO
NICUXUYECKHE PACCTPOMCTBA MOTYT OBITh PE3yJbTaTOM HApyLIEHHs BbILIICYKa3aHHBIX IPOLECCOB
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(xmactepoB mporeccoB). TakuM 006pa3oM, MOXKHO IPEIIIONIOXKHTb, YTO KOPPEKIUS IPOIECCOB-
KaH/IM/IaTOB MOXET JIeUb B OCHOBY IIEPCOHU(UIIMPOBAHHON, HAYYHO 0OOCHOBAHHOM MOJIEKYIIAPHOM
tepanuu. Pabora noxnepskana rpantamu Poccuiickoro Hayanoro ®onna (mpoextsr 14-35-00060 u
14-15-00411) u PODU (mpoextsr 16-54-76016 DPA a u 17-04-01366A).
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AKTYaJIbHOCTh HACTOSILETO HCCIENOBAHHUA OOYCIOBICHO POCTOM YacTOTHl CEpPAEYHO-
COCYIHCTBIX 3a00JICBaHUI; yBeIHMICHUEM YHCiIa OOJIbHBIX caxapHbIM auaderoMm (CJ) exeromaHo Ha
3%, yBemMYEHHEM CMEpPTHOCTH OT OCTPOro HH(apKTa MHOKapja; a TakKe OrPaHHICHHOCTBIO
apCceHalia JIGKapCTBEHHBIX CPEICTB s sieueHus u npodunaktuku CII 1 ero ocnoxxHeHuid. CuHTe3
IPOU3BOJHBIX TAyPHHA U YCTAHOBJICHHE UX KapIHOIPOTEKTHBHBIX CBOMCTB SBIISETCSA aKTyallbHBIM,
MOCKOJIbKY y CaMOro TaypHHa BBIPDAXKEHO IOJIOKUTEIbHOE BIHUSHHE Ha CEPIEYHO-COCYAUCTYIO
cucteMy. Ha posib 0HOTO M3 TaKMX MPEMapaTroB MOXKET MpeTeHaoBath Taykapand (MOM-1660),
CHHTE3UpOBAaHHBI Kak IpousBojHoe TaypuHa. Ileawlo muccienoBaHusi SBUIOCH H3ydeHHE
KapAHONPOTEKTUBHBIX  CBOICTB  TayKapAWHA [P  OCTPOH  HMIIEMHH  MHOKapia Ha
9KCIEPUMEHTAIBHOI MOZIENN caXapHoro quadeTa 2 Tuna.

Martepuan # MeToAbl. B HccIeoOBaHMM HCIONB30BalM MOJETb HEOHATATLHOTO
crpentozorouunoBoro CJ12 y kpsic [20]. Muaykums C/I2 mpoBoaunack IyTeM OJHOKPATHOTIO
UHTPaNepUTOHEATbHOTO BBEAEHUS CTPENTO30TOIMHA, PACTBOPEHHOro B IuTpaTHOM Oydepe (pH
5,5), B 103¢ 65 MI/KT HOBOPOXKACHHBIM KpbicaM-camiiam TuHud Wistar B Bo3pacte 4-5 mHeil.
T'nobanbhas umemus—penepdys3ust cepAna ObLIa BOCIPOU3BEIEHA y B3POCIBIX KpHIC-caMIoB (8
ocobeil) Ha anmapare Jlanrewmopda A HMCCIEAOBaHMS W30JIMPOBAHHOTO cepaua. Kpwicam
ONBITHOM rpyrmmsl 3a 10 aHE# 1o onepaunn BHYTpHOPIOIIMHAO BBOuIIH TaykapauH (MOM-1660) B
no3e 5 Mr/Kr omuH pa3 B JAeHb. [locne ¢ukcaimu B GopMmaivHEe W CTAaHAAPTHOW MapauMHOBOM
MPOBOAKU CepJell TOTOBHIN INapadMHOBBIE CpPe3bl 3aJHEll CTEHKH JICBOTO JKEIyIOouKa, KOTOpHIE
3aTeM OKPAIIUBAIN FEMATOKCIIIHHOM-303HHOM. PeakTHBHBIC H3MEHEHUs TKaHEH ONMpeleNnsiu Ipu
aHaJM3e IPOJOJBHBIX CPE30B MHOKAapAa, 4TO HEOOXOAMMO JUISl YCTAaHOBJICHHUS ITONEPEYHOM
HCYEPUYCHHOCTH MHO(GUOPUILI, PACIONOKCHHBIX B IIUTOIIIA3ME MBIIICYHBIX KJICTOK IPU IOMOIII
nporpammsl Imagescope (OnekTpoHHbIH aHamu3, Poccus).

Pe3yabTaThl H 00Cy:kIeHHe. BhIiBIEHHOE 3HAUNTENBHOE yMEHBIICHHE IUIOMIANH JIM3HCA
LIMTOIJIa3Mbl MBIIIEYHBIX KJIETOK CEP/Lla MOXKHO OOBSICHUTH COXPaHEHHEM (MJIM IOBBILICHUEM) Y
mperapata TayKapIWHa psja CBOHCTB €ro IpeKypcopa — TaypuHa. MexaHH3M JeicTBUS
HOCJIEIHETO OOBIYHO CBS3BIBAIOT C y4acTHeM B oOMeHe (hepMEHTOB, BIMSIOIMX Ha 0Opa3oBaHUE
MHTOXOHJPHAIBHEIX IMTOXPOMOB U crabwim3anueidl MemOpaH kieTok. IlpenBapurensHoe
uccieoBaHue 3p(HeKToB TayKapAHHa BBIIBUIIO €0 THITONTINKEMUYEKCKOE ACHCTBHE.
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3akmouenne. TaxuMm 00pa3soM, HOcIe OCTPOH HINIEMHH MHOKAapJa B HCIIONB30BAaHHOU
MOJENN 9KCHEPHMEHTa pa3BHBalOTCA AU(OY3HbIE JH3UC LUTOILUIA3MBI KapJUOMUOLUTOB U
U3MEHEHHUS 110 THITY 3epHUCTOI TUCTpO(UH, HHTEPCTUIHANBHEIN OTeK. Mcronb30Banue mpenapara
taykapauH (MOM 1660) npu npeBEeHTUBHOH Tepanuy UIIEMHH MHOKap/a MPEnsSTCTBYET Pa3BUTHIO

BBIPAXKCHHBIX [II/[CTpOCbI/[‘IeCKI/[X W3MCHCHHI B KJIETKaX cepaequix’I MBIIIITBL.

IIpakTHYecKHne acNeKThI JeTeKIH TpaHcaokanuii rera ROS1 y nanuenToB ¢
aJeHOKAPUHHOMOJ JIerkoro
Tuxanro M.B.Y, bapunos A.A. 1 Casenos HA. Y, Hemuoosa U.A, Tumogpees U.B. 2
Tronanoun C.A.%3,
1 MockoBckast rOpoJIcKas OHKoJoruueckas 6onpHuna Ne62 JI3M
2 Poccniickoe 06mecTBo KiuHuYeckoii orkonorun (RUSSCO)
3 HaunoHaIbHBIH MEUIMHCKUIA HCCIIEI0BATENbCKHI neHtp onkonoruu uM. H.H. broxuna
* 143423 MO KpacHoropckuii paiton, nocenok Hctpa, 1.27, +79265914537, m.gikalo@gmail.com

Knrouegvie crosa: HMPJI, mapeenmuas mepanus, monekynapras ouaenocmura, ROS1

Practical aspects of the detection of translocations of ROS1 gene in patients
with lung adenocarcinoma
Gikalo M.B.Y", Barinov A.A., Casenoe N.A., Demidova I.A. 2, Timofeyev I.V. 2,
Tjulandin S.A.22,
! Moscow Oncological Hospital 62, Russia
2 Russian Society of Clinical Oncology (RUSSCO), Russia
% N.N. Blokhin Russian Cancer Research Center, Russia
“Istra PIC, 27, 143423, Moscow, Russian Federation, +79265914537, m.gikalo@gmail.com
Key words: NSCLC, targeted therapy, molecular diagnostic, ROS1

Beenenne: IlepecTpoiiky, 3aTparuBarollye THPO3UHKMHA3HBIH aoMeH reHa ROSI u
npuBogsuye k aktuBanuu Ras/Raf/MEK/ERK1/2 curHanbHbIX myTeil, 0OHapy:KUBAIOTCS Cpean
aJIcHOKapIIMHOM Jierkoro B 1-2 % ciy4yaeB M OTKpPBIBAIOT BO3MOXKHOCTH JUISl IIPUMEHEHHUs
TapreTHhIX npenaparos. CTaHzapTHAs cXxeMa JIUarHOCTHKU nepectpoek reHa ROS1 nonpasymepaer
npuMeHenne ummyHorucroxumun (MI'X) ¢ mocnenyromieit  Bepudukamueil  MeTogom
(uryopecuienTHoi THOpumu3armu in Situ (FISH), ommako o0a Meroma HMEIOT ONMpeeeHHbIE
OIpaHHYEHHMS, CBSI3aHHBIE C HEOJHO3HAYHOCTHIO KOJNMYECTBEHHOH OIEHKHM IIOMYYEHHBIX
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pe3ynbratoB. L{enbro paboTs! OblUIa OLIEHKA BO3MOXHOCTH IIPHMEHEHHUS! TOMOIHUTEIBHOTO aHaIN3a
TPAaHCKPHIITOB JUIsl BBISIBJICHUS TpaHcnokanuii rena ROSI.

Martepuan u MeToabl: B uccienoBanne BKIIOWWIN |2 IAaMEHTOB C YCTaHOBJICHHBIM
nmuar€o3om aneHokapuuaoma serkoro |l u IV craguu u meraruBasiM cratrycom EGFR u ALK.
Hcnons3oBanHbIi MaTepuan ObUT IpHTOTOBIICH He paHee 2016 roma u comepxxan He MeHee 50%
omyxoseBbix kiretok. UI'X Bemmonssiiace ¢ npumenennem antuten D4D6 (Cell Signaling) (1:100);
FISH wuccnenoBanne — ¢ mpoboit ROS1 (6g22) Break probe (Kreatech). Beimenenne PHK
MIPOBOJIMIIM € TOMoOIIbI0 copbumu Ha Agencourt FormaPure, TILP ¢ oOpatHoil TpaHCKpunuuei
(OT-IILIP) — ¢ momompio AmoyDx® ROS1 Gene Fusions Detection Kit; mpurortosienne
KJIOHAJIBHBIX OUOIMOTEK BBINOJHSIOCH C moMoIIbio Habopa Archer FusionPlex ALK RET ROS1
Kit ¢ mocneayromum cekBeHupoBaHueM Ha npudope Miseq.

Pesyabrarer: [lo pesympratam UI'X u FISH B 6 oOpasuax Obun oGHapyXeHbI
nepectpoiiku rena ROS1; 6 o6pa3uoB Obutd OTpHULATENBHBIME. B 3 ciiydasx, OTMEYEHHBIX Kak
OTpHLATeIbHbIe, ObLI0 00HAPYXKEHO 5 — 13 % monoxuTenbHbIX KieTok. [Ipu mocranoske OT-IIIP
B 3THX 3 o0paslax, a Takke B 4 MONOXHUTEIbHBIX 00pa3siax ObLIO MOKAa3aHO HATHYHE XHMEPHBIX
TPaHCKPHUITOB. Jlyisi BBISIBICHHS XUMEPHBIX TPAHCKPHITOB METOAOM MAacCOBOrO MapauIeiIbHOTO
cekBenupoBanus (MIIC) 6butn oToOpanbl 7 U3 12 00pa3uoB, Juis KOTOPBIX OJJHO U3 MPOBOAMMbIX
TECTHPOBAHUI I0KA3aJ0 aJbTEPHATHBHBIN pe3yiabTaT M 1 o0paser, MONIOKHUTEIbHBIA 0 BCEM
HpOoBeICHHBIM TecTaM. [Ipy aHamu3e MOyYeHHBIX Pe3yIbTaToOB 0Ka3aloch, 4To B 1 0Opasie, Bcemn
METO/IaMH OXapaKTEePH30BAHHOM KaK ITOJOKHUTEIbHEIN, ONpe/eneH XuMepHslil red CD74—ROSI; B
2 ciay4asx He Tpole] BHYTPEHHHI KOHTPOJIb Ka4ecTBa; B OCTAIBHBIX 00paslnax XHMEpHbIE I'eHbI
OTCYTCTBOBAJIH.

Ha ceromusimHuil feHp HauOojee NOCTYMHBIMH M LIMPOKO MPUMEHSCMBIMH B MPAKTHKE
seistiorest Metonsl II'X u FISH, xoTopble 001amaroT TakKUMU HEIOCTAaTKaMHU KaK TPYHXOEMKOCTB,
BBICOKHE TPeOOBaHMUS K MEPCOHATY, CyOBEKTHBHOCTD KOJIMYECTBEHHON OLICHKH, YyBCTBUTEIEHOCTh
K KauecTBy Marepuana. B ciydae momcka mnepectpoek reHa ROS1 k stomy moGaBisttorcst
OTCYTCTBHE €IMHOTO MATTEpPHAa OKPAIIMBAHMS BCJICACTBUE HEOJHOPOMHOTO PACHPEACICHUS
XHMEPHBIX TPOIYKTOB M 3HAYHTEIBHBIA MPOLEHT Hecnenupuyeckoro okpammanus. Merox OT-
TII[P BBICOKOYYBCTBUTEINIBHBIN, MEHEE TPYNO3aTPaTHBIA M IO3BOJSIET CBECTH K MHUHHMYMY
BEPOSATHOCTh OLIMOOK, CBA3aHHBIX C ueioBedeckuM (akropom. OnHako oOHapyKEeHHE XHMEPHBIX
TPAHCKPHIITOB B 00pa3sIax ¢ MaJbIM KOJIMYECTBOM IIEPECTPOCHHBIX OITYXOJICBBIX KIETOK YKa3bIBaeT
Ha BEPOSITHOCTb IMOJIYYEHHUS JIO)KHOIMOJIOKUTEIIBHBIX PE3y/IbTaTOB U HEOOXOJUMOCTh BBIPAOOTKH
KPUTEpUEB KOINYECTBEHHOH OLCHKH MOITy4eHHBIX TpaHcKpunToB. MIIC mo3BossieT KauecTBEHHO U
KOJIMYECTBEHHO MPOAaHAIM3UPOBATh MOJIYYCHHbIE TPAHCKPHUITHI, OAHAKO 3TOT METOJ HPEAbSBISCT
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4Ype3BBIYAIIHO BBICOKHME TPEOOBAaHHMS K KAuecTBY HCHOJIB3YEMOr0 Marepuaja U IMPOLEHTHOMY
COZIEP)KAHMI0 MyTaHTHOrO ajuiens. KommiuekcHsiii moaxox K onenke reda ROS1 mo3Bomut
MIPEOI0JIETh OrPAHUYCHUS, HAKIIA BIBAEMbIC KQKIBIM METOIOM B OTJCIBHOCTH.

3akiiouenne: TPUMEHEHHE aHAIM3a TPAHCKPUITOB MOJKHO —pacCMaTpUBaTh —Kak
JIOTIOJIHEHNE K CTaHJApTHOW CXeMe TecTHpoBaHWs craTyca reHa ROSI mpu ycioBuu CTpOroro
oTOOpa MaTepuana Ha I[PEAHATUTHICCKOM OJTame W pPa3pabOTKH YETKHX KPHTEPUEB OLCHKH

TIOJTYy4Ja€MBIX PE3YyJIbTAaTOB.

AHTHHHTETrPHHOBAsI AHTHAHTHOTEHHASI TEPANMS PaKa SMYHHKA B JKCIEPHMEHTe
Inywarxoe P.U., Cobones U.B. Tanunvckas H.H., Pycanosckuii B.B., Aiipanemos M.H.,
Pycanosckuii I'.B.

'OI'BHY «MHCTHTYT SKCTIEpUMEHTANBHO MeuIIHbD, CaukT-ITeTep6ypr

E-mail: interleukinlb@gmail.com

2PIr'BBOY «Cankr-TletepGyprekuii rocyapcTBeHHBbIH MeTHATPHUECKHiT MeIUIHHCKHUIT

yHuBepcuret», Cankr-IlerepOypr

Anti-integrin anti-angiogenic therapy of ovarian cancer in an experiment
Glushakov R.1., Sobolev I.V., Tapilskaya N.I., Rusanovskiy V.V., Ayrapetov V.I.,
Rusanovskiy G.V.

Institute of Experimental medicine, St. Petersburg
St. Petersburg State Pediatric Medical University

E-mail: interleukinlb@gmail.com

Tupeonnusie ropmons! (TI') 3a c4eT COBOKYITHOCTH T€HOMHBIX M HET€HOMHBIX (p(EeKTOB
HOICP)KUBAIOT YPOBEHb (DOHOBOTO AHTHOreHe3a, WHTEHCHBHOCTH KOTOPOTO, B CBOIO OYepelb,
SBILICTCSL OJHMM M3 IIATOICHCTHYCCKHX 3BCHBEB OIyX0JeBOil mporpeccun. JlaHHbie 3¢ (deKTs
ornocpeoBanbl 4epe3 BosieiictBiue Ha uHTerpuH ovp3 (CD 51/CD 61) kierounoil MeMmOpaHBI.
Tarke uMEIOTCS MJaHHBIE, YTO HHAYKIHS HPOTUBOOIYXOJICBEIMH W HMMYHOIpEIapaTaMu
(uHTeprelkuH 2 THna, uHTepdepoH, copadeHuOd, CYHHTHHHO) AyTOMMMYHHOIO THPEOHMAWTA C
HCXOJIOM B THIIOTHPE03 KOPPEIHUPYET C JIydlIeil BEDKUBAEMOCTHIO H OOJNbIICH Nosel 00bEeKTHBHEIX

OTBETOB.
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K HacrosmieMy BpeMeHU CHHTE3HPOBAHBI aHTArOHHCTHI JAHHOTO PEHENTopa, OJHHM H3
KOTODPBIX SIBIACTCS CTPYKTYPHBI aHAJIOI TUPEOMAHBIX TOPMOHOB — TETPaloAOTHPOALETHIOBAs
KHUCJIOTA.

Lens: B sxcnepuMeHTe yCTaHOBUTH BIMSHUE HHAYIHPOBAHHOTO THUIIOTHPEO3a U BBEACHHS
TeTpaifofoTupoaneTmiioBoil kuciotsl (Tetrac) B codeTaHWM C BHYTPUODIOIIMHHEIM BBEICHHEM
IUCIIIaTHHA Ha TeYEHHE OIyXOJICBOTO MPOIecca Ha MOJEIH IIePeBUBAEMOro paka ssaHuka (P51).

MatepHasibl M MeTOAbI: OKCIICpHMEHTAILHOE HCCIIE[OBaHUE mpoBeneHo Ha 90
MOJIOBO3PEIBIX Ta0OPATOPHBIX caMKax OeJbIX OecropoHbIX KpbIC (Bo3pacT 40+5 nHeit, macca 185—
210 r) ¢ mepeBUTHIMH KIICTKaMU aCUTHOM OIyXOJIH siMYHUKa. PaboTa mpoBe/ieHa B COOTBETCTBHH C
STUYECKHMH NPUHIMIIAMHU, YCTaHOBICHHBIMU EBpomneiickoll kOHBeHIHEH M0 3alUTe NO3BOHOYHBIX
JKMBOTHBIX, HMCIOJb3YEeMbIX U1 AKCIEPUMEHTANIbHBIX M JPYTHX HayuHbIx nenei (CrpacOypr,
18.03.1986 r., 15.06.2006 T.) 1 omoOpeHa JIOKATBHBIM JTHYECKUM KOMHTETOM. JlaGopaTopHbie
JKUBOTHBIE ObUIM PaHJOMH3MPOBAHHO pacrpe/eeHbl Ha 6 paBHbIX Ipynn:l ¥ 2 rpymmisl HoIy4aiu
TITY B no3e 25 mr/1kr maccel Tena 1 pa3 B cytku, 4 u 5 rpynmnsl nonydanu tetrac B gose 10 mr/1kr
Macchl Tena 1 pa3 B CyTKH, 2, 3 U 5 rpynmsl BHE 3aBUCUMOCTH OT BBeneHus IITY wim tetrac
MOJTy4Yaal BHYTPUOPIOMIMHHO LUCIUIATHH B 03¢ 10 MI/KT Macchl Tenma JBYKpaTHO yepes 24 u 48
4acoB IMOCJIC HMHOKYJSIMU omyxoneBblix Kietok. CyoOcranumusa IITY, pacrBopeHHas B
uHIAG(PEpeHTHOM IHUIIEBOM Tele, BBOJHIACH BHYTPIDKEIYNOYHO dYepe3 aTpaBMAaTHUHBIH
HONHUIPOIHICHOBBIN 30H/ €XKeIHEBHO, HAUMHAsA 3a 3 [HSA O MHOKYISIHM OIyXOJEBBIX KIETOK.
Kynstypy omyxoneBsix kiaeTok P pa3Boaunu B CTEpHIEHOM pacTBOpe XeHKca X0 KOHI[CHTPAIUU
3,5x10° xmerox B 0,lmyi, famee BBOJWIM KPhICAM BHYTPHOPIONIMHHO B  CTEPUIHHOM
¢u3nonornaeckoM pactsope. /IIst OIEHKH TEYEHHs OIYXOJICBOTO IPOIecca OLEHHBAINCH CPEIHSL
HIPOAODKUTENFHOCTh JKU3HM, YBENIHYCHHE MPOAODKUTENnsHOCTH Ku3HU (%). [Jms cpaBHEHHUS
MPOJODKUTENEHOCTH JKH3HH KPBIC HCIIONB30BAM CpPefHee 3HAueHHE NpU3HaKa CO CTaHIapTHOH
ommoOKoi cpenHero. CpaBHeHHE MEXIy IPYIIIaMH IIPOBOIMIH € IIOMOIIBIO t-kpuTepus CThIONEHTa
(pa3nuuust CTaTUCTHYECKU 3HAYMMBI IIpH t>1,99).

PesyabTaThl: CpenHss MpoJO/DKUTEIBHOCTD XKU3HU JTA00PATOPHBIX KUBOTHBIX COCTAaBHIIA
17,242,4, 24,9428, 17,8+2,9 22,1428, 182429 wu 92+1,8 gmeir mx 1 (IITY), 1I
(IITY+uucmarun), I (uucwratun), 1V (tetrac), V (tetrac + mucrutatus) u VI (KOHTpOIIB) rpyr
cootBeTcTBeHHO (P <0,05 B CpaBHEHMM C KOHTPOJIEM Ul BCEX OCTAJIbHBIX IKCIIEPUMEHTAJIbHBIX
Tpymn). YBeIWYeHUE IPOJODKUTEIFHOCTH JKI3HH B CPABHEHHH ¢ KOHTPOJIEM cocTaBHIIO (+86,9%),
(+170,7%), (+87,2%), (+163,5%) u (+93,5%) ma I (IITY), II IITY+uucnnarun), 11 (uucnnarun),

1V (tetrac), V (tetrac + mucruiatis) rpym, COOTBETCTBEHHO.

21



3akmouenne. Takum 00pa3oM, MEIUKAMEHTO3HO MHIYIHMPOBAHHBIA THIIOTHPEO3 CTEIECHH
nH BBeZeHue tetraC B MOHOpeXKMe H B COUETaHUH € UTOCTATUKOM (IL[HCIIATHH) Y 7a00paTOPHBIX
JKUBOTHBIX C MEPEBUTOIN ACLUTHON OIYXOJbIO SIMYHMKA MPUBOJMUT K CTATUCTUYECKH 3HAUUMOMY

TOPMOXKEHHIO POCTa OIMYXOJIH.

PacnpocrpanenHocTh nosiumopguzma D727E peuentopa THPEOTPONHOI0 rOPMOHA
y 00JIbHBIX PAKOM SIHYHHKA
I'nywaxos P.1., Tanunvckas H.U., Pycanoeckuii B.B., Aiipanemos M.U., Pycanosckuii I'.B.
OI'BHY «MHCTUTYT BKCIIEpUMEHTANIBHOM MequLnHbD», CankT-IleTepOypr

E-mail: interleukinlb@gmail.com

OI'BBOY «Cankr-IlerepOyprekuii rocy1apcTBEHHBIN MEIUATPUUECKUI METUIIMHCKU I
yHuBepcuteT», Cankr-IlerepOypr
Prevalence of D727E polymorphism of the thyroid-stimulating hormone receptor in patients
with ovarian cancer
Tywaroe P.H., Tanunvckan H.U., Pycanosckuii B.B., Atipanemos M.H.,
Pycanosckuii I'.B.

Institute of Experimental Medicine, St. Petersburg, E-mail: interleukinlb@gmail.com

St. Petersburg State Pediatric Medical University

HenaBHo wn3yueHHble HereHOMHbIE d(PMEKTHI THPEOMIHBIX TOPMOHOB, OMNOCPEIOBAHHBIE
4yepe3 BO3JIeHCTBME HA MHTErpuH aVB3 KiIeTOYHONH MeMOpaHBI, BBIPAXKAIOTCA B AKTHBAIUH
nponudeparun, aHrHoreHe3a 1 KIeTOYHON MUIPALUH, a TAKKE B CHCTEMHOM IPOBOCIAINTEILHOM
neifctBun. B HacTosmee BpeMsl MMEIOTCS STUEMUONIOTHYECKHE JTaHHBIE O BIMSAHUM JTUTEIHHO
HPOTEKAIOIIEro FUNEePTUPE03a Ha PUCK BOBHUKHOBEHHSI TOPMOHAIBHO-3aBUCHMBIX OITyXOJIeH, B TOM
yucie u paka suanuka (Ps1).

OnHMM W3 OCHOBHBIX COCTOSHHUH, CONPOBOXIAIOIIMXCS JUIMTENBHO —IIPOTEKAIOIIMM
THIepTUpeo3oM, sBisercad auddysHsii Tokcnmuecknii 306 ([AT3), mpm stom Ha 1 ciydaii
KJIMHIYECKOTO THIIEPTHPE03a MpUXoaaTes 13 cimydaeB cyOkmmaMYeckoro runeprupeosa. T3, kak
U JIpyrMe ayTOMMMYHHblE 3a00leBaHMs, SBISETCS TIEHETUYECKM JIETEPMHHHPOBAHHBIM
3aboeBaHNeM, PUCK BO3HHKHOBEHHSI KOTOPOTO aCCOIMMPOBAH C IIOIUMOP(U3MOM I'€Ha PEIenTopa

TtupeotpornHoro ropmona (TTI).

22



3agaua ucciaenoBanus. V3yduts BIHsSHEE THPEOUTHOTO CTaTyca U nomumopdusma D727E
peuentopa TTIT Ha mHPOAOIDKUTENBHOCT O€3pELMIMBHOIO IEPUOJA y MAIUEHTOK CO
37I0Ka4eCTBEHHBIMH HOBOOOPA30BaHUSIMH SHYHHUKA SIIUTEINANEHON IPUPOJIBL.

Marepuasubl 1 MeToabl. B uccienoBanne Bxiaouensl 101 Gonbhas pakom smanuka 111C
(T3CNXMO) cragum 3abosieBaHus], MONYYHBIINX [EPBHYHOC XUPYPTHYECKOE JICYCHHE B 00beMe
ONTUMAIBHOH NUTOPEOyKIHMH H 6 NHUKIOB KOMOWHHMPOBAaHHOH XHMHOTEpaluH IO CXeMe
TaKCcOJ/KapOOILIaTHH, y BCEX MalMeHTOK 3((EeKT OT JIeueHNs pacleHeH Kak HOJHBIH oTBeT. Becem
MalMeHTKaM IPOBOUIOCH U3ydeHue nonumopduszma D727E peuentopa TTI .

Y 28 mnanuentok ¢ PS B MOMEHT Hayaja MNEPBUYHOIO JIEYEHMs JUArHOCTHPOBaHA
HEJIOCTATOYHOCTh LIMTOBHIHOH »ene3bl (ypoBeHb TupeoTponHoro ropmona (TTI)>4,0MEJl/x).
OcranbHble  manpeHTkn  (N=73) ¢ nabopaTopHO  BEPU(PULIUPOBAHHBIM  3YTHPEO30M
(0,1<TTT'<4,0ME[l/n), Obmu pacmpeneneHbl (KBapTUIIBHOE PAaH)XHPOBAaHWE) HAa 4 MOArpYNNbl B
3aBucuMoctd oT yposHs TTI: 1 moarpymma (0,1<TTI<1,0MEJl/m) cocraBuma 18 wyenosek, 2
noarpynna (1,0<TTI'<2,0ME[l/n) — 20 wenoBek, 3 moarpynna (2,0<TTI'<3,0ME[l/n) - 16, 4-s
noxarpynna (3,0<TTI'<4,0ME[l/n) — 19 uyenoBek. YpoBeHb antuten k Ttupeornodymuny (TI') u
tupeomnepokcunase (TT1O) Brrme pedepeHCHBIX 3HAUSHHN ompenersucs y 26 (92,6%) u 25 (89,3%)
MAIHEHTOK C rumotupeo3oM u y 17 (23,3%) u 19 (26,1%) nanueHTkH ¢ 3yTHpPeo3oM. 3a MepHoL
HaOJII0eHHs] TOPMOHO3aMECTUTENbHAS Tepanus XUMHIECKUMH aHAIOTaMH THPEOUIHBIX TOPMOHOB
HE IPOBOAUIACH. MOHUTOPHHT MAIIMEHTOK MOCIEe OKOHYAHUSI HEPBUYHOTO JICUEHHUS IPOBOIMIICS HE
pexe | pasza B 4 Hefenu MOCPEACTBOM OIeHKH ypoBHSI CA-125 W ynbTpa3ByKOBOTO HCCIETOBAHUS
OpraHOB NOJOCTH OPIOIIMHBI, KOHTPOIb TUPEOHIHOTO CTaTyca IMPOBOAMICS IOCPEICTBOM OLCHKH
ypoBass TTI" He pexe 1 pasa B 8 Henenb, KOMIBIOTEpHas TOMOTrpadHs M JHATHOCTHYECKas
JIaapoCKONHs BBINONMHSAINCH NPH IMOJO3PEHHH HAa penuauB 3aboneBanus. [Ipoananmus3upoBana
MPOJODKHTENEHOCTh Oe3peIUNBHOIO IEpHOJa BCEX MAlMEHTOK, MeIHaHa Oe3peluIuBHOTO
nepuo/ia orieHuBanacs no Merony Kamnmana-Meiiepa.

PesyabraThl. Mennana Oe3peunauBHOi BebDkuBaeMoctd (BPB) y Bcex mammeHTOK ¢
9yTHpeo3oM coctaBmwia 10,2 MecsIes, y HalMeHTOK ¢ TUMoTHpeo3oM — 15,6 mecsies (p=0,022).
Tpu cpaBuennn 1 u 4 syrupeonaHeix moarpymn 6omsHbIX PS Mennana BPB cocrasnna 8,6 mec u
12,2 mecsineB, coorBercTBeHHO (P=0,048). CratucTHuecku 3HaunMble pasnmuaust B BPB mpu
CPaBHEHHU OCTAIBHBIX IOAIPYII 3YTHPEOMAHBIX OOJIBHBIX HE OOHapyxeHbl. KoppensiuoHHO#H
CBS3M Mexny Hammuuem/oTcyrerBueM aHtHTel K TIT m TIIO M IpogoIDKUTENBHOCTBIO
Oe3peunauBHOro mepuoja y OombHbIX PSI ¢ 2y- M rumoTtupeo3om He mnomydeHo. Hamudume

nosmmopdusma D727E peuenropa TTI umeno mecto y 12 6osnbHbIX PSI. TIpu cpaBHEHHH MeAHaHBI
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BPB y manmentok ¢ (N=12) u 6e3 (n=89) momumopdusma penentopa TTI" cocraBuna 12,0 mecsres,
y HalMeHTOK ¢ runoTupeo3om — 15,7 mecsiues (p=0,046)

BrbiBoabl. Menmana Oe3penuIuBHOTO IEpHOAA B TPYNIE MANHEHTOK ¢ THIOTHPEO30M
CTATUCTHYECKH 3HAYMMO IIPEBOCXOJMT MeAHaHy Oe3pEelHIMBHOIO IEpHONa B DYTHPCOUTHOM
rpymme, takxke bPB OONBHBIX pakoM sSMYHHMKA IpH dyTUpeo3e 3aBHCHT OT ypoBHS TTI. Taxum
0o0pa3oM, THPEOHIHBIH CTaTyC MOXKET OBITh ONHHM H3 IPOTHOCTHYECKH 3HAYUMBIX (DaKTOpOB
TeYeHWsl paka su4HHWKa. Taoke Hammume nomumopdmsma D727E peunenropa TTI sBusercs

HEOIAaroNpPUATHEIM HIPOTHOCTHYECKUM (haKTOPOM.
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Olfactory neuroepithelium as a model for studies of molecular mechanisms of schizophrenia:
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Br16op ajexkBaTHOH MOAENHN NPEACTaBIsLEeT COOOH NPUHIMIHAIBHYIO IPOOIeMy ITI000ro
uccieoBaHus M0 (QyHKIMOHAIBHOU TeHeTHKe B ncuxuarpuy. OCHOBHOW CyOCTpar, CBSI3aHHBIN €
TICHXWYECKUMH 3a00JIEBaHMSME — MO3T YeJloBeKa — JIOCTYIIEH TONIBKO post mortem. B To ke
BpeMs, H3-3a TOTO, YTO ICHXHYECKHE 3a00JIeBaHUS SBISIOTCS YHHKAIBHBIM (DEHOTUIIOM IS
YesoBeka Kak OMOJIOTHYeCKOTo BHA, MPAKTHYECKH OTCYTCTBYIOT ITIOJTHOCTBIO aJeKBAaTHBIE MOJIEIH
TakuX Oole3Hell ¢ HCIONBb30BaHMEM JKHBOTHBIX. B mocimenHee Bpems OonbIIMEe HamgexKIbl
BO3JIAraloTCs HAa MCIONB30BAHUE KJIETOUHBIX MOJeleil, HECOMHEHHBIM MPEHMYIIECTBOM KOTOPBIX
SIBJIAETCS IOMyYeHHE AOCTATOYHOIO KOIMYECTBA MaTepuana, OTOMPaeMOro y OJHOTO NMAlUeHTa, U
BO3MOXHOCTh BKJIFOUCHHSI B MCCIIEZIOBaHHME OONBIIOro umcna oOpasmos. Jmst co3jgaHmst Takmx
MOfieNiell  HCIONB3YIOT KIETKH HE HEeWpOHAJIbHOro TreHe3a (aepmanbHble (HHOpOOIACTHI,
TpaHCc(OPMHPOBAHHBIC IMM(POLHUTHI), OJHAKO OYEBHUIHBIM OTPAHUYCHHUEM B 3TOM CIydae sSBISICTCS
MPOUCXOXKAECHUE ITUX KIETOK. Jlpyroi moaxoj mpeaycMaTpUBaeT CO3/JaHHE MOJeENeil Ha OCHOBE
3MOPHOHAIBHBIX CTBOJIOBBIX KJIETOK MJIM MHJYLHPOBAHHBIX ILUIFOPUIIOTEHTHBIX CTBOJIOBBIX KJIIETOK
(iPS).  OGonsarenbHbli snuTenuid (olfactory mucosa) mnpeacTaBiseT co0oi HEHpPOHAIBbHYIO,
JIOCTYIHYIO IS TIOJTy4eHHUs TKaHb. BakHOI 0COOCHHOCTBIO TKAHH SABIACTCS TO, YTO OHA COMCPIKHUT
CTBOJIOBBIE KIIETKH, KOTOPEIE B IIpoliecce KyJIbTUBHPOBAHUS IubdepeHIupyoTcs B Heiipochepsl,
Janee UX MOXKHO KyJIbTHBHPOBAThH in Vitro st guddepeHIpoBKH B pas3IndHbIe TUIBI HEPBHBIX
KJIETOK, BKIIOYas HEWPOHBI M IIHIO. [IpeMMyIecTBO 3TOro IOAXOAA 3aKIIOYaeTCs B TOM, 4TO
HeHpOHaNbHbIE CTBOJOBbIE KIETKM M KIETKM MO3ra MMEIT ofmee 35MOpHOHATbHOE
MPOUCXOXK/ICHHE, U SBISIOTCS eANHCTBEHHBIM MAaTEPHAIOM TaKOTO POJia, HOCTYITHEIM UL H3YUCHUS
eX Vivo y B3pocioro 4enoBeka. [103TOMy OOOHSATENBHBIN SMUTENHH YaCTO Ha3bIBAIOT «OKHOM B
Mo3r». IlockonbKy OOOHSATENBHBIA SNUTENMI COXpPAaHAET PEreHEepaTHBHBEIN  MOTEHIMAI,
KyJIbTHBHPOBAHHE 3THX KJIETOK HE SBIACTCS TAKUM CIOXKHBIM, KaK IOTydeHHe HEPBHBIX KIETOK M3
iPSC.

Hecmotpss Ha TO, 4T0 B MHpPOBOH JHTepaType cooOmaercs 00 HCCISIOBAHHAX
OMONIOTHYECKHX MEXaHW3MOB IICHXMYECKHX OOJe3HEH, BHINONHEHHBIX C HCIIOJb30BAaHHEM
00OHATENBHOrO HelpodmuTenus, B Poccun sTa Mozens 10 CHX IOp He HCHoiab3oBanack. Hammu
HayaThl MCCIEJOBAaHUsS B 3TOH 00NACTH, KOTOpBIE MPEAIOIaraloT HCIONIb30BaHHE HEHPOHAIBHOH
MOJZICNH JUIsl BBIIOJIHEHUS JABYX 3ajad, HANpaBICHHBIX Ha IIOHNMaHHe (DyHKIHMOHAIBHOW POIH
reHOB B pasBuTuu mmsodpenun. IlepBas 3amava - usydeHue npoduieli METHIMPOBAHUS T'CHOB,
CBA3AHHBIX C TAaKMM BaXKHBIM IPOSIBICHHEM 3TOrO 3a00NeBaHMs KaK KOTHHUTHBHBIA aeduiuT.
Btopas 3amaya mocBslleHa MCCICAOBAHUIO YNAJIEHHBIX PETYISATOPHBIX OJJIEMEHTOB B TI€HOME

YCJIOBE€KA, aCCOLIMUPOBAHHBIX C TEHETHYECKON IpeapacIioJIOKEHHOCTBIO K IJ_H/I30(1)peHI/II/I, B TOM
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4HCIIe YCTAHOBJICHUIO BIMSHUS KOHKPETHBIX HONUMOP(H3MOB B HAHIEHHBIX PEryIITOPHBIX
JJIEMEHTaX Ha YKCIIPECCHIO COOTBETCTBYIOIIUX I'€HOB.

IIponiecc co3maHus HEHPOHAIBHOW MOJIENH BKIIOYAaeT B ce0S HECKONBKO JTaloB,
OCHOBOTIOJIATAIOMIUM U3 KOTOPBIX SBISIETCS KOOPAMHAIMS pabOThl HECKONBKHX KOMAaHI
CIIEIMATHCTOB: 1) Bpadn-IICHXUATPBI, B 331ady KOTOPBIX BXOJHUT MOAOOp OOIBHBIX MIM30(ppeHuei
JUISL HMCCIIEOBAHHA IO Pa3pabOTaHHBIM KPUTEPHSM BKIIOUCHUS/UCKIIOUEHUS, Pa3bsiCHEHHE UM
Heseil MccienoBaHUs VIS ITONUCAHUS MH(GOPMHPOBAHHOIO COIJIACHS HA yJacTHe, IOArOTOBKA
BO3MOXKHBIX ~YYaCTHHKOB (KIMHHYECKOE OOCIeIOBaHHE, IIPOBEICHHE MPEIONePaIOHHBIX
AQHAIN30B); 2) BPAYU-OTOJIAPHHTOJNOTH, IIPOBOJSIINE IPOLEAYpY Ha3aubHOH OHomcHu ¢
UCIIOJIb30BAaHUEM ~ COBPEMEHHOI'O 3HJIOCKOIMYECKOro o0OopynoBaHMs; 3) KIETOYHbIE OHOJIOTH,
OCYILECTBIIAIONIME KyIbTHBHPOBAHME IEPBHYHBIX MOHOCIOMHBIX  KYJIBTYp OJKCIUIAHTATOB JUIS
o0pa3oBaHus Helipocep C MocneayIrM 0TO0POM U BhIpalMBaHueM Uit quddepeHianiy ux B
HelpoHbl. PaboTa ka0l M3 KOMaH/ CONpsDKEHA € PAoM HpoOieM (HU3KHUM MPOLEHT OOJbHBIX,
JaBIINX COTJIACHE Ha yJacTHe B HCCICIOBAHHH, OTKa3 HA yJacTHE IIPU IIOJNHUCAHHOM COTJIACHH,
KOJIMYECTBO MaTepuajia, OTOOPAaHHOTO W3 HOCOBOW IMOJNOCTH, YCHEHIHOCTh AU(G EPEHIUPOBKH
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Kniouegvie crosa: neuipobracmoma, muxpoPHK, sxcnpeccus 2enos

The overexpression of the telomerase gene (TERT) in combination with the loss
of microRNA-128A expression is associated with an unfavorable prognosis
in patients with neuroblastoma
Druy A.2?", Tsaur G.2%, Shorikov E.#, Zaychikov A3, Olshanskaya Y.?, Fechina L.2
'Dmitry Rogachev National Research Center of Pediatric Hematology, Oncology and
Immunology, Moscow, Russia
%Research Institute of Medical Cell Technologies, Yekaterinburg, Russia
3Regional Children's Hospital #1, Yekaterinburg, Russia
4“PET-technology” Center of Nuclear Medicine, Yekaterinburg, Russia

Key words: neuroblastoma, microRNA, gene expression

BBenenue: B ocHOBE KIMHHYECKOH T€TEPOreHHOCTH HEWPOOIACTOMBI JIEKAT MOJIEKYJISIPHO-
reHeTHYeCKUe CBOMCTBA OMyXOJeBbIX KiIeTOK. OJHUM U3 HEeONAronpuATHBIX OHOJOTHYECKHX
MapKepoB SBISETCS peapaHKupoBka reHa tenomepassl (TERT), compoBoxnaromascst ero
runepakcnpeccueii [1]. TIporanoctudeckoe 3uauenne mpoduis sxcnpeccun Mukpo-PHK ocraercst
MaJIOM3y4eHHBIM. L[ebI0 HACTOSINEro HCCIEIOBAaHUs SIBUWIOCH ONPEACICHHE MPOrHOCTHYECKON
3HAYUMOCTH YpoBHEH skcrpeccun MUKpo-PHK 128A (miR128A) u TERT B o6pasuax mepBHYHOl
HEeHpOOIaCTOMEL.

Marepuaibl M MeToabl: HyKIeHHOBBIC KHCIOTHI OBUTM BBIACNCHBI M3 HATHBHON TKaHHU
OITyXOJIM M HCIIONB30BAaHEI B MOJIMMEPA3HOIl IIEMHON peakmiH B PEKHMe PEalbHOTO BPEMEHH C
obparHO#l TpaHCKpumime# (s ompemenenus ypoBHs dkcmpeccudn MiIR128A u TERT) u B
MHOXXECTBEHHOH JHMra3sHO-3aBHCHMON amiumndukamuu 30H10B (MLPA, ¢ membpro BBIIBICHUS
aHOMAaJIMI KOJMYECTBa KONMHUil TeHoB, npoBoauMoii B mapamwienn ¢ FISH). CoorBercTBue ypoBHS
skcnpeccrnrt MiR128A u TERT ¢ yactoroil HeGNArompUsTHBIX COOBITHI OBLIO yYCTAQHOBIECHO Ha
ocHoBannu ROC-anmanmsa, a omnpeneneHHsle moporossie ypoBHH (IIY) ObUIM mpuMeHEHBI I
pazzeNneHusl TPy MAMeHTOB B MOCIEAYIOIIEM pacueTe Mokasareieil ITHIeTHeH 0eccoOBITHITHOM
BeDKHBaeMOCTH (BCB) M KyMynsTHBHOH BEpOSTHOCTH pa3BHTHS HPOTPECCHH MM PELUINBa
onyxoinu (CIR). Mennana BpeMeHH HaOIIOJCHHS 32 MALMEHTaMH COCTaBuia 5,8 JeT.

Pesyabratei: ROC-ananu3 mO3BOJIII BBIIBUTH COOTBETCTBHE MEXIY T'HIIEPIKCIPECCHEH
TERT wu cHmwkeHHo# oskcrpeccueii MIR128A ¢ MOBBILIGHHBIM  PUCKOM  HACTYIUICHHS
HebmaronpuaTHoro codwrtus (p=0,027, TTY=4,7x10"° u p=0,004, ITY=4,6x10?). BCB B rpymme
NAIMEeHTOB C HOPMaM30BaHHOMN dKcnpeccueii rena TERT Beme 4,7x10° (rpymma «TERT»)
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coctasuna 0,66+0,07; y mamuenToB ¢ skcmpeccreit MIR128A wmxe 4.6x 1072 (rpymma «miR128Ax)
—0,64+0,15; npu coyeTaHHN yKa3aHHBIX abepparuii skcrpeccun reros (rpymmna «miR128A/TERT)
nporHo3 6su1 HanOonee HeOmaronpustHeIM: BCB — 0,29+0,11, Torna kak GoibHBIC, HE UMEIOLINE
IaHHBIX MapkepoB, umenn BCB Ha ypoue 0,92+0,06; p<0,001. AHaJOrMYHO, KyMYJSTHBHAs
BEpPOSITHOCTh PA3BUTHS penuauBa MM nporpeccuu omyxomu B rpymne «TERT» cocraBmia
0,32+0,07; B rpynme «miR128A» - 0,36+0,15; B rpymme «MiR128A/TERT» - 0,71+0,11, a cpexun
[ALEHTOB 03 JKCIIPECCHOHHBIX AaHOMAIHMH PHCK DPa3BHTHS PELHIMBA ObUI MHHUMAJIBHBIM B
uccienyemoit koropre: 0,08+0,06. Criyuaun Heiipodnactomsl ¢ ammnpukanueid resa MYCN nmenn
TEHJICHIMIO K akkyMmyisiuuu B rpynmax TERT u miR128A/TERT (p=0,061), B To Bpems Kak
YBEJIMYEHHE TeHeTH4YecKoro Marepuana 17¢, neneuuun 9p u 14q Hambosnee 4acTo BBIABISIIMCH Y
MALMEHTOB, HE UMEIOLUX aHOMAIIMH 3Kcnpeccuu aHanu3upyemsix reHos (p=0,014, 0,043 u 0,017,
cootBercTBeHHO). Ammutudukamuss MYCN u  pgenenuss 14q mposBIsUIM  HeGIArompusTHOE
NPOrHOCTHYECKOEe 3HAUCHHE B TPYMIAX, IJIe YacToTa MX BbLBICHHs mnpeobmagama (p<0,001,
p=0,022). B pesynbrare, Ha OCHOBAaHUHM OSKCIPECCHOHHBIX W IIMTOTCHETHYECKUX IAaHHBIX OBLT
HPCIOKCH KJIAaCCH(DMKATOp, HAINPABICHHBIA Ha pa3[eleHHe TPYNH MalMeHTOB C Pa3INYHBIM
nporxHo3oM: nanueHts! ¢ ammudukanueii MYCN (BCB — 0,25+0,11) nMenn HanxXyAmui IporHo3,
6osbubie Oe3 ammmdurannun MYCN pasaensuines Ha rpynnsl MiR128A/TERT (BCB — 0,40+0,15),
miR128A (BCB - 0,60+0,15) u TERT (BCB — 0,74+0.08). IIpu oTCyTCTBUM aHOMAJIHi1 SKCIIPECCHU
HAIHEeHTHl pa3feNnsiich B 3aBucuMoctu oT Hannuus (BCB — 0,71+0,17) umn orcyrerBust (BCB —
1.00) meneunu 14q, p<0,001.

3akaouenne: Yposuu skcnpeccurn TERT u mMiR128A koppemupyioT ¢ mokasaressiMu
BBDKHBAEMOCTH IAIIUEHTOB C HEHPOOIACTOMOI M B COUETAHHU C CETMEHTAPHBIMU XPOMOCOMHBIMU
abeppanusMu MOTYT OBITh HCIIOJIB30BAHBI IS OLPEACICHNUS TPYIIIBI PHCKA.

CHucoK JIuTepaTyphbl:
Peifer M, Hertwig F, Roels F. et al. Telomerase activation by genomic rearrangements in high-risk
neuroblastoma. Nature 2015, 526(7575):700-704.
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H3MeHeHHe 3KCIIPecCHH I'eHa pelenTopa KOPpTHKoJudepuHa 2-ro tuna (crf-r2) B runnokammne
KPBIC B IEPHOJI PEMUCCHY B YCJIOBHSIX JJIUTEIbHOM aJTKOT0IH3AIHH
Epecko C.0.%, Aiipanemoe M.U.*?, Boiukog E.P.*?, Pycanoscxuii B.B., Pycanosckuii I’ B.
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E-mail: interleukinlb@gmail.com
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Change in the expression of the corticoliberin 2 receptor gene (crf-r2) in the hippocampus of
rats during remission in conditions of prolonged alcoholization
Eresko S.0.'Ayrapetov M.I. *?, Bychkov E.R.1?, Rusanovskiy V.V., Rusanvocskiy G.V.
LInstitute of Experimental medicine, St. Petersburg

E-mail: interleukinlb@gmail.com

2 St Petershurg State Pediatric Medical University
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Beenenne. JlnuTenbHas anKOrONH3alMs NPHUBOAUT K M3MEGHEHHMIO DKCIPECCHM MHOTHX
reHoB. OOHapyX€HO, YTO B MEXaHM3MBI Pa3BHTHS XPOHHYECKOH alKOTONPHOW HHTOKCHKAIUH
BOBJICUCHBI perentopsl Koprukomubepuna 2-ro tuma (CRF-R2). Ussectno, uro CRF-R2
JIOKaJIM30BaHb! B THIIIOKaMIe. BMmecte ¢ TeMm, B IOCTYyIHOH HaM JIMTepaType He OBUIM HaieHbI
paboTHI, HOCBAIICHHbIE H3yYEHNIO N3MEHEHHS YKCIIPECCHH I'eHa PelenTopa KOPpTUKoIubepuna 2-ro
tuna (CRF-R2) B runmokamme XpOHHYECKH AIKOTOJIM3HPOBAHHBIX KPBIC B IIEPHOJ PEMHCCHH.
TakuMm o0pa3oM, y4HTHIBas BBINIE H3IOXKEHHOE, IPEACTABISET HHTEPEC OLEHHTH XapakTep
n3meHennii kommdectBa MPHK CRF-R2 B runmokamme mnpu aOGCTHHEHTHOM CHHAPOME B
oKkcrepuMeHTe. llens uccinemoBaHums - H3YYHTh HU3MeHeHHe oSkcmpeccun rema CRF-R2 B
THIIIOKAaMIIe KpBIC B MEPHOA PEMHCCHH Ha 1-ble M 7-ble CyTKHM Ha (hOHE JUIUTENBHOI
AIIKOTOJIM3AIIH.

Marepuajibl M MeTOAbl. B 3KCriepuMeHTax ¢ XpOHMUYECKOH aykoronu3auueil 42 KpbIChl
MOZBEPIIN IIOTYHACHIBCTBCHHOH alIKoroiau3anuu 15%-HBIM pacTBOPOM JTaHOIA B KadecTBE
€/IMHCTBEHHOI0 HCTOYHMKA >KUJIKOCTH B TEUYEHHE O-TH MeCAIEeB IpPH CBOOOJHOM JOCTyNe K
OpHKETUPOBAHHOMY CyXOoMy KopMmy. Kpblc nekanmnTupoBaiM Ha IIepBbIE U CEIbMbIE CYTKH
aOcTHHEHIMU. Mo3r BeIIeIsUIN Ha Xonoze. O6pa3isl He0OX0IUMOH CTPYKTYpPBl MO3Ta HEMEIJICHHO
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3aMOpaXXUBATH B XKUAKOM a30Te M XpaHwy npu Temmeparype -80°C. Yposens MPHK CRF-R2 B
THIIOKAMIIe OIpeNesId METOIOM OOpaTHOM TPaHCKPHUIIMH U IIOCIEXYIOUIell MOoIuMepasHOi
LEeMHOH peakIueil B pEeXHMe pealbHOro BpeMeHH. Bemmumny oskcnpeccun reHa CRF-R2
HOPMHPOBAJIX 10 YPOBHIO SKCIIPECCHH TeHa MHIepaitbaerua-3-pocdaraernaporeHassl.

Pe3yabTaThl 1 00cy:KaAeHHe. ATKOTOJIN3M IIPUBOIUT K OTPULATEIILHBIM HOCIEACTBHSM IS
THIIOKAMIIA: CHIDKAeTCS YpPOBEHb OENOro BEIIeCTBA, YHCIO ITIHANbHBIX KIETOK, BKIIOYAs
OJIMTOJICH/IPOLMTEI, a TaKXKe HONABIICTCS HelporeHe3. B yclloBusX akoroiansMa ImyTH, CBSI3aHHBIC
¢ BOCIAJICHHEM, THIIOKCHEH U CTPECCOM OpraHH3Ma aKTUBHPYIOTCS, a IIyTH, KOTOPBIE HIPAIOT POIb
B HeliporeHese M MHENMHHM3AUUH HEHPOHOB, HANPOTHB, IOAABJsIOTCA. IlokaszaHo, dYTO
KOMOMHATOPHBIH d((heKT cTpecca M anKoroisi OKa3plBaeT BPEJHOE BO3ACHCTBHE HA TUIMOKAMIT
MOCPEACTBOM 3allyCKa KacKaja peakLUi OKHCIUTENbHOro crpecca. Pe3ynbTaTel Mcciel0BaHUM
MOKa3bIBAIOT, YTO Y KpBIC, MOABEPTHYTHIX AIKOTOJIM3ALMM JTAHOJOM, OBUIH OOHApYXKEHBI
U3MEHEHHUs! aMSITH, CONPOBOXKAAIOMINECS YXy/IIIEHHEM CHHAITHYECKOH IIIacTHUHOCTH. BrisiBieHo,
YTO CYNIECTBYIOT TEHBI, UIPAlOIIde pONb B Pa3BHTHE AJIKOTOIM3Ma, AKTUBHOCTH KOTOPBIX
U3MEHSAETCsl B TMIINOKAMIIe NPH CHCTEMaTHYECKOM YNOTpeOleHHH ankorons. Tak, CylecTBYIOT
6onee 600 TreHOB, aKTHBHOCTh KOTOPBIX PA3INYACTCs MEXKAY ATKOTOIHKAMU U TPYIIIOH KOHTPOJIS.
K Takum renam ortnocarca: FKBPS, UGTS, nepenocunk moueBunbl (SLC14Al), tpancroprep
muaka (SLC39A10), penentop wunTepneiikuna-1 mepsoro tuma (ILIR1), TXNIP, renst
TIIIOKOKOPTUKOUIHBIX PELENTOPOB, T'eHBl PELENTOpOB TIpelMHA, OPEKCHHA, KOPTHKOIMOepHHa
(CRF-R1, CRF-R2).

Pe3ynbrathl, MoxydYeHHbIE B XOA€ MPOBEACHHOTO HAMH HCCIEIOBAHUS, CBUACTEIbCTBYIOT,
9TO HEpeBOJ XPOHHYECKU AJKOTOIM3UPOBAHHBIX KPBIC HAa BOAHBIA PEXKHM HMEET TEHACHIHIO K
yBenuyenuto konnyectBa MPHK CRF-R2 Ha nepBbiii u ceibMoil IeHb a0CTHHEHTHOTO TIepHoja 1o
OTHOLICHHIO K TPYIIE AJKOTOJIMKOB, YTO CBHIETENHCTBYET 00 aKTHBAIMM CTPECC-CUCTEMBI B
OpraHu3Me KpbIC B HEPUOJ PEMUCCHU. AKTHBAIMS CTPECC-CHCTEMBI NPUBOAUT K IUCGHYHKIHIM
oOMeHa HeHpoMeqUaTopoB B OOJACTH THINIOKAaMIIa, YTO BIEYET 3a COOOI TPEBOXKHOE COCTOSHHE,
arpecCHBHOCTb U KOTHHTHBHBIE HapYIICHHsI, CIIOCOOCTBYSI YMCHBIICHHIO KOTHUTUBHOTO KOHTPOJIS
HaJ ymnotpeOJieHHMeM ajkoroys. IlodydeHHBIC pe3yabTaThl CBHACTENBCTBYIOT O CIIOXKHOCTH
MEXaHH3MOB pa3BUTUSl OTBETHBIX PEAaKIUH B IepuOji aOCTHHEHIMH B YCIOBHSX JUIHTEILHOH
aJIKOT OJIM3aLlUH.

BeiBogbl.  [lpm umMTenbHON alKOTONM3alMM W3MEHSETCS OKCIPECCHsS PelenTopoB
KOPTHKOIHOEpUHA 2-TO TUMA B TUIINOKAMIIE KPbIC B YCIOBHAX OTMEHBI AJKOTOJsl Ha NEpBBIE U
ceIbMble CYTKH, 4YTO CBHIETENBCTBYET 00 aKTHUBAIMU CTPECC-CHCTEMBI B OpraHH3Me KpbIC.
AKTHBALHs CTPECC-CUCTEMBI MPHUBOAUT K AUCHYHKIHAM OOMEHa HEHpOMEeIHaTOpoB B 00JacTH
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THIIOKAMIIA, YTO MOXET IPHBOAUTH K PA3BHTHIO TPEBOXKHOIO COCTOSIHHS, arpecCUBHOCTU U
KOTHUTUBHBIX HapYLICHUH.

CIHCOK JIUTePaTyphI

Aiipanemoe M.U., Epecko C.O. lunamuka u3MeHeHuid kommuectBa MPHK penenrtopa
KOPTHKOIHOEpPUHA BTOPOTO THUIIA B THUIOKAMIIE Yy XPOHHYECKH AaJKOTOJIM3HPOBAHHBIX KPHIC B

yenoBusix abctuneHuud. XKypuan «Opoutanbsy, 2017, Nel.

HocurenberBo aedexrHoro amens T moimumopdpusma donatnoro oomena MTHFR677C> T -
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Defective T-allele carriage of folate metabolism polymorphism MTHFR677C> T - risk factor
for schizophrenia and its adverse prognosis
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BBenenne: Hapymienus oOMeHa (oaToB M HOCHUTEIBCTBO Psifia MOIUMOP(U3MOB B IeHax
(donarHOro wmuWKiIa cpead OONBHBIX IIM30(QpPEHUEH OOHAPYKHMBAIOTCA 4dalle, 4eM B o0OuIeil
nomynsiun [1-4]. Hanbonee monHo B CBS3M ¢ PUCKOM MM30()PEHHH K HACTOAILIEMY BPEMEHH
n3ydeH nomuMopdusM  MeTmieHTerparuapodomarpenykrassl - MTHFR677C>T.  Puck
mu3odppennn y Hocutenei renotuia MTHFR677TT na 36% Bbliie 10 CpaBHEHUIO C HOCHTEISIMH
muxoro redorunia MTHFR677CC (Muntjewerff et al., 2006: N = 4 986). I'eorpaduiaecku reHOTHIIBI
MTHFR 677 C>T HepaBHOMepHO pacmpeneneHsl. B Poccuu ananmornuHble McclieJOBaHUS He
HPOBOJIMITHCH, HECMOTPSI Ha BBICOKYIO PAacIpOCTPaHEHHOCTh HocHuTenel nedumura domatos cpean
HaceneHus (go 40%). Ilempto paboTel OBLIO H3ydeHHE AacCOLMALMU  IOIMMOphH3Ma
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MTHFR677C>T ¢ mm3odpeHueli y roCIHTaIN3HPOBAaHHBIX MAEHTOB B Homysiuu EBponeiickoit
Poccun B cpaBHEHMM C KOHTPOJBHOH Ipynmoi 340pOBBIX IOHOPOB KPOBH, a TaKKe H3ydCHUE
0CcOo0CHHOCTEH N30 PEHUH Y MAlMeHTOB, MMeromuX AedektHbii awens T MTHFR677C>T.

Marepuan u meroabl: 500 MaMeHToOB ¢ AUarHo3oM mu3odppenus; 499 310poBbIX TOHOPA
KpoBH o0cienoBanbl MeToioM [1I[P-anann3a BeHO3HO# KpoBH (Bo3pacT 18-65 ner, eBponeounHoi
pacel, xutenun Hmkeropoackoit obmactu). IlpoBeneH cpaBHUTENBHBIM aHANIW3 OCOOCHHOCTEH
KIMHUKA ¥ TedyeHus 3aboneBanus y Hocutened awiens T (n=77) u renoruna MTHFR677CC
(n=73) (mo mauHBIM W3 aMOyJIaTOPHBIX KapT). YacTh MAIMEHTOB OOCIEIOBaHA C MOMOIIBIO
ncuxouarsoctraeckux mkam: PANSS (n=52), SANS (n=64), JIMYHOCTHOTO M COLMAIBHOTO
¢yuxuuonupoBanus (PSP, n=76), Kanrapu ans ouenku aempeccun npu tmusodpenun (CDSS,
N=62) U MPOLLIH TECTUPOBAHUE C MIOMOIBIO OAaTapeH KOTHUTHBHBIX TecTOB (N=66). 118 mauneHToB
o0cie10BaHbl HAa HAIMYKE CHHAPOMA Hequ(b(epeHIINPOBAaHHOH INUCIIA3HU COSIHHUTEIbHON TKaHH
(CHACT).

PesyabraTbl: HocutenscrBo ammtens T renernueckoro nonmumoppusma MTHFR677C>T y
OonbHBIX MM30(peHuell oOHapyXKMBAeTCs CTATHUCTUYECKH 3HAYMMO 4Yalle, YeM Y 3J0pOBBIX
ToHOpOB: 255/500 mpotuB 219/499 (p=0,0287, x2=4,79; OR=1,33, 95%CI [1,037; 1,707]),
HE3aBUCHMO OT mosla M Bo3pacta. HocutenbctBo nedekrHoro amwiens T y mHauumeHTros,
TOCIIUTAIM3UPOBAHHEIX B 3UMHE-BECEHHHUH IEPHOJ, BCTPEYaeTcs [JOCTOBEPHO dYalle, 4eM Yy
MAIMCHTOB, TOCIUTAIM3HPOBAHHBIX B JIETHE-0CeHHMUHT mepuoz (56%, 150/270 npotus 46%, 103/223
cooTBeTcTBeHHO, p=0,0476, %2=3,92 c mnomnpaBKoit Herca na HENPepbIBHOCTH). [lanmeHTs ¢
HOCHUTENBCTBOM AedeKTHOro amiens T B oTnnuue OT MAlMEHTOB ¢ HOpManbHBIM reHotunoM CC
HMeITH IOCTOBEPHO OoJjiee BHICOKHE CyMMapHbIE OAilIbl IO IIKanaM HeraTHBHBIX cHHIpoMoB (31,4
npotuB 24,4 Gamios, p=0,035) u obmeii ncuxonaronorun PANSS (57,0 mpotus 46,0 6anos,
p=0,0039), SANS (88,75 nporus 73,3 Gamios, p=0,042), GOJbBIIYI0 CYyMMy GasIOB KOTHHTHBHOTO
kinacrepa (28,7 mpotus 22,2 Gamwios, p=0,014) u karatommueckux cummromoB PANSS (26,0
npotuB 20,3  OamwioB, p=0,013), MeHbmMII ypPOBEHb JIMYHOCTHOIO U  COLMAJIBHOIO
¢ynxnuonupoBanus 1o mkane PSP (37,2 6amno npotus 45,5, p=0,048). Pasmuuus He cBS3aHBI C
IOJIOM ¥ BO3PAacTOM MAIWEHTOB, IIUTEIBHOCTBIO TEUEHHS 3a00JICBaHMS, BBIPAKCHHOCTBIO
nenpeccuu (6,9 nporus 6,3 6amtos nmo CDSS, p=0,62). KoruurusHbIe HapyNnIeHUs, BEISIBICHHEIE C
HOMOIIBIO 0aTaper KOTHUTHBHBIX TECTOB, 00JIee BBIPAXKEHBI y HOCUTEIEH Je(hEeKTHOro amiess, HO
CTAQTUCTHYECKH He 3HAauMMO. IIaIlMeHTOB C HOCHTEIHCTBOM AC(PEKTHOTO ajuIeNsl TaKkKe OTIHYaeT
Gosee yacToe Havyano 3ab0NeBaHMs MO HeMpepbIBHOMY THITY: 59/76 npoTuB 41/68 cnyvaes B rpymme
cpaBaenus (y2=4,3; p=0,038), Goynee wacroe HajIW4yue B TNPEMOPOHIEC MCHXOMATOIOTHYSCKUX
paccTpoiicTB M HEBPOJOTMYECKUX CHHAPOMOB, CIICHU(PUYECKUX IS AETCKOro Bo3dpacta: 30/65
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npotuB 18/66 (x2=4,25: p=0,039), GoibmIas BEpOATHOCTh HACTYIUICHUS HEAEECIIOCOOHOCTH HpH
COIOCTaBUMOM BO3pacTe M JUIMTENILHOCTH TedeHus 3aboneBanus: 17/71 nporuB 7/71 B rpymme
cpaBaenus (x2=4,06, p=0,0439). CHACT wuaiue BBISBISUICS Y MALMEHTOB C HOCHTEIbCTBOM T-
amtens (42/60 nporus 24/58; ¥2=9,8, p=0,0017).

3akiarouenne: Takum o0pa3om, HocuTenbcTBO ayutens T momumoppuzma MTHFR677C>T y
6O0JIBHBIX MHM30(pPEHUEH B POCCHIICKOH MOMYIISIIUN BBISBIISCTCS Yallle, YeM y 340POBBIX JOHOPOB H
ACCOLIMMPOBAHO C CE30HOM OOOCTpEeHUs 3a00NeBaHHMs, SIBISICTCS IPEAUKTOPOM DasBHTHS psija
HEONaronpusTHBIX XapaKTePUCTUK 3a00JCBaHNs; IPH HOCHTENbCTBE ayuiens T dalie BBISBISCTCS
CHACT, a B gerctBe - ICHXONATOJIOTMYECKME M HEBPOJOIMYECKHE CHHAPOMBI, YTO MOMKET
CIY)KHTh MAapKepoM HapyllieHu# oOMeHa (OnaTtoB MpH MHEPBOM IICHXOTHYECKOM SIH30/E.
TlomyueHHBIC pe3yIbTaThl CBUACTEIBCTBYIOT O HEOOXOAUMOCTH MEPCOHHU(PHUIMPOBAHHOIO MOAX0/a
[PH U3YYCHUH MIM30(QPEHUN U BHEAPCHUH PE3yIbTaTOB HCCIICIOBAHNH B KIIMHUYECKYIO IPAKTHKY.
Crucok IuTepaTyphbl:
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Xopes I'enrunrrona (XI') npencrasisier co00i HACIEICTBEHHOE ayTOCOMHO-IOMHHAHTHOE
HeffpoJiereHepaTHBHOE  3a00/ICBaHME  LICHTPAIBHON  HEPBHOM  CHCTEMBI,  IMPOSIBISEOIICECS
MOTOPHBIMH HapyIICHUSIMH, CHIDKEHHEM KOTHHUTHBHBIX CIIOCOOHOCTEH M ICHXO3MOLMOHATEHBIMU
ortkioneHusimu [1]. B ocHoBe maroreHe3a 3a0oJieBaHUS JISKUT [ATOJIOTMYECKas DKCHAHCHUS
TpuHykineotuHbix CAG mnoBropoB B sokyce 4pl6.3 Ha 5'-koHue 1-ro sx3oHa rewa HTT,
konupytoero Oenok renturrtud (CEHT). TTatonoruueckas sxcnancus 6onee 36 CAG-noBTOpOB
OPUBOOMT K oOpasoBanuio anomaibHoro Oenka 'EHT ¢ yIJIMHEHHBIM IMOJIMITTYTAMHHOBBIM
yuacTkoM Ha N-KoHIIe MoJieKyIbl ¥ pa3BuTuio XI [2].

JlaGopaTopHoe mMOATBEpXXAEHHE U ONpeleieHHe YpoBHS 3kcraHcuu npu XIT sBisercs
BaXHBIM 3TAallOM HE TOJNBKO AH((EepeHIanbHOrO ANAarHo3a, HO W MPOTHO3HPOBAHHS TCUCHHS
3a00JI€BaHUS U ONPEJIENICHUs] PUCKOB s mociietytomiero nokonenus. B 1993 rogy Warner et al.
IPEJIOKII OPUTUHAIBHYIO METOAUKY ompenenenus komudectBa CAG-moBTopoB, MeTononorus
noxyuuna Ha3Banus [P Tpoitasix nosropos (ITLIP-TII) [3].

st mposenenust ITLIP-TII 6501 ucnons3oBal «iCyclerThermalCycler» xomnanuu Bio-RAD
(CHIA). TIpu ucnons3oBanuu meromuku I[THP-TIT nmpoxykter TP, pazaeneHHble ¢ MOMOLIBIO
BBICOKOTOYHOTO  KANMJUBIPHOTO  3JeKkTpodope3a,  00pasyloT  XapaKTepHYI0  KapTHHY
(hITyOpeCLeHTHOI «JIECTHHULIBD C Pa3HHULICH MEXIy MUKaMU B TpU Hykieotuna [4]. Pasmepsl nukoB
¢ HanOOJbIIeH BBICOTOH SBIAIOTCS pazMepamu obsactd CAG-TIOBTOPOB IBYX ajUIeNiel NalueHTa.
KomnuectBo CAG-noBTOpoB OBUTIO paccuntano ¢ mnomoinelo ¢opmyisl: CAGn = Pasmep
¢dparmenra — 47/ 3.

Hamun Oblla NIpOAEMOHCTPHPOBAHA BBICOKAas BHYTPHIA0OpaTOpHas BOCIPOM3BOAMMOCTS,
IIPH aHaJIM3e B OJHOW J]aOOpaTOPUH OJHUX M TeX )K€ IOJOXKHTEIBHBIX U OTPULATENBHEIX IPo0 ¢
MOJIHBIM HOBTOPEHHEM MPOIEAYphl IPUTOTOBIEHHsI 00Pa3IOB M BEHIONHEHHS BCEX H3MEPEHUH B
pa3HbIX cepusix. B rpynne nanueHToB ¢ KiaMHUYecKH nonarepxkaeHHon XITy Beex mccienyemMbix
Obl1a 0OHapyKeHa XOTs OBl OIHa aJUIeNIb ¢ YMEPEHHOW HIIM BBIpaXKEHHOH dKkcnaHcuel. KommaecTBo

MOBTOPOB B MYTAHTHOM ajjiey BapbupoBaio ot 39 1o 48.
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Oruonarorenerndeckoe Jsedenne bIT He paspaborano. MenukameHTO3Has —Tepamus
HampaBJIeHa Ha CHMITOMATHYECKYI0O KOPPEKIHIO IBHIATENbHBIX HapymieHuHd, apheKTHBHBIX H
NICUXOTHYECKUX PACCTPOICTB, HEPEIKO OCTAIONIUXCS BEChMa PE3HCTEHTHBIMH K TEpaIIHu.

Terpabenasun - EnuHCTBEHHBI  mpenapar, pa3paOOTaHHBIM  CICHMANBHO  JUIs
HUBEIIMPOBAHUSI XOPEHYECKHX THHepkuHe30B npu bBI. DddextuBeH Takke B OTHOIICHUH
TapAMBHBIX JUCKUHE3WH, BEI3BAHHBIX THITMYHBIMU HelponenTukamu. HauanpHas nosza - 25 mr/cyr,
C MOCTEIICHHBIM IMOBBILIeHHEM J103b1 10 100 Mr/cyT. [Ipenapat npunnmaeTcs 3 pa3a B ICHb.

TerpabeHasuH IeHCTByeT KaK HHTHOUTOP BE3UKYISIPHOIO IEPEHOCUYMKA MOHOAMHHOB
(VMAT2). VMAT2 — uHTerpaibHblii MOJMTOMHIECKHI 00K, KOTOPBIH IIEPEHOCHT MOHOAMHHBI
U3 LUTO30JI1 KIETKH B CHHANTHYECKHE Iy3bIpbKH. YrHereHue VMAT2 mnpuBomur K
HPEXICBPEMEHHOI MeTaboIM4eCKOi Ierpajialiiii MOHOAMHUHOB; TaKMM 00pa3oM, ux 3amnackl B [JTHC
HCTOIIAIOTCS.

B 2016 r. TerpabeHa3us o TOproBuiM HazBaHHeM HOpMOKHHE3THH® 3aperucTpupoBaH Ha
tepputopun Poccuiickoit @enepanunn. Terpabenazun (Hopmokune3THH®), 0100peH [uis Jed4eHus
XOpeH, CBsI3aHHOH ¢ Oone3Hbto 'eHTHHrTOHa. B Poccum nucrpuOynueil mpenapara 3aHuMaeTcs
3A0 «Dupma «EBPOCEPBUC». 3A0 «®upma EBPOCEPBUC» - cneuuann3upoBaHHbIH
IUCTPUOBIOTOP Ha (hapMaleBTHYECKOM pBIHKE cTpaHbl ¢ 1996 roxa. JOCTUTHYB 3HAYHUTENBHBIX
YCIEXOB 3a TOJBI CBOCH JEATEIbHOCTH, KOMIIAHHS 10 IIPaBy CTala OJHHUM U3 JIHAEPOB B 00IACTH
rocnutanbHbeIX npoaax. 3A0 «@upma EBPOCEPBUC) umeer 00JbLION M YCICHIHBIH OMBIT MO
obecreueHHIo (eiepatbHBIX U PETHOHAIBHEIX TEHIEPOB.
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BBenenne: Merabommyeckuii cuaapom (MC) yBenmumBaeT pUCK Pa3BUTHS (DHOPHIUIALIHI
npeacepauii (OIT) [1,2]. V3ydyeHne npeauKTOpOB pa3BUTHS JaHHOTO HAPYILEHUS PUTMA aKTyallbHO
JUISL BBUSIBJIGHMS TPYIIBI pucka cpean marnueHToB ¢ MC. I'anekTHH-3 U ambJOCTEpOH oONagaioT
npoGHOPOTEHHBIM JIEHCTBHEM, YTO MOXKET OOBSACHATh MX HMOTEHIHANBHYIO POIb B PAa3BUTHH U
nporpeccupoBanun @I y manuenros ¢ MC [3,4]. Llens uccnenoBaHusi - ONPENEIUTh YPOBHU
rajgeKTHHA-3 U albJ0CTEePOHA B CBIBOPOTKE KpoBH y nanuentoB ¢ MC B coueranuu ¢ @II. Onenuts
POJIb TaHHBIX MapKepoB (pHUOPO3a B pa3BUTHH PEMOJCIUPOBAHHS cepAla 1 Bo3HUKHOBeHHH DII.

Marepuan u meroast: O6cienoano 100 mauuentos ¢ MC (IDF, 2005), u3 Hux 50 00JbHBIX €
BIepBble 3apeructpupoBanHoil PII. I'pynmy koHTposs cocraBwid 50 HMPakTUYECKH 310POBBIX
nrofeil 6e3 ceplIedHO-COCYIUCTOH MAaTOIOTUH U MeTabOIMYEeCKHX HapyIIeHHil. YPOBHY rajleKTHHA-
3 ¥ ampIOCTEpOHa B CHIBOPOTKE KPOBH oOleHHBaIHCh MeTonoM M®A. Beimonnena OxoKI (GE

Vivid 7). Craructnyeckuii aHams3 BBIIOIHEH ¢ riomomisio SPSS 17.0.
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PesyabTaThl: YpoBEHb TajleKTHHA-3 B CBIBOPOTKE KPoBH y 60mbHEIX ¢ MC u ®II Brimre, geM y
nanuentoB ¢ MC 6e3 @II u Beime, yem y 3moposbix (0,72 [0,44;1,36], 0,44 [0,42;1,22] u 0,32
[0,28;0,42] ur/mu, coorserctBerHO; p <0,01). VpoBeHb anbaocTepoHa B CHIBOPOTKE KPOBH Y
6onpHbIXx ¢ MC u O®II Bbime, yem y nauumertoB ¢ MC 6e3 @Il u Bble, 4eM y 310pOBBIX
(202,2+82,5, 150,3+72,2 u 98,4+51,8 nr/mm; p <0,001). KoppensmuoHHEI aHAIH3 YCTaHOBHII
HOJIOXKUTENBHYIO CBA3b TaJICKTHHA-3 M MOKa3aTeNlel, XapaKTepHU3yIOIIHX PEeMOASIHPOBAHUE
npejicepaunii: 00beM U uHAEKC 00bema JeBoro npeacepaust (=0,447 u r=0,389, COOTBETCTBEHHO; p
<0,001), o6beM u mHAEKca 00BeM mpaBoro npexacepaus (r=0,367 u r=0,289, cOOTBETCTBEHHO; p
<0,001). Taxxe ycraHOBIICHA IpsiMas KOPPEISLHS MEXIY YPOBHEM albJOCTEPOHA B CHIBOPOTKE
KpOBH, 00BEMOM U HHJIEKCOM 00beMa sieBoro npexacepaust (r=0,367 u r=0,324, cOOTBETCTBEHHO; p
<0,001). BoisiBiIeHa MONOKUTEIbHAS CBA3b YPOBHs aJlbJOCTEPOHA M FaJIeKTHHA-3, ONPEAEIECHHBIX B
CBIBOPOTKE KpoBH y Bcex obcmenoBanubix (r=0,509, p <0,001). PerpeccronHbIi aHamu3
MOATBEPAMI BIHMSHHE albJOCTEPOHA Ha YPOBEHb rajekThHa-3 B chiBopoTke kpoBu ($=0,321, p
<0,001). ITo maHHBIM MHOTO(AKTOPHOTO OMHOMUAIILHOTO PErPeCCHOHHOTO aHaIHM3a YCTAaHOBIICHO,
YTO BEPOATHOCTh BO3HMKHOBeHH PII y nanuenToB ¢ MC yBeIMYMBAIOT HE TOJIBKO TPaJULIMOHHbIE
IpeJUKTOPHl BOSHUKHOBEHUS JaHHOW apHTMHM: 00beM ieBoro mpencepaus (OLI=1,07, 95% U
1,05-1,1, p <0,001), o6vem mnpasoro mpexacepaus (OLI=1,06, 95% AU 1,04-1,1, p <0,001),
oxpyxknocTs Tamuu (OI=1,05, 95% AU 1,03-1,08, p <0,001), HO 1 H3y4aemsle MpoUOPOreHHBIE
taxropsr — anmpaoctepon (OLI=1,11, 95% JIU 1,08-1,22, p <0,001) u ranexkrun-3 (OLI=1,27, 95%
i1 1,02-1,6, p =0,03).

BoiBoabl/3aki04enne: YPOBHM TalEKTHHA-3 M albJOCTEPOHA B CBHIBOPOTKE KPOBH Y
MAIIEHTOB C META0OIMIECKUM CHHIPOMOM B COYETaHHU ¢ GHOPHILIAIHMEH IpeacepIuii BEIIIE, YeM
y HaIUeHTOB ¢ MEeTa0OIMYeCKUM CHHIPOMOM 0e3 JaHHOrO HapylIeHHs pHTMA. JlaHHBIe MapKephl
(ubpo3a acCOUMPOBAHEI ¢ PEMOJCIUPOBAHUEM CEpAlla M PHCKOM (QUOPMIULINNK Hpencepaui y
OONBHBIX ¢ MeTabONMYECKHM CHHAPOMOM. ['alleKTHH-3 U aabJOCTEpPOH, BEPOSITHO, SBISIOTCS
HPEJUKTOPaMy BOSHUKHOBEHHUS U IPOrPECCHPOBAHMS JAHHON apUTMUH.
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Results of PGT-A by aCGH for women of advanced maternal age with many embryos
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BBenenne: Y jkeHIMH CTapuiero penpoaykTuBHoro Bospacta (CPB) nons aneymionHbIx
SMOPHOHOB OYECHb BBICOKA , II0ITOMY BO3pacT crapie 40 jeT ABIsSeTcs OJHUM W3 IOKA3aHUN I
MPOBEACHHUS NPEUMIUIAHTaMOHHOr0 reHerndyeckoro tectupoBanus (III'T) [1]. Opnako u3-3a
00IBIION YACTOTHI aHEYIUIOMIHBIX dMOpHOHOB 10 55% mmknoB OKO c¢ ucnoms3oBanueM III'T y
skeHnH CPB 3akaHumBaloTCst OTMEHOH mepeHoca [2]. HekoTopble KIMHMLIMCTBI MPEATIararT
Ipyrde IOAXOABI Ui TAaKUX MalueHToB — Oe3 mposeneHus III'T mepeHOCHTh HECKOIBKO
SMOPHOHOB Ha TPETHil JeHb Pa3BUTHA MM 3aMOPaKHBATh BCe SMOPHOHBI HA IATHIA A€Hb Pa3BUTUSL
U NIepeHOCUTh HX 110 ofHoMYy [3, 4]. IIpeanonaraercs, 4To 3T BapHAHTHI [I03BOJIIIOT UCKIIOUUTH
PHCK OTOpaKOBKM 3MOpHOHA M3-32 BO3MOKHOM omubku npu [1I'T, a Takke MUHUMH3UPOBATH PUCK
OTMEHBI IepeHoca. BBIOOp ONTHMaNbHON CTpaTerHMd OCOOECHHO CIOKEH B cilydae, KOraa y
nanueHToB CPB HeCKONIBKO OIACTOLMHUCT «OTIMYHOTO» U «XOPOIIEro» KauecTsa.

Ilenblo mccienoBaHWs OBUI CPaBHHUTENBHBIH aHamn3 ucxomoB ImkioB DKO ¢ u Ge3
ucnonb3oBanus III'T y sxenmmn CPB, numeromunx 6onee 4 61aCTOUUCT 5-T0 IHS, JUIS ONPEICICHHS
MaKCHMaJIBEHO 3G ()EKTUBHOI CTpaTeruu Henoib3oBanus BPT 1i1s 9Toi rpymibl maiueHToB.

Martepuas 1 MeTOABI: Beun npoananu3upoBaHsl pe3yabTatsl NUKI0B OKO y 565 sxeHmuH
(25-46 5iet), KOTOPBIM OBLI TIEPEHECEH OJUH COOCTBEHHBIH Pa3MOPOKEHHBIM SMOPUOH B MEPUOJ C
konua 2012 mo 1 suBaps 2017 r. B knunuke ABA-TIETEP. 211 keHumH BHIOpaNu HCIOJB30BaTh
III'T meromom aCGH. III'T Ha o6pa3suax TpodakTomepmsl 1055 sMOpuoHOB 5-r0 M 6-rO aHS
pasBuTHsL OBUI NIPOBEJIEH B COOTBETCTBHM C WHCTpyKumsimu npoussomurens (BlueGnome,
Benukobpuranus u Agilent, CILIA). Mbl cpaBHHIIM peaibHYIO YaCTOTY HACTYIUICHUS KIMHUYECKOM
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6CpCMeHHOCTI/I C TEOPETUYECKUM OXHAAEMBIM MNIAHCOM BI)IGpaTB 3yHJIOI/IZ[HLIff/I 3M6pI/IOH 1A
NepBOro ImepeHoca. B KkauecTBe KOHTPOJIBHOM Tpymmbl ObUM BBIOpaHBI 354 JKEHIIMHBI, HE
ucnonb3oBapmue I[II'T. Jlns obeux rpynnm ObUIM  MOJCYMTAHBI YacCTOThI  KIMHHYECKON
6epeMeHHOCTH 1 IPEPhIBaHUH Ha PAaHHEM CPOKE IOCIIe IIePBOro IepeHoca IMOPHOHa.

PesyabpTaTel: Hamm naHHbIE MMOKa3bIBAalOT, 4TO NpH Hcroiab3oBaHuu III'T mist skeHIuH
crapuie 40 net ¢ 0OJIBLUIMM YUCIOM SMOPHOHOB YacToTa HacTymieHus oepemenHoctu (YHB) mocne
neporo nepenoca cocrasiser 0,51 npu Teopernuecku oxunaemom mance 0,21. YV manumeHtoB
miaaue 35 ner YHB mocne nepsoro eSET cocrasnsier 0,52. TIpu 5TOM B KOHTpOIIBHOIM Tpymie (0e3
III'T) YHB muis sxenmue crapmie 40 ner cocrapiuser 0,14 [5].

3akawouenue: s oxenmpa CPB, uMmerommx MHOro OJacTOLUCT «OTJIMYHOTO» H
«xopouiero» kadectBa, ucnosnpzopaHue III'T Ha 24 XpOMOCOMBI HE TOJBKO IPUBOJUT K
YMEHBIICHUIO YacTOThl PAHHEr0 MpEepBhIBaHUS OEPEMEHHOCTH, HO M PE3KO YBEJIMYMBACT LIAHC HA
HACTYIUICHHE OCpeMEHHOCTH YxKe II0Clie MEepBOro IepeHoca, IO CPaBHEHMIO C TEOPETHUECKH
O0XXHAIaCMBbIM, & TAKXE 110 CPAaBHCHHUIO C KOH’I‘pOJ’ILHOfI I‘pyl'[l'[Oﬁ IMAaOUCHTOB, HC HCITIOJIL30BaBIINX
III'T. Takum o6pasom, [II'T u mepeHOC OHOrO IJYIUIOMJHOTO AMOPHOHA MOXXHO CYHTATh
ONTHMAJIBHOM CTpaTeFHeﬁ JJIA TAKHUX IMTAITUCHTOB.
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IIpobiema MeXxaHHU3MOB, YaCTOTHI M METOAOB JHATHOCTHKH OJXHOPOIMUTENIbCKOH JHCOMHU
(OP[) BonHOBasIa yMbI HCCIIEIOBATEINCH B TEUCHHE MOCIEAHEH aeKkansl XX Beka — IepBOi 1eKa bl
XXI Beka. 3aTeM MacCOBBIi HHTEPEC K Hel C TeUEeHHEeM BPEMEHH 3aMETHO CHU3MIICS, B TOM YHCIIE U
MIOTOMY, YTO B IOTOMCTBE HHINBHJIOB, TCOPSTHUESCKH HMEIOIIIX BEICOKYIO BEPOSITHOCTE IIOTOMCTBA
¢ OP/I], ona oOHapyKHBanachb C O4YEHb HHM3KOH 4acTOTOW KaK y IJIOAOB, TaK U Yy abOPTYCOB.
IIpuMeHUTEIBHO K  pPOOEPTCOHOBCKUM  TPAHCIOKAIWMsSIM, YacTOTa KOPPEKIHH TPUCOMHH,
MIPUBOAALIAS K OJHOPOAUTEIBCKOW AUCOMHH, cocTaBiseT He Oonee 1 % [1]. OpmHako 3TOT dakt
BXOJHUT B INPOTHBOpEYHE C JAHHBIMH 00 OYEHb BEICOKOI YacTOTE XPOMOCOMHBIX aHOMAJIHH,
MOJIBEPralONIMXCs KOPPEKIMH, B MNPEIUMIUIAHTAIMOHHBIX AMOpuoHax [2, 3]. CHaATh 3TO
IPOTHBOPEUHE MOXKET HPEINnoiokKeHHne 00 0co0OM MeXaHW3MEe KOPPEKIHH TPHCOMHUH,
[OPHUBOSIIIEM K JBYPOJHMTENBCKOH [HCOMHH: 3TO IIOTEPS MAaTCPUHCKOH XPOMOCOMBI (M,
CIIEIOBATEIBEHO, BOCCTAHOBJICHUE ABYPOIMTEIBCKOH AMCOMHM) NMPEHMYLIECTBEHHO B IMOpHOHAX
skeHckoro mona [4]. IIpuMeHuTensHO K poOepTCOHOBCKHM TPAHCIOKAIUSIM 3TO O3HAdaeT yTpary
JMIIHEH XPOMOCOMBI, HE BOBJIEYEHHOH B TpaHClOKalMio. B Takom ciydae cpeaum Hocutenei
cOalaHCHPOBAHHEIX IIEPECTPOCK JIOJDKEH HAONIONAThCS H3OBITOK HOCUTENEH JKEHCKOTo Ioja, a
cpeau HOCHTeNeH HecOaTaHCHPOBAHHOW MEPECTPOMKH — H30BITOK HOCHTENEH MY)KCKOrO Ioina.
JlaHHBIC aHaNMM3a COOTHOLICHMS IIOJOB Yy HOCHTENEHl COaJaHCHPOBAaHHOH TpPaHCIOKAMK C
OJIHOPOJUTENBCKOM aucomueii xpomocomsl 14 - (45,der(13;14),upd(14) - u y Hocurereii
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HecOanaHCHpoBaHHON TpaHciaokauun 46,der,+13,der(13;14) noaTBepXKAAIOT 3TO MPENONOKECHAE:
12 u3 16 nauueHToB co cOaNnaHCUPOBAHHOW TPaHCIOKALUeW ObUTH JKEHCKOTO 10J1a, B TO BPEMS KaK
u3 18 Hocurenei HeC6aJ’IaHCMpOBaHHOf/’1 TpaHCJIOKalluu JKEHCKHH T10JI UMEJIA TOJIBKO JABOEC (CHI/ICOK
MyOJIMKAIMHA 3THX CITy4aeB JOCTYIICH IO 3alpocy).

HpeZ[HO‘ITI/[TeJIBHa}I noreps MaTepMHCKOﬁ SKCTPaxXpOMOCOMBI y HOCUTEIICH
YHACIIEIOBaHHBIX HECOaNaHCUPOBAHHBIX POOEPTCOHOBCKUX TPAHCIOKALMH MOXKET OOBICHSTHCS
«rornorpa@uYecKi»: B 3MIOTE YeJIOBEKa JKCHCKHH M MYKCKOH IPOHYKIEYChl 000COOICHBI, H B
TaKOM BHUJEC MEPEXOAAT B MUTOTHYIECKOE COCTOSTHUE. HpI/I HaJIM4uu TPUCOMHHU (KOTOpa}I Hanboee
JacToO HMEET MATCPUHCKOC HpOPICXO)KI[eHI/IC), B MHUTO3€ IPOUCXOAUT KOHKYPCHIUSA calToB
MIPUKpPEIUICHUsT HUTEil BepeTeHa. M3BeCTHO, 4TO OOJBIIMHCTBO POOEPTCOHOBCKUX TPAHCIOKALMHA
UMEIOT JIB€ ILIEHTpOMEphl [5], a JMIEHTpuuYecKas CTPYKTypa HMEET IpeMMYILIecTBa Hepen
MOHOIEHTPHYECKOW B 3TOW KOHKypeHuuu [6]. IIpu mMOCT3UrOTHYECKMX COOBITHSX KOPPEKLHH
TPUCOMMH, TIPUBOJAIIMX K MO3AaHLIU3MY O COQIAHCUPOBAHHOM JIMHUM, NPEIIIOYTHTENIbHAS TOTEPS
MAaTepUHCKOH YKCTPaXPOMOCOMBI, BEPOSITHO, OTCYTCTBYET.

TonocnennduyHo#i Koppekieil yHACIeAOBAaHHON TPAaHCIOKAIMOHHON TPUCOMHH MOXKHO
YaCTHYHO MM JaX€ ITOJIHOCTBIO OOBSICHHUTH q)eHOMeH, OGCyX(HaeMLIﬁ C KOHIIA HMICCTUACCATBIX
TOJOB IPOIIJIOrO CTOJICTHA, @ UMEHHO CYIIECTBCHHOC OTKJIOHEHHUE OT OKUAA€MOI0 B COOTHOLICHN N
CﬁaﬂaHCHpOBaHHHX n HOpMaJIbHBIX CErperaHnToB B IIOTOMCTBEC )KeHI.IIPIH-HOCPITeJ'Ieﬁ
poOEepTCOHOBCKUX TpaHcnoKanuid [7, 8].

3ak/0ueHue: TOMUMO TeOpeTH‘IeCKOﬁ 3HAYNMOCTH npeﬂnaraeMofz’I TUIIOTE3BI, YUET OUYCHb
passbix BepositHocTeld OPJl y HocuTenel yHacnea0BaHHBIX TPAHCIOKAMKA B 3aBUCUMOCTH OT T10JI1a
MOXET UMCTh 3HAYCHUEC JJIs1 HpeHaTaﬂBHOﬁ JHUArHOCTHUKH.
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Benenue: MexaHu3Mbl o0pa3oBaHus cOanaHCHPOBAHHbBIX TOMOJIOTHYHBIX
pobepTcoHOBCKHEe TpaHcIokanuu/m3oxpomocoms! (I'T) BecbMa pasHooOpasHel. CHHramus IBYX
aHOMAJIbHBIX raMeT, OJHa M3 KoTopbix HeceT I'T, a apyrast siBAsieTCsl HYJUIMCOMHOW IO 9TOH ke
XpOMOCOME MPHBOJHT K TaK HA3bIBAEMOM «KOMIUIEMEHTalMH TraMeT». MOXeT Ipou3oiTi
KOPPEKIHs MCXOAHOH TPUCOMHM IIyTeM MOTEPH CBOOOITHOH XPOMOCOMBI, IIPH 3TOM BBICOKA
BEpPOSITHOCTh HEIONHOW KOppeKHUH (T.e. BO3HHKHOBEHHE MO3auIU3Ma II0 TPHCOMHH, C
BapbUPYIONIMM B 3aBHCHMOCTH OT TOTO, HAa KAKOW CTaJU{ Pa3BUTHU YMOPHOHA IPOH30ILIA IOTeps,
COOTHOIIICHUEM JHHHII). B pesynprare Takmx MexaHH3MOB oOpazoBanusi ['T HaOmromaercs
OJHOPOJUTEIbCKAs TUCOMHS, TO €CThb 00 TOMOJIOTHYHBIE XPOMOCOMBI, YJacCTBYIOIIHE B
HepecTpoiike, HacleqyroTcs oT oxHoro pomutens. Tawke [T Moxer OBITH pe3ynbTaTOM
NOCT()EPTHIM3AHOHHOTO CIUSHUS TOMOJOTUYHBIX POIMTEILCKUX XpoMocoM (cMm. 0630p [1]).
HecmoTpst Ha 4pe3BBIYAHYIO PEIKOCTH MX HOCHTENEH B OOLIEH MOMYNSIINM, OHH COCTaBISIOT
3aMETHYIO YacThb CpPeIH POOEPTCOHOBCKUX TpAaHCIOKAIWil, OOHAPYXKHUBAE€MBIX y IAIUEHTOB C
NPUBBIYHBIM HEBBIHALIMBaHHEM OepeMeHHocTH [2].

Marepuan u MeToAbl: MerTa-aHaMnu3 BCeX JOCTYIHBIX OITyOJIMKOBAaHHBIX —CIIydaeB
KIIMHUYECKH 3/10poBbIX Hocutenel I'T. CpaBHuTeNnbHbIH aHanu3 yactotsl Hocutenei I'T cpean nap,
CTpajarouX OeCIUIOANEM, U CPEIH Iap C IPUBBIYHBIM HEBBIHANINBAHHEM OEPEMEHHOCTH, a TAKKe
y MAlHEHTOB C MYXCKUM (haKTOpOM Gecruioaus.
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Pe3yabTaThl U 00Cy:KIeHUe: BrisiBieHa HEPABHOMEPHOCTh BOBIICYCHUS aKPOLIEHTPUKOB B
I'T, xoTopast MOXeT OOBSACHATHCS MIPUCYTCTBUEM MMIPUHTHPOBAHHBIX T€HOB HA XpoMocoMmax 14 u
15, UMeomuX KIMHHYECKHe NposBieHus. IIpeobiajaHue WHIMBUIOB JKEHCKOTO IOJNA CPEAd
Hocuteneir I'T xpomocom 13, 14, 15, u 21: 4M/24XK, 8M/112K, 4M/12XK u 5M/15XK moxer
O0OBSCHATHCS MOJOCIEHU(PUYHON HECTAOMIBHOCTBIO MEPHUICHTPOMEPHBIX paiioHoB [3]. Opnako
cpenn Hocutenedd ['T xpomocoMmsl 22 0OHApyKEHO MPEBATMPOBAHUE MHAWBHUIIOB MY)KCKOTO MOJIA
(15M/9K), 4to cBHIETENBCTBYET 00 0COOBIX «0OCTOATEILCTBAX» 00pPa30BaHusl ITUX TepecTpoek. K
COXAaJICHHIO, JaHHble TreHoTunupoBaHus [T BecbMa CKyOHBI, YTO HE TIO3BOJAET CHENaTh
3aKJIIOYEHHE O MeXaHW3Max ()OPMHPOBAHUS 3TOH IEPECTPOHKH, ONPEASIIOINX pPa3nuus B
cootHomeHud 1ojoB. JKeHuHel — Hocutenn I'T, kak mnpaBuio, (GEepTUIBHBI, HO CTPAlaroT
HEBBIHAIIMBAHUEM U3-32 MPOAYKIMM HCKIIIOYUTEIBHO aHOMalbHBIX Tramer. /[l mHalueHToB
MY)KCKOTO TOJIa TOKa3aHbl pa3nuuusi B yactoTe Hocuteneid I'T Mexay mapTHepamH JKEHIIUH C
NPUBBIYHBIM HeBblHamMBaHueM (1:2759) u maumeHramu, crtpajaromux Oecrutomuem (1:8423).
CrnenoBarenbHo, Oonbinas 4acth Hocuteneil I'T MyKCKOro moja He HMEeT HapylIeHHH
CrepMaToreHe3a W CIOCOOHBI K 3a4aThio, BHUIMMO, Onarogapsi MeHOTHYECKOH KOHBIOTAlUH
mmHHEBIX ey ['T [4]. Bo3MOXHO, TshKenble HapylIeHHs cliepMaToreHesa y yactu Hocurenei I'T
OOBACHAIOTCS HAJMYMEM B TOHAJaX TPUCOMHON JIMHUM B PE3YJIbTaTe HEMOJHON KOPPEeKIUU
HCXOJHOW TPHCOMHH.

IIpornos noromctBa st Hocutenei I'T BecbMa neccumuctuueH. Ho, yunTbiBast He HyneBoOM
IIAHC HAJHYHS Yy HHUX TOHAJHOTO MO3aWIM3Ma [0 HOPMalbHOH JHHHH W CTPEMIICHHE HMETh
COOCTBEHHOE  TOTOMCTBO, MOJKHO PEKOMEHJOBaTb UM  MOJEKYJISPHO-IIUTOT€HETHYECKOE
obcnenoBanue [5].

3akiouenne: IlonydeHHbIE NaHHBIE CBUACTEIBCTBYIOT O HEOOXOAMMOCTH H3YYCHHUS
NPOUCXOXKICHHUS MNEPeCTPONKH B KAKIOM BBIIBICHHOM ClIydae, Kak JUId PacHIMPEHUS
MIPE/ICTABICHUH O MEXaHU3MaxX M CIIOCOOCTBYIOIINX (haKTOpax, TaK U B IENAX OKa3aHHUs BOZMOXHOU
MIOMOIIHY NalMeHTaM C HapyIIEHUSIMH PEIPOLYKIIUH
CHucoK JIuTepaTyphbl
Kovaleva NV, Shaffer LG. Am J Med Genet 2003, 121A:180-187.
Kosasesa HB. I'eneruka 2018, 54, B euaTw.
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BBenenne: B npeanMIUIaHTaIMOHHBIX SMOpHOHAX MO3AHIU3M IO IIMPOKOMY CIEKTPY
XPOMOCOMHBIX aHOMAJIHii, B TOM YHCJIE CCTMCHTHBI MO3aHIM3M, OOHAPYXXHBACTCS AOCTATOYHO
yacto [1]. OpmHako OH O4YeHb pPEIKO JUArHOCTUPYETCS B JPYrMX TpyNHax IalueHTOB,
HAIPABICHHBIX HA [MTOTCHETHYECKYI0 H MOJICKYIIPHO-TCHETHYCCKYIO JMArHOCTHKY [2-4], nu6o
n3-3a THOENNM aHOMAIBHBIX SMOPHOHOB, JHOO B pe3yibTaTe DIMMHHALMM aHOMAJbHOH JIMHUH
KICTOK. B Hacrosmee BpeMsi OSTH MEXaHH3MBI HEJOCTATOYHO M3ydYeHbL Ilpenplaymuue
WCCIICNOBAaHMs BBIIBIIIM 3HAUUTEIBHOE INpeoOiafaHie HHIWBHIOB JKEHCKOTO II0Ja KaK Cpenu
0eCCHMITOMHBIX HOCHTENIEH MO3auIi3Ma 10 HecOaTaHCHPOBAHHBIM CTPYKTYPHBIM II€pecTpoiikam,
TaKk M y HocuTenedl ¢ MaHu(ecTanueil xpomocomHoro aucbamanca [4, 5]. Just oObsicHeHus
9TOTO SIBIICHUSI HPEJIOKCHBl TPU MEXaHH3Ma: BBICOKHII ypOBEHb HECTAOMIBHOCTH B PAaHHUX
3MOpPHOHAX )KEHCKOTO MOJIa, CEIEKIHs IIPOTHB aHOMAJIbHBIX KJIETOK B 3MOPHOHAX MYXKCKOTO I0Ja,
U BBICOKAs BHYTPUYTPOOHAsh CMEPTHOCTh HOCHTENEH Mozauiu3Ma MyXckoro mosa. C Ielnso

UCCIIE/IOBAHUST 3TOH NpoOieMbl ObUIM IIOCTaBJICHBI Cleayiomue 3axaqn: (i) aHaiu3 HMCXOI0B
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6epeMeHHOCTI/I IUIOJOM C CErMCHTHBIM MO3auIU3MOM, (ll) AHaJIN3 COOTHOIICHHA IIOJIOB B
3aBHCHMOCTH OT HCXOma OEpeMEeHHOCTH H THIa CerMEHTHOro Mosauimsma, (iii) amamus
COOTHOIICHMUS ITOJIOB B CIIOHTAHHBIX a60pTycax.

Marepuan " METO/bI: 121 OIyOJINKOBAHHBIN ciyyau MO3auIM3Ma
HopMasbHasL iHKs/iepectpoiika  (N/Rea), wuaeHTHUIUPOBAHHBIE IMTOTCHETHYCCKUMH W/WITH
MOJICKYISIPHO-UUTOTCHETUYCCKUMA  METOAaMHA, C HU3BECTHBIM II0JIOM HOCHTEJIECH. HaHHBIe
MIpoaHaJIM3UPOBAaHbI CTAHAAPTHBIMU CTATUCTHICCKUMU METOAaMU.

Pesyana'rbl: BepeMeHHOCTI/I II0JaMu C HeC6aJ'IaHCI/Ip0BaHHBIMI/I nepecmoﬁKaMH HUMCIIH
OnaronmpusTHEI HcXonx B 28 ciydasx M HeOnarompusaTHBI - B 38 ciydasx. Bsicokas noins
aHOMAJIbHBIX KIeTOK (> 50%) obHapyxkeHa y 58% HocuTenell HecOalaHCHPOBAHHBIX IIEPECTPOEK C
HEOJAaronpusATHBIM HCX0AoM Uy 25% HocuTenedl ¢ HOpMalbHBIM HCXOJOM, pa3IMyue
cratuctiyecku 3uaunmo npu P=0.014. Cpemu Hocutenell HecOaTaHCHPOBAHHON MEPECTPONKH C
HEOJAronpUsTHBIM MCX0J0M ObLIO OoJIblle HHANBUAOB xeHckoro nona (15M/23F), takxke sBHOE
npeobiajaHue HOCHTENCH KEHCKOTO Iojia ObUI0 OOHApYKEHO CPeAu CIIOHTaHHBIX abOpTycOB C
MO3aUIM3MOM 10  HecbanaHcHpoBaHHBIM — mepectpoiikam (7M/23F).  Cpemu  HOpManbHO
Ppa3sBUBAONINXCS IIJIOAOB 06Hapy)1<eH0 3aMETHOC npeoﬁnaﬂaHH;{ HOCHTEIIEeH MYXCKOIro I1oja
(18M/10F), pasnuune ¢ OObEAMHEHHOH TIPYNINOA HOCHTENEH C HEQIArONPHATHBIM HCXOJO0M
(22M/46XK) craTuctiyecku 3HaunMo mpu p=0.0079.

3akiouenne: IlomydeHHbIE JaHHbIE TO3BOJAIOT MPEANOJaraTth, 4ro B 3MOpHOHAX
MYXKCKOIr'0o II0Jia CCEJICKIUS MPOTUB aHOMAJBHBIX KIIETOK MPOUCXOIUT 3(1)(1:)6KTI/IBHGG7 4cM B
3M6p1/IOHaX JKCHCKOrO I10J1a. ,HJ'ISI TIOATBEPKACHUA OTOTO IMPOTHOCTHYECCKHM BaXXHOI'O0 MEXaHU3MaA
Tpe6y}0Tc;{ [IaJ'IBHeﬁIlIHe HCCJIIEIOBAaHUs B TpYyIIax HOCHTEJIEH CErMEHTHOI'O MoO3annu3Mma,
BBIABJICHHBIX Ha Pa3HBIX CTAAUAX 3M6pI/IOHaJ'H)HOFO pa3BUTHA.
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BBenenne: AyronmmyHHble 3a0oneBaHusi (A3) — 3TO pPa3sHOPOAHBIA MO KIMHHYECKUM
cuUMITOMaM Kiacc 3aboneBaHuii. PaHee Hamm OBUIO IOKa3aHO, 4YTO YPOBEHb AaKTHBHOCTH
OyTtupunxonunscrepassl (byXD) miazmbl KpoBH MOBBIIIAETCS Y MALMEHTOB ¢ pasnuuHbIMUA A3 [1].
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W3 paHHBIX IHTEpaTybl M3BECTHO, 4YTO KpoMe tumuuHod ¢opmbl ByXD, ycroitumBoi K
MHTMOUPOBAHUIO TU3AHUIWHOM, CYHIECTBYET TakKe aTWIHMYHAs (opMa, yCTOHUMBas K XJIOPUAY
CYKCaMeTOHUs, ¥ MHHOpHBIE H30(OpPMBI, COXpAHSIOMNE AaKTUBHOCTh B IIPHCYTCTBHH OOOHX
yKa3aHHbIX MHruOuTopoB [2]. Ilenpto maHHOW pPaboThl OBUIO ONMpEAENEHHE AKTUBHOCTH TEX
nm3opopm byXD, koTopbele 00yCIOBIMBAIOT MOBBINIEHHE OOLIEH aKTUBHOCTU JaHHOTO (hepMeHTa
IIPH TaKUX ayTOUMMYHHBIX NIaTOJOTHAX, KaK PEBMATOUIHEIN apTPUT U ayTOMMMYHHBIH THPEOHINT.

Martepuas H MeTOABI: B ncciieoBaHHN NPHHSUIM y4acTHE MAlMEHTH! CICAYIOIUX TPYIIL:
0e3 ayroummyHHbIX Hapymenud (KI'; n=11); c¢ peBmaroumneim aptputoM (PA; n=7) u c
ayTOMMMYHHBIM THpeongutoM (AWUT; n=7). Bce namueHTs! WIM WX TPEICTaBUTENM JAJIN
uHGOPMHPOBAaHHOE COIJIACHE HAa ydacTHe B McciemoBaHuH. JIs BbIIENeHUs IUIa3Mbl 00pasIibl
KpOBH, 3a0paHHbIC B BaKyyMHBbIC IPOOUPKH C HANBUICHUEM JUTHH-TENapHHa, LEHTPU(YrUPOBAIH
npu 200009 B teuenue 15 munyt npu 20°C. IIpoObl HOpMHpPOBAIK MO OENKY C UCIOIb30BAaHUEM
meronra MM. Bpandopa [3]. Usmepenwe axtuBHocTH Gopm ByXD  mpoBoammoch
MOIM(MUIMPOBAHHBIM METOAOM DiuiMaHa [4] B COYETAaHMHM C WHTHOMTOPHBIM AQHAIU30M B
OPUCYTCTBUM CYKCAaMETOHHMsI XJIOpHJIa W Tu3aHuAuHA. CTaTUCTMYECKUHl aHalU3 IOTyd4EeHHBIX
JTAHHBIX TIPOBOIIICS ¢ ucmoib3oBanneM mporpammbl Microsoft Office Excel 2010 ¢ maacrpoiikamu
[utst mpoBezienust aqucniepenornoro ananusa ANOVA. Pe3ybraTsl peACTaBICHbI B BUAE CPEIHErO
3HAUEeHHA + ommMOKa cpexHero. CTaTHCTHYECKas 3HAYMMOCTh PA3IMUHil OLEHHBAIACH C IOMOIIBIO
t-kputepus CTbIOACHTA, U Pa3IMYHs CYUTAINCH 3HAYUMbIMU 11pH p < 0,05.

PesyabTarhl:  Pe3ynpTaThl HAmero HCCIENOBaHUS —IIPOJEMOHCTPHPOBAIM, YTO IIPH
nHruOnpoBanuu byXD TH3aHUAMHOM aKTUBHOCTb TUIHMYHOW (OPMBI y MAIMEHTOB rpynmbl PA
(608+26 nMoJb cyOcTpaTa/Mr/MUH) IPUMEPHO B moiTopa pasa Bbiiie, yeM y KI' (435+35), Torna
KakK aKTUBHOCTh JaHHOW m3odopmsl y manueHToB ¢ AUT (443+41) ocraBamack Hem3MeHHOH. B
HPHCYTCTBUH XJIOPUA CYKCAMETOHHUS aKTHBHOCTD aTHIIMYHOH (POPMBI ITOBBIIIATIACH OTHOCHTEIHHO
KI" (12748) u nns PA (211£10), u ns AUT (208+8) Taxke moutu B moaropa pasza. Uto xacaercs
MHHOpPHBIX (opMm byXD, ycroiumBbix kK oOomM wuHrHOHTOpaM, To Ui rpynmsl PA (100+5)
HaOJI0AaI0Ch NPUMEPHO ABYKPAaTHOE CHHJKCHHE MX aKTHBHOCTH oTHocutenbHO KI' (222+11),
toraa kak B rpynne AUT (304+13) npoaeMOHCTPHPOBAHO yBEIMYEHUE [IOYTH B IOJITOpPA pasa. ITo
CBHIETEJILCTBYET O TOM, YTO H3MEHeHHe oOmieil aktuBHOcTH byXD mmpu peBMaToMIHOM apTpUTe U
ayTOMMMYHHOM THPEOMAUTE IPOUCXOANT 3a CUET Pa3INYHbIX N30()OPM JaHHOTO (pepMeHTa.

BriBogbl: Ha ocHOBaHWM pe3yNbTaTOB HAIIEro HCCIIEAOBAHUS MOXKHO CIIETaTh BEIBOJ, YTO
MaKCUMaJbHBIH BKJIaJ B yBelMueHHWe oOmed axkTuBHOCTM byXD mmasmbl KpoBH Ipu
AYTOMMMYHHBIX IATOJIOTUSIX BHOCAT THIMYHAs n30(opMa M MHHOpPHbBIE (OPMEI, YCTOHYMBBIE K
UMHTMOUPOBAHUIO B IPUCYTCTBHY TU3aHUINHA U CYKCAMETOHUS XJIOPHIA.
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Benenmne: Jlannas paboTa SBIAETCA 4YAacTbIO  INIPOJOJDKAIOIIETOCS — KOMILIEKCHOTO
HCCIIEIOBaHMUs IO MOMCKY OMOMAapKepoB paHHEH TOYHOH JAMArHOCTHKM TAaKOTO CHCTEMHOIO
ayTOMMMYHHOTO 3a0oyieBaHUs, Kak peBMaTounHblid aptpur (PA), cuMnToMarnka KOTOpOro Ha
PaHHMX CTaJIUSAX CXOXa C TAKOBOM Y HEayTOMMMYHHbIX narojoruii. Haubosee nepcriekTMBHbIMU
Oromapkepamu JUls paHHeil AuarHocTuku PA mpu3HaHBI MHTEPIICHKUH-6, KAIbIPOTEKTUH U 14-3-
3n. Kpome TOro, HamMM MpPOACMOHCTPHPOBAHO, YTO AKTHBHOCTH (HOPM OYTHPHIXOIMHICTEPA3bI
(byX?D) y mammentoB ¢ PA Tarxke MOXET MMETh OOJNBIIOE JUAarHOCTHYECKOe 3HaueHue. llenbro
JIAHHOTO HCCJIC/IOBAHUS SIBISIETCSL TOMCK CBSI3M W3MEHEHHH COJepXKaHHs HHTepleiikuHa-6,
KalbnpoTeKTuHa, 14-3-31, a Takke akTUBHOCTH (HOPM OYTUPHIIXOJIMHACTEPA3bI IIa3Mbl KPOBH ITPU
PEBMAaTOMAHOM apTPHUTE JUIs MOCIIEIYIOIIEr0 CO3AaHMs BBICOKOA()(EKTHBHON CKPUHUHTOBOH TecT-
CHCTEMBL

MartepuaJ H MeTObI: B HccnenoBaHny NpUHANN yJacTHe CIEAYIOIIHe IPYIIbI MAaIUEHTOB:
0e3 ayTOMMMYHHBIX HapyIIeHUH M HapymeHHH omopHo-IBHraTensHoro ammapata (KI'; n=17); c
nmuarno3oM PA mimmtensHocThiO Oonee 5 net (PA; n=15), a Takke ¢ NOATBEP)KIACHHBIM THATHO30M
octeoaprputa (OA; n=10). [TannueHTH WM HX NPEACTaBUTENN Nl HHOOPMHPOBAHHOE COTJIAcHE
Ha y4acTHe B HCCIeIOBaHHH. JIJIs BBIENCHHUS ITa3Mbl 00pa3Ibl KPOBHU, 3a0paHHbIE B BaKyyMHbIE
NPOOUPKY C HAIBUICHUEM JINTHH-TenapuHa, neHTpudyruposany npu 200009 B Teuenue 15 MuHyT
npu 20°C. U3 Tex ke 00pa3LoB METOAOM CEJMMEHTAlMU B OJHOCTYIICHYATOM TIPaIHCHTE
IVIOTHOCTH  ¢uKouI-yporpadguna [1] mpoBOAWIM BBIENCHHE MOHOLUTOB, KOTOPBIE 3aTeM
KyJIBTHBHPOBAIN COTVIACHO CTaHAAPTHBIM MeTOAWYecKHM mnoxaxonam [2]. Ilomydennyio miasmy u
MOHOLIUTBI UCIOJIB3YIOT IS ONPEASICHUS COAEP)KaHUs MHTEPIICHKNHA-0, KalbIIPOTEKTHHA, OelKka
14-3-3n metonom Western-6iiotuunra. ITapamiensHo Bo Becex 00pa3siax IIa3Mbl KPOBH IIPOBOIIIIN
ompeneneHne aktuBHOcTH (opm ByXD meromom Dmimana [3] B codYeTaHHH C WHTHOUTOPHBIM
aHaimu3oM. CTaTHCTHYECKUI aHaNW3 MaHHBIX mpoBoawics B mporpamme Microsoft Office Excel
2010.
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Pesyabrarel: IlonydeHHBIC MJaHHBIC [OKAa3aid, YTO IIPH JAMAarHOCTHPOBAaHHOM PA
HauOONBIIYI0 AKTUBHOCTh uMeeT TunuuHas Gpopma byXD (610+19 nmons cyOcTpaTa/Mr/MuH), Ipu
PC nanbonee aktuBHEI ee MUHOpHBIE (opmbl (312+11), Torma xak rpymma manueHTroB ¢ OA 1o
JTAHHOMY TapameTpy npaktuyecku He ormimuaercst or KIT, rae on cocraBun 455+41 u 22248 nns
aTUNNYHOW M MHHODPHBIX ()OpM, COOTBETCTBEHHO. [IpenBapuTellbHBIC Pe3yNIbTaThl HCCIIENOBAHUS
BBISIBUJIY, 4TO NMpU PA B mia3Me KpOBM YBEIMYMBACTCS COZAEPKAaHHE KaJblpoTekTHHa a0 1,9+ 0,8
MKr/mi mo cpaBHenuto ¢ KI' (0,6 0,2 mxr/mu), Oenka 14-3-3n (> 56) u uHTepneiikuHa-6
npuOIM3UTENBbHO 0 66,3Hr/Mi, mo cpaBHeHuto ¢ KI' (okonmo 12,1 ur/mi), Torma kak OA no ux
COJICpIKaHHIO CTATHCTUYECKY 3HAYNMO He oTmyaics ot KI'.

3akJirouenne: COBOKYITHOCTh M3MEHEHHUI BCEX MCCIIEyeMbIX HAMU OMOMapKepOB MO3BOJISET
HanboJiee TOYHO AMArHOCTHUPOBATh PEBMATOMIHBIH apTPUT, a TAKKE MOJIYydYCHHbIEC JAHHBIC MOTYT
OBITH TMOJIOKEHBI B OCHOBY Pa3pabOTKH BBICOKOI((EKTUBHOW TECT-CUCTEMBbl PaHHEH M TOYHOM
JIMarHOCTHKH PEBMATOU/HOTO apTPUTA.

CnMCoK JIMTepaTyphl:

1. Lund P, Jog GB, Westvik AB, Ovstebg R, Kierulf P. Isolation of monocytes from whole
blood by density gradient centrifugation and counter-current elutriation followed by
cryopreservation: six years' experience. Scand J Clin Lab Invest 2000. 60:357-365.

2. Kadoi K. An in vitro monocyte culture method and establishment of a human monocytic
cell line (K63). Vet Ital 2011, 47:139-146.

3. Ellman GL, Courtney KD, Andreas J, Featherstone RM. A new and rapid colorimetric

determination of acetylholinesterase activity. Bioche. Pharmacol 1961, 7:88-95.
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Memabonuyeckull CUHOPOM

Polymorphism of the gene transforming growth factor p 1 (TGF-g1) and the risk of atrial
fibrillation in patients with metabolic syndrome
Ma Y.}, lonin V.A.%, Ulitina A.S. %, Zaslavskaya E.L., Pchelina S.N.,

Bazhenova E.A.*?, Kolesnik O.S., Katsap A.A., Belyaeva O.D.12, Berkovich O.A.}?, Baranova E.|.}?
pavlov First Saint Petersburg State Medical University, St. Petersburg, Russia
2Almazov National Medical Research Centre, St. Petersburg, Russia
E-mail: ionin.v.a@gmail.com

Key words: transforming growth factor beta 1, atrial fibrillation, metabolic syndrome

Beenenne: MeraGomuueckuii curapom (MC) yBenuduBaeT pucKk pa3BUTHS GpUOPHILISILUN
npeacepauit (OI1) [1]. BeposaTHOCTE BO3HUKHOBEHUS GUOPHIUIALMU MPEACEPAUI YBETHYMBACTCS
npu Hammauu Gubposa u pemoxenupoBanus npeacepauit [2]. Tpanchopmupyromuii hakrop pocra
Bl — magyxTop HOpo3a MHOKapAa, MOBBIIIEHHE JKCIPECCHH KOTOPOTO NPUBOAUT K PA3BUTHIO
¢$hubpo3za npeumyIiecTBeHHO B npeacepausx [3]. Llenpto TaHHOTO UCCIEA0BaHUS CTAIO - U3YYUTh
pacnpenenerne CC, CG u GG renorunos C(-915)G nonumopdusma rewa TGF-f1 y nmauueHTos ¢
MC B coueranuu ¢ ®PII.

Marepuan u Metoabl: O6cnenoBanst 424 yenoseka (156 Myx4uH u 268 KEHIMH, CPEAHUIA
Bo3pact 47,8+11,0 net), u3 koropsix 198 mauuentoB umean MC, B Tom uucie 103 marnueHra c
IMapoKCHU3MalbHOH M mepcuctupytomeil ¢gopmamu ®II. I'pynmy koHTpons cocraBmmu 226
IPaKTHYECKH 3T0POBBIX 00CIEI0BAHHBIX 0€3 CepIedHO-COCYAUCTOH MaTONIOTUH U METabONINIECKIX
Hapymenuid. I'enomuyro JTHK Bbimensiim u3 1enbHOW BEHO3HOW KpPOBH. AJUIENBHBIE BapHaHTBI
BeiBIsLIM IyTeM IIIP ¢ mocrmegyrommM peCTPUKIMOHHBIM aHAINU30M C HCIOIb30BAaHHEM
sujoHykiIeassl Bgll. CratucTnyeckuii aHainn3 BBIIOIHEH ¢ omonisio SPSS 17.0.

PesyabtaThl: HocurensctBo G amnens B rpynne MC ¢ @I obHapyxuBanoch game, 4eM y
narueHToB ¢ MC 6e3 @I (98,5% u 93,2%, p = 0,014) u vame, uem B koHTpOIe (98,5% u 93,1%, p
= 0,007). HocurenserBo G amnenst rena TGF-£1 mosenmano BepositHocts ®IT y marmentos ¢ MC
(OR=4,97, 95%CI 1,39-17,72, p = 0,014). Pasgnmuuus B HocurenbctBe G amwiens B rpyrie
nanueHtoB ¢ MC 6e3 ®I1 u y 310poBbIX He BbIsBICHO (p=0,994).

HocurensctBo GG renoruna C(-915)G rewa TGF-f1 y naumento ¢ MC u OII
BCTpevasoch vamie, 4eM y nauuentoB ¢ MC 6e3 ®IT (97,1% u 86,3%, p=0,012) u yaiue, uyem y
3n0poBsiX (97,1% u 87,2%, p = 0,009). HocurensctBo GG renotumna nossimaio BeposiTHocTs OIT
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y mamuenroB ¢ MC (OR=5,28, 95%CI 1,46-19,18, p = 0,012). Paznuuus B HOcutenbctBe GG
rernotuna C(-915)G rena TGF-A1 y maumentos ¢ MC 6e3 ®II 1 y 310pOBbIX HE OBLIO YCTAHOBJICHO
(p=0,836).
BoiBoabi/3akiouenue: B uccienoBannu Brepssie ycTaHoBIeHa acconuarmsi GG renorumna
C(-915)G u G amnens rera TGF-B1 ¢ BeposTHOCTBIO (DHOPHUILISILIME MPEACEPANH Y MALIEHTOB C
MeTa0OIMYECKUM CHHAPOMOM. MBI mpeamnonaraeM, YTo IMOBBILIEHHE dKcrpeccun reHoB TGF-f1
SIBJIACTCS HpH‘{HHOﬁ TE€TEPOreHHOCTH IMPOBOAUMOCTH npencepnnﬁ n CHOCOGCTByeT BO3HHUKHOBCHHIO
Z[aHHOfI APUTMHHA y MTAJUCHTOB C METa0OINYECKUM CHHIAPOMOM.
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1. Chamberlain AM, Agarwal SK, Ambrose M. et al. 2010. Metabolic syndrome and incidence of
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3. Lijnen P, Petrov V. 2002. Transforming growth factor-betal-induced collagen production in
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Pe3yJabTaThl ONEPATHBHOIO JIeYeHUsI OPTONETHYeCKHX HAPYLIEHUI MPH HecoOBePIIeHHBIM
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Results of surgical treatment of orthopedic disorders in imperfect osteogenesis in children and
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Benenne. Yacrora HecoBepuieHHoro ocreoreHesa (HO) cocraBnser 1/10000 go 1/20000
HOBOpOXIEHHbIX [1, 2]. Haubonee yacThIMM MOKa3aHUSIMH K ONEPATUBHOMY XHPYPTUYECKOMY
BMEILIATENbCTBY SBIIIOTCSI OPTONEIMIECKHE OCIOKHEHHUS, IPAKTHYESCKH OCTOSHHO HaOII0gaeMble
y TMAIUEeHTOB ¢ TspKensiMu hopmamu dtoro 3aboreanus (111 u IV tumsr no Sillence [1]. Curmpom
HECOBEPILICHHOTO0 OCTEOTreHe3a, XapaKTePH3YIOHUICS ITOIMMOPPHU3MOM KIMHUUECKHUX MIPOSIBICHHH,
IpH JIETKOM T€UEHUH JOJIT0e BpeMsl He IHArHOCTHUPYETCS U CTAHOBHTCS OYEBHIHBIM TOJBKO HOCIE
TOr0, KaK CHMIITOMBI OOHapY>KMBAIOTCS y IeTel M BHYKOB TUX NALEHTOB. Be/ieHne marMeHToB ¢
JTAHHOW HO30JI0THeH TpeOyeT MHOTOKOMIIOHEHTHOrO moaxozaa. Ha coBpeMeHHOM 3Tane pa3BUTHSA
MEJIMIMHBI UCIIONB30BaHHE HMHTPaMENY/UIPHBIX TENECKOMMYECKMX KOHCTPYKUMH y neredt wuiam
HMHTpaMeIyJUIIPHOTO OCTEOCHHTE3a Y B3POCIBIX SBISETCS OCHOBHEIM CIIOCOOOM OCTEOCHHTE3a P
KOPPEKI[MH OPTOIEIUICCKON MaToJoruu KoHeuHocTedl y mammentoB ¢ HO [3]. Pesynbrartst
IPHMEHEHHUS XUPYPTUUECKOTO JICUCHHUS TaKuX ocnoxkHeHnH HO 10mKHBI OBITH OIIEHEHEI He TOIBKO
C TOUKH 3PEHHs JOCTUTHYTOro pe3yinbTaTa. MccnenoBaHue 4acToThl U TSDKECTH HEOIarompHATHBIX
SBJICHUH, BO3HUKIIHNX B IIOCIICONEPAL[IOHHOM IIEPHOJE, HX JIEUCHHE H HCXOABI TaKkke TpeOyloT
aHaJM3a B PaBHOM CTENEHH, KaK U IPOSBICHNUE OCIOKHEHUH coO0cTBeHHO 3aboneBanust HO.

Hensio paGoThl SBUIOCH HCCIIENOBAHHE BCTPETHBINNXCS OCIOXKHCHHH XHPYPTHIECKOTO
OPTONEINYECKOTO JICUCHHsI, 4 TaKKe BO3HHUKIIMX OpTOHeAndeckux ociaokaenuii HO B mpouecce
PEKOHCTPYKTHBHOTO JICUCHUSL.

Marepuan u MeToAbI: B 1aHHOE HcciienoBaHe BKIIOYEHBI 43 marueHTa B BO3pacte OT 2 JIeT
9 mecsieB o 46 yer (14,4+9,74 ner). KinnmHnko-peHTreHoIormyeckas opMa HECOBEPLIICHHOTO
ocreorene3a |l Tuna oOHapyxena y 14 nauuentos, IV tuma — y 29. Ilepuon HaOmaroneHUs 3a
MalMEHTaMu OT 6 MecsILeB J10 4 JIET.

Pe3yabTaThl: 3amraHupoBaHHAsS KOpPpeKIus AedopMamuii JOCTUTHYTa BO BCEX CIydasX.
Konconupanus Ha ypoBHE OCTEOTOMHM HAcTymana, B cpelHeM, depe3 26,2+7,8 mus (ot 3 mo 12
HeJleNnb) Iocie orepanud. J[BanuaTb dYeThIpe OCIOXKHEHHs oTMedeHbl y 8 OompHBIX (B 33 %
ciy4aeB). s KOppeKLUMM BO3HUKIIMX IpoOsieM 23 IOMOJHUTENbHBIX BMELIATEIbCTBA ObLIM
BhIMOJIHEHbI 20 mamMeHTam, TO ecTh, B cpeaHeMm, B 83 % ciydaeB mNOTpeOOBAIUCH
He3allJlaHMpOBaHHbIE onepanuu. BepTukamusaius ¢ onopod Ha HIDKHME KOHEYHOCTH C
HCIIOJIL30BAaHHEM BCIIOMOTATeNbHBIX CPEACTB WM Oe3 HHX OblIa JOocTHTHYyTa B 22 u3 24 ciydaeB
(92 %). CriocoOHOCTH MAIMEHTOB K MEepeBIKCHHUIO, OLieHeHHbIe 110 1mKane Gillette, moBbicHiCch B
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21 u3 24 cnyqaes (87,5 %). Yiaydmenue ycIoBuil yxoJa 3a HAaIJHEHTOM, IIOBBIIICHIE CIOCOOHOCTE
K CaMOO6CJ’Iy)KI/IBaHI/IIO, YBEIUYCHUEC COIII/IaJ'II)HOI‘/II AKTUBHOCTHU OTMECYCHO BO BCEX ClIy4asaXx.
3akmouenne: Cpenu BceX METOIMK KOPPEKIHH AedopManuii HIDKHIX KOHEUHOCTel y nereit
M B3POCIBIX C TAXKECIBIMA (bOpMaMI/I HCCOBCPIICHHOTO OCTCOr€HE3a, BOLICAIIAX B JTaHHOC
HCCIICAOBAHUC, KOM6HHHp0BaHHa}I MCTOOWKa, OCHOBaHHas Ha OI[HOMOMCHTHOﬁ MHOFprOBHCBOﬁ
KOppeKuu JAehopManuii ¢ COYETaHMEM MHTPAMEYJUISPHOTO HIACTHYHOTO OCTEOCHMHTE3a U
BHeIIHel ¢uxcanuel, sBusercss HamOonee dPGEKTUBHON C TOUYKM 3PEHHS CHIDKCHHS PHCKA
OCHO)I(HSHHP‘I, CBA3aHHBIX C XUPYPTrUICCKUM JICUCHUCM n OCTCOCHUHTC30M, a TaKXeC
BO3HHUKHOBEHHEM OCJIOKHEHUIH HECOBEPIIECHHOI'O OCTEOTCHE3A.
Cnmcok JIHTEpaTyphl
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PacnpoctpaHeHHOCTH 3a7epKKu pa3BuThs (3P) 1 HapylIeHHs MHTEIUIEKTYaJIbHBIX (DyHKIUH
(HU®) cocrasmstor B momymsnuu 1-4%, 4ro memaeT HMX 3HAYMMON COLUANBHBIX IIPOOIEM
coBpeMeHHoro obmectsa. Tak, H® xapakTepusyercs 3HaUHTEIbHBIM CHIDKEHHEM KOTHHTHBHBIX
¢dynkuid (IQ <70 GansoB), a Takke HapyIICHUEM ABYX WM 0osiee aJalnTHBHBIX XapAKTEPHCTHK.
Onenka ypoBHs 1Q HeBO3MOXKHa y JieTell B Bo3pacTe 10 5 JIET, MOITOMY JUIsl MAllMEHTOB 3TOIO
Bo3pacta ucmonb3yercsi mnoHartue 3P. B coorBercTBHM ¢ ompeneneHueM, ooOmas 3P
XapaKTepH3yeTcsl 3HAYMTENbHONW 3aepKKOH JOCTHXKEHHS OCHOBHBIX JTalloB IICHMXHYECKOTO H
(u3nUeckoro pasBUTHA B IBYX HIH Oojee 0OIACTAX: KOTHUIHMS, pedb, MOTOpPHBIC HABHIKW,
collnajbHas aJalTUBHOCTh. B cirydasx oTcraBaHus B pa3BUTUM TOJBKO B OJJHOMN U3 NEPEUNCICHHBIX
obnacreif, 3P moxpaszmensieTcss Ha OTCTaBaHHWE KOTHHTHBHOTO Da3BHTHS, OTCTaBaHHE DPEUEBOTO
pa3BUTHUs, OTCTaBaHME MOTOpHOro pasButus. B 40-60% cioyuaes 3P u HUD sBasiorcs
CHMIITOMaM{ HIUPOKOTO CHEKTpa TeHETHYECKHX 3a0oneBaHUi. ['eHeTHUecKoe IONTBEpIKACHUE
Hozosoru#, Benymux k 3P u HU®, sBasercs ogHUM M3 OCHOBHBIX 3TaroB paboThI C MalMeHTaMu
TaHHOW rpymnmnbl. lcrionb3oBaHHEe KOMIUIEKCHBIX T'CHETHYGCKHX HCCIENOBAaHUH C  ydeToM
KIMHAYECKUX HPOSBICHUI IMAIMEHTa MO3BOJSAET C BBICOKOH TOYHOCTHIO ONPEIENUTh HTHOJIOTHIO
3a00JIeBaHMs, CIPOTHO3HPOBATh €ro JajbHelllee TEUeHHe, y4eCTh MOSBIEHHE OTCPOYCHHBIX
OCIJIO)KHEHHH U Ha3HAYHUTH TPeOyeMylo TepaItHIo.

B 3aBucumoctn or Hammuus comyrcTByromux mnposisiaeHuit, 3P u HU®D genar nHa
HEeCHHZpOManbHyI0 (GopMy (Hanmuuue Toibko cumnromatuku 3P m HU®D) um cunapomansHyio
¢dopmy (Hanumre THCMOP(PHU3MOB, IIOPOKOB Pa3BUTHS, HAPYIICHUs (PYHKIMH Pa3IMIHBIX OPraHOB M
cucTeM M Tak panee). Hambomee 4acTbIMH TeHETHYSCKHMH a0eppalisiMH, XapaKTepHbBIE s
cunapoMatbHbIX GopM 3P m HUD sBisroTcs 4McIOBEIC aHOMAIIMH XPOMOCOM (Tprcomus 1o 21,
18, 13 xpomocome 1 U3MEHeHne Ynciaa X XpOMOCOM) H CTPYKTYpHBIE, B TOM YHCIIE MHKPOJEICIIHI
U MHKpomymukaiuu.  KoMIuiekcHoe reHeTnueckoe OOCIIef0BaHME Ha OCHOBHBIE (DOPMBI
AQHEYIUIOMANH M CHHAPOMBI HM3MEHEHHs KONMIHOCTH TI€HOB JOJDKHO OBITH HEpBBIM OTAIlloOM
nabopaToOpHOrO CKPUHHHIA MMAlHEHTOB ¢ orcraBaHueM passutus u HU®D. Meroanka
MYJBTUIUIEKCHOTO T'€HETHYECKOTO aHallM3a, OCHOBAaHHAs HAa aMIUIM(QHUKAIUHM JATHPOBAHHBIX
30H/OB, TIIO3BOJIACT MHPOBOJUTH CKPUHUHI Ha 24  (GOpMBI  MHUKPOJCICHHMOHHBIX U
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MHKPOJIYIUIMKAIMOHHBIX CHHAPOMOM, Takux Kak cuHiapoMm Ju/Dxopmxu, cuagpom Ilpagepa-
Bunnmu, cunnpom PyOenmreitna-Teii6u u apyrue. Kpome sToro, naHHas cuctema crocoOHa
pacIo3HaBaTh OCHOBHBIC AHEYIUIOMAUM M HM3MEHEHHS KONUHHOCTH X-XpPOMOCOM, HO [aHHBIC
abeppariu TpeOyIoT JanbHEHIIero HOATBEP KACHHUS albTePHATUBHBIMU METOAAMH.

IIpu oTpumIaTE]LHOM pe3ylbTaTe Ha IEPBHYHBIA I€HETHYECKUIl CKPUHUHI PEKOMEHIYeTCst
IPOBEJCHHS HCCIIENOBAHNUS HA PACIPOCTPAHEHHbIC MOHOI'€HHbIC IPHIMHBI CHHAPOMAIBHBIX (HOpM
HU® u 3P. [y manieHToB MYy»XCKOTO M0J1a, HanboJsiee yactoi MoHOreHHoi npuurnoid HU® u 3P
sBIsieTcs CHMHApPOM MaptuHa-bemna (CHHAPOM JOMKOH X-XpOMOCOMBI), XapaKTepH3YHOLHUCS
okcraHcuedd CGG-TpHHYKJICOTHIHBIX ITOBTOPOB B HeCTaOMIBHOM ydactke reHa FRM1. V¥V
MAIHEHTOB JKEHCKOro mona cuHapoM Mapruna-benna sBasercs peaxoit mpuuunoit 3P u HU®.
VBennuenne konudectBa CGG-moBtopoB Gosee 200 BemeT K HApYIICHHIO HMMIPUHTHHIA
npoMoyTepHoii 30Hbl TeHa FRM1 u unrubupoBanuto ero ¢ysHkuwmii. Mcnonb3oBaHue METOIUKA
MOJIMMEPA3HONW LENHOM peakuuu C NPaiMUHIOM TPOWHBIX IOBTOPOB HO3BOJSET IPOBOJUTH
HEePBUYHBIA CKPHHHHT Ha HAJIUYHE MAaTOJNIOTHYECKOH SKCIIAaHCHHU KAaK y MAIHUEeHTOB MY)KCKOTO MHOJa,
TaK U KEHCKOro.

VY manMeHToB JKEHCKOTO Mojia Hambosiee 4YacTod MOHOTreHHO# npuunHoir HU® u 3P
sBIsieTcst cUHApoM Perra, accormupoBanuslii ¢ MyTtauusmu B reie MECP2 u npossoumiicst
Cepbe3HOU 3a/lepikKOil pa3BuTus C 18-ro Mecsma SKH3HH M CyJOPOXKHBIMH IIPHIAAKaMU.
ABromarnyeckoe cekBeHupoBanue rema MECP2 mo wmertomy Coanrepa sBISIETCS OCHOBHBIM
MIOIXOJIOM K BBISIBICHHIO MyTaIuii Ipu cuHapome Perra.

Haunbonee 4acThIMH I'€HETHYECKUMHU NPUYHHAMH HECHHIPOMANbHBIX (HOPM OTCTaBaHHUS B
Pa3BUTHH SIBISETCS CHHAPOM Mapruna-bemula, a Take CHHIPOMEI, aCCOLMHPOBAHHEIC C
U3MEHEHHEM 4HciIa X-XpOMOCOM, Takue Kak cunapoM KnaiiHdenbrepa, cunapom Illeperiesckoro-
TepHepa, CHHIPOM TPoiHOH X-xpoMocoMmbl. KomiuiekcHoe oOcnenoBanne Ha qanHbie Gopmel 3P u
HU® pomkHO OBITH IEpBBIM OIATOM HPH Ja0OPaTOPHOM OOCIEIOBAaHHH IIAIIHEHTOB C
HECHJPOMAJILHBIM OTCTABaHUEM PAa3BUTHSL.

JlokJaj OCBSIEH OOIIMM MOAXO0JaM U alTOPUTMAM FeHETHIECKOTO UCCIICIOBAHNS TAIIUCHTOB

C CHHIPOMAIBHBIMH M HecHHApoManbHbIMU hopmamu 3P u HUD.
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H3MeHeHHe 3KCIPECCHOHHOI0 NMPoguis B 0TAeaaX Mo3ra Mbleii ¢ MO TII-
HHAYLUHPOBAHHBIMHU MoJesiMu os1e3uu [TapkuHcona
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Transcriptomic profiling in mice’s brain tissue
with MPTP-induced models of Parkinson's disease
M.M. Rudenok!", A. Kh. Alieva?, V.S. Zyrin!, A.A. Kolacheva?, M.V. Ugrumov?, M.l. Shadrina*
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Key words: Parkinson's disease, neurodegeneration, MPTP, gene expression, transcriptome,
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Beenenmne: bBonesup Ilapkuncona (BII) - cnokHoe cucremHoe —3a0oneBaHue,
NPEUMYIIECTBEHHO CBsI3aHHOE C TuOenpio  godaMuHEprudeckux HedpoHoB. OCHOBHBIE
KInHPYeckue npu3Haku BII mposBIsIoTes TONBKO Ha MO3JHUX CTaJHsAX Pa3BUTHS JeTeHePaTUBHBIX
nporeccoB npu rudemn oxono 60% JIA-HEHPOHOB UYEepHON CYOCTAHIMM W CHIDKCHHH YPOBHS
nopamuaa B crpuaryme Ha 80%. IlIpomecc nereHepanuu aodaMHHEPrHYeCKUX HEHPOHOB
MHULUHPYETCS 33/I0JIT0 IO IEPBBIX KIMHUYSCKUX MPOSBICHHN, H MOXET IIPOHTH OKOJIO JBAALaTH
JIeT ¢ MOMEHTA 3aIlycka HeHpoAereHepaTHBHAIX MPOIECCOB A0 MOSBICHUS MEPBHIX KIACCHUSCKHX
JIBUTATEJBHBIX cUMITOMOB bII. BBuay HEBO3MOXKHOCTH HW3YYeHHWs OSHIOTEHHBIX IPOIECCOB,
MPOUCXOJAINX B MO3re IManueHToB ¢ bIl Ha paHHHMX cTagusAX, OOHHM H3 OCHOBHBEIX IIOJXOJOB
SBJISIETCS MCCIIe0BaHUE MOojieneil, BOCIPOM3BOAIIMX caMble pPaHHHE dTanbl narorexesa bII.

Martepuan U MeToabl: B CBS3M ¢ 3TUM U BBIICHEHHS MOJEKYJISIPHO-TEHETHYECKHX
3aKOHOMEPHOCTEH, CBA3aHHBIX ¢ MHUIMALMEH M Pa3BUTHEM MATOJIOTMYecKoro mpouecca npu BII,
ObUT  IIPOBEACH  IOJIHOTPAHCKPUITOMHBIA — aHauW3 TKaHed Mosra Mbimeit ¢ MOTII-
HHIIYIIUPOBAHHBIMU MOJICNIIMU JIOCUMIITOMHBIX U paHHeW cumnroMHo# ctaauit BIT [1-2]. Ananu3
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mynoB PHK u3 Tkameil uepHOH cyOcTaHIMH M CTpHaTyMa MO3ra MBIIIeH HPOBOAWICS Ha
mukpounnax MouseRef-8 v2.0 Expression BeadChip Kit («Illumina», CILA). dns xaxkmoro
o0paslia MpOBOJMIOCH LIECTh HE3aBUCUMBIX THOPHAM3ALMN M OIpPENesUICS YPOBEHb JKCIPECCHU
BCEX '€HOB OTHOCUTENILHO MAHEIN T'eHOB JOMAIIHETo X03siicTBa. CTATHCTUYECKUH aHAIIN3 JaHHBIX
MPOBOAMIIH C HCIOJb30BaHMEM ITakeTa mporpamm «Genome Studio» V.1.8 («Illuminay, CIIIA). Bo
BHMMAaHHE NPHHUMAINCh 3HAYCHHs C Pa3sHUIEH SKCIPECCHH IO CPAaBHEHHIO ¢ KOHTpoJeM Ooiee
geM B 1,5 pasa (p < 0.01, q < 0.05). Ananu3 (yHKIVOHAIBHON KIacTepHU3alUH IPOBOIJHICS C
UCIIONB30BaHMEM HHTEpHET-pecypca Pathway Studio V. 11.4. Anamum3 uepapXudueckoit
KJIaCTepH3allii POBOAMIICS C HCIIONb30BaHKeM rporpammsl Genesis V.1.8.1.

PesyabTaThl: [lonydeHHble JaHHbBIE HOCIE IPOBEJECHHS MOIHOTPAHCKPHIITOMHOTO aHAJIH3a
TKaHeH cTpuaTyma u 4epHoi cyOctaHuuu Mosra mbinieit ¢ MOTII- momemsimu BII yka3biBator Ha
TO, YTO, B IIEPBYIO ouepenb, B martoreHe3 bIl Ha TPaHCKPHITOMHOM ypOBHE BOBIICKAIOTCSI TKAHU
crpuaryma (4yepe3 24 vaca mocie BBEIACHHS TOKCHHA), B TO BpeMsi KaK B YEpHOU CyOCTaHLUH
BBIPA)KEHHbIE M3MEHEHUs HAOIIOAAI0TCS TOJBKO uepe3 nBe Henenu mocne BBenaeHus MOTIIL. [pu
3TOM Ha CaMbIX PAaHHUX MOJIEIUPYEMBIX CTaqusiX naroreHesa (6 u 24 yaca nocine BeeaeHus MOTII)
OBII0 0OHAPYKEHO NMPEHMYIIECTBEHHOE MOBBIIICHHE IPEICTABICHHOCTH TPAHCKPUIITOB, B TO BPEMsI
KaK Ha I03/1HEH JOCHMIITOMHOH M paHHEH cumnToMHOH cragusx BI1 naGmiopanock cHuxeHHe
npencrasienHoctH MPHK renos, kak B uepHOl CyOCTaHITHU, TaK U B CTPHATYMe.

BeiBoabi: [Ipn npoeacHHN HYHKIMOHATBHON KIaCTEPH3ALNK ObLIN BBISBICHBI H3MCHEHHUS
psifa MeTaOOJIMYECKHX IIPOLECCOB IO CPaBHEHHIO C KOHTposleM. Tak, IOKa3aHO H3MEHEHHe
OKCIIPECCHU T€HOB, CBS3aHHBIX C IIPOLECCAMH, YK€ aCCOIMHUPOBAHHBIMH C pas3ButueM bII
(MUTOXOHApHANbHAs TUCHYHKINS, YOUNKBHTHH-3aBHCHMBIA NIPOTEOIH3 OENKOB), TaK M C HOBBIMHU
IpOIeccaMy, HIPAIOIMMH BaXKHYI0 pPOJIb HA pPaHHUX OJTalax IaToreHe3a (BE3HKYJIAPHBIH
tpancnopt, PHK-crumaiicunr, anonros). Jleransuslil ananns yposast MPHK oTnenbHBIX TeHOB Kak B
TKkaHAX mosra Meimeid ¢ M®OTII mopensimu BII mo3Boiuia BBISBUTH HECKOJIIBKO T'€HOB, YPOBEHB
JKCIIPECCHU KOTOPBIX M3MEHEH Ha CaMbIX PaHHHMX CTa[USX Pa3BHTHs I1ATOJIOTHYECKOro Ipoliecca
npu BIT.
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OpHOW M3 OCHOBHBIX AHOMAIMH pPAHHEro pa3BUTHS SMOPHUOHOB YEJIOBEKAa SIBIAIOTCA
YHCIICHHbIE HAapYIIEHHs] KApUOTHUIIA — aHEYIUIOMIHNH. BBIIo oKa3aHo, 9TO XPOMOCOMHBIE aHOMAJINH
SIBJIAIOTCS] OCHOBHOH MPHYMHON HEy/lau UMIUIAHTALUU M CIIOHTAHHOT'O NIPEPBIBAHHS O€PEMEHHOCTH.
Jlnst KTMHAUYeCKH 3aUKCUPOBAHHBIX OEpEeMEHHOCTEH aHEYITIONANY (TPUCOMHH WII MOHOCOMHUH TI0
OIIHOI M Ooyiee XpOMOCOMaM) COCTAaBISIOT 10 5%, a y NOUMIUIAHTAIIMOHHBIX 3MOPHUOHOB 3TOT
MOKa3aTenb 3HAYUTEIBHO BBIIIC, XapaKTepusyercss Oojee IIMPOKHM CIIEKTPOM BO3MOXKHBIX
M3MCHCHMI KapHOTHIA M 3aBHCHT OT Bo3pacTa keHHHbI [1]. MccinemoBaHue mpuuMH TakuX
aHOMaJIMH MOKa3au, 4TO, IOMHUMO 3HAYMTEILHOIO BKJIa[a HapyIIeHUH, IPOUCXOIANIMX Ha Pa3HBIX
JTamax Meioza B ooreHese, CBOM BKJIAJ TakKe BHOCAT HapylICHHWs Meio3a B cliepMaToreHese, a
TaKKe HApYIIEHHs PACXOXKAEHHs XPOMOCOM B MHTO3€ B XOJ€ IEpBBIX A€NEHHH NpobneHus

omOproHa [2]. Beuto yCTaHOBIEHO, YTO y IMOPHOHOB YENOBEKAa HA PAaHHUX JTalaX Pa3BUTHS
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HEPEAKO BCTPEHAIOTCSA KIETKH C HApPYMIEHUEM YHCIa XPOMOCOM — TaKO€ SABJICHUE MOIYyIUIIO
Ha3BaHHE XPOMOCOMHBIH Mo3auii3M dMOpronoB [3]. HanGonbmmii moTeHman 1isi HOpMaIbHOTO
pasBUTUSA HUMEIOT 3M6pI/IOHBI C OUITTIONTHBIM Ha60pOM XpOMOCOM BO BCE€X KIIETKaX, OJIHAKO
HE3HAUUTENIbHBI YPOBEHb MO3aWIM3Ma, HE 3aTparuBalOUil KJIETKH BHYTPEHHEH KICTOYHOM
MaccChl, He TIPEMSITCTBYET Pa3BUTHIO 310pOBOro pebenka [4].

CoBpeMeHHBIE PENPOAYKTHBHBIE TEXHOJOTHH IO3BOJISIOT H30JMPOBATh MPHUTOIAHBIA IS
HCCJIEAOBaHUs MaTE€prall Y NOUMIUIAaHTAIMOHHBIX 3M6pI/IOHOB YCJIOBCKA, IOJYYCHHBIX METOAaAMH
HUCKYCCTBECHHOT'O  OIINIOAOTBOPECHUSA oe3 ymepﬁa JUIe UX  padBUTHA W NOPOBECTH aHAIINU3
cbanancupoBaHHOCTH Kapuortuna [5]. B nokname Gyiaer aaH peTpOCHEKTHBHBIM aHAIN3 Pa3BUTHS
METOAOB NPEUMIUTAHTAUOHHOI'O T€HETUYECKOTI0 TECTUPOBAHMA HAa OCHOBE MaTe€pUaia €AMHUYIHBIX
KJIETOK OT MOJXOJOB, OCHOBAaHHBIX HAa TMOPHAM3ALUM HYKJICHHOBBIX KHCIIOT, O COBPEMEHHBIX
TEXHOJIOTHI Ha OCHOBE BBICOKOIIPOU3BOAUTEIIBHOTO CCKBCHUPOBAHMS. OTZ[eJ'ILHOe BHHUMAaHHC 6y)1eT
YAEJIECHO BO3MOXHOCTAM, INEPCIEKTUBAM PAa3BUTUA U OIPaHUYCHUSAM COBPEMEHHBIX TeXHOJ’IOFl/lﬁ, B
TOM 4YHCJIIC B CBA3A C BBIABISICMBIM BBICOKMM YPOBHEM MO3aullu3Ma y pPaHHHUX 3M6pI/IOHOB
YeJIoBeKa.

3aki0ueHune: HECMOTpsS Ha 00BEKTHBHBIE OrpaHUY€HUs, BBICOKAsA YYBCTBUTEIBHOCTH
COBPEMEHHBIX METOOB MOJIEKYIISIPHO-TEHETHYECKOr0 aHan3a obecrneunBaroT 3()(GEeKTHBHOCTD U
HaACKHOCTDH IIPEUMITTIAHTAITMOHHOT'O TEHETUYECKOTI'0 TECTUPOBAHNS.

Cnmcok JIuTepaTyphl
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2. Konstantinidis M et al. Reprod Biomed Online 2015, 31: 394-403.
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4. McCoy RC. Trends Genet. 2017 33:448-463
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H3MeHeHHe IKNPeccHH FeHa 0PEeKCHHOBOIO pelenTopa 1-ro THNa B MO3re KpbIC B YCJIOBHSAX
JUTATEJbHOI aJKOr0JIH3aIHH 3TAH0JIOM
Cexcme D.A.%, Aiipanemos M.U*?, Epecxo C.0., Heanuwesa K.A.*, Bviuxos E.P.*?, Pycanosciuii
B.B., Pycanoeckuii I'.B.
'OIBHY «MHCTHTYT SKCTIEpUMEHTANBHOH MeMITHEDY, CankT-ITeTep6ypr
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Kniouesvie crosa: OpPEKCUH, peyenmopvbl OPEeKCUHA, AlTKOCOIUIM

Change in the expression of the type 1 oreskin receptor gene in the brain of rats under
conditions of prolonged alcohol abuse with ethanol
Sexte E.A.%, Ayrapetov M.I.%?, Eresko S.0.%, Ivanischeva R.A. %, Bychkov E.R.}?, Rusanovskiy
V.V., Rusanovskiy G.V.
LInstitute of Experimental medicine, St. Petersburg

E-mail: interleukinlb@gmail.com

2 st. Petersburg State Pediatric Medical University

Key words: orexin, orexin receptors, alcoholism

BBenenue: V3ydenue ponn HelpornenTHa0B B GOPMHPOBAHUH aJUKTHBHBIX COCTOSIHUN M
BO3MOXKHOCTb HUCIIONB30BaHHS (hapMaKOJIOTHYECKHX MPEHapaToB HAa UX OCHOBE B Tepalud
HApKOTHUYECKON M aJIKOTOJIbHOM 3aBUCHMOCTH SIBJISIFOTCS AKTYaJIbHBIMU HAITPABJICHUSMU B MEIUKO-
Ouonormdeckux ucciaenoBaHusax. Ocoboe BHUMAaHHE B CBS3H C OTHM IIPUBICKAIOT HENABHO
OTKpBITBIC HEHpONeNTHABl CceMelicTBa OpEeKCHHOB. ['pynma OpeKCHHOB BKIIIOYaeT B celds
HeWponenTuabl: opeKcuH A u opexcuH B. HelipoHsl, 3KcIpeccupyromme opeKcH A U OpekcHH B,
JIOKAJIU3YIOTCS MPEUMYLIECTBEHHO B JIaTEPaIbHOM TI'MIOTAIaMyCe€ M IIOCBUIAOT CBOM INPOEKLUH
IPaKTHYECKH KO BCEM CTPYKTypaM Mo3ra. OpEeKCHHBI CBS3BIBAIOTCA IBYMSI OPEKCHHOBBIMH
penentopamu 1-ro u 2-ro THnoB. OpekcuH B o6nanaer oanHaKOBBIM CPOJCTBOM K OOOUM THIIaM
PELenTopoB, B TO BpeMsl Kak y opekcuHa A adGpuHOCTb K OpEeKCHHOMY perentopy 1-ro tuma B 20-
30 pa3 BbILLE [10 CPABHEHUIO C PELENTOpoM 2-ro Tuna. [Toka3aHo, 4TO aHTAarOHUCTbI OPEKCUHOBOTO
perienTopa 1-ro THIA 10303aBUCHMO CHIDKAIOT HOTPEOJICHUIO QJIKOTOJS, CHIDKAIOT OJTaHOI
WHAYIMPOBAaHHOE YBENH4YEHHE AO(paMHUHA B TpPUIIEKAlIeM spe, OJoKHpyroT (opmupoBaHue

YCIIOBHOPE()ICKTOPHOM PEaKiny IIPEIIOYTEHUs MECTa Ha aJIKOroJib. L{enp ucciejoBanus: H3ydnTh
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YPOBEHb JKCIPECCHH I'€Ha OPEKCHHOBOTO pelenTopa 1-ro Tuma B CTPYKTypax MO3ra y KpEIC B
YCIIOBUSIX IJIUTENbHON alKOrOIH3aluH 1 OTMEHBI aIKOTOJISL.

Martepuanbl 1 MeTOAbI: JKHBOTHBIX ITOJBEPrajH MOJYyHACHIECTBEHHON AIKOTOJIM3aIMH
15% pacTBOpOM J3TaHONAa B KayeCTBE E€IMHCTBEHHOTO HMCTOYHHUKA JKHIKOCTH INPU CBOOOJHOM
JIoCTyIe K OPUKETHPOBAaHHOMY CyXOMY KOpMY B TedeHHe 6 MecsineB. KpbIc JekannTupoBaiy yepes
6 MecsleB Mocie XPOHUYECKOH anKoroyiu3auuu Ha 1-i, u 7-d JHU MOCIIE OTMEHBI AIKOTOJISL.
Conepxanne MPHK opekcuHoBro peuenropa l-ro Tuma onpenessuid Bo (pOHTaIbHOU Kope,
THIIIOKAaMIIe U BEHTPAIbHON TErMEHTAIbHOH 00TaCcTH y KPbIC METOJIOM OOPAaTHOH TPaHCKPHIIIUH U
MocJIelytolIell MmoauMepa3Hoi ILEMHOM peakiueil B pexuMe peasbHOro BpeMeHH. Benuunmny
OKCIPECCUH T€Ha OPEKCHMHOBOTO pelentTopa 1-ro TMma B CTPyKTypaxX MO3ra HOPMHPOBAIH IIO
YPOBHIO 9KCIPECCHH TeHa TIIHIepatbaerua-3-pochaTaeruaporeHassl.

PesyabraTbl: Ilpy XpOHMYECKOW aKOTONM3allMM B TEYeHHE O MECSLEB YPOBEHb
9KCMPECCHH T'eHa OPEeKCHHOBIO pelentopa 1-ro Tuma cHipkaics BO (poHTanbHOW kope. ITocie
oTMeHsbI ankorousi coaepxkanne MPHK opekcuHoBro peunentopa 1-ro tuna Bo (GpoHTaIbHOU KOpe
OCTaBaJIOCh CHIDKCHHBIM Ha l-¢ W 7-¢ CyTKM HcclieqoBaHHs. B oTinune or (poHTanbHOM KOpHI,
ypoBenb MPHK opexcunoBoro pemenrtopa 1-ro Tuma yBenHYMBAICS B THINIOKAaMIle B l-€ CyTKH
IOCJIe OTMEHBI AJIKOTOJIsI IO CPABHEHHUIO C IPYINIOH HEaJKOroJIU3HPOBAHHBIX JKHMBOTHBIX U Ha 7-€
CYTKH IIOCJI€ OTMEHBI aJIKOTOMIS 10 CPABHEHUIO C KOHTPOIBHOM IPYIIIOi H aIKOrOJIM3UPOBAHHBIMH
>KMBOTHBIMH. YpoBeHb MPHK opexcuHoBoro pernenrtopa 1-ro Tuna B BEHTPaJIbHOW TErMEHTAIBHOM
00JIaCTH IIPH AJIKOTOJIN3AIMH Ha 1-€ B 7-€ CYTKH I10CIJIC OTMEHBI aIKOTOJIsl He H3MEHSIICS.

3akmouenne. TakuM o06pa3oM, NONydYeHHBIE JaHHBIE CBHAETENBCTBYIOT, YTO OPEKCHHOBAS
CHCTEMa MO3ra yJacTByeT B (DOPMHPOBAHHH MATOIOTUUECKOIT 3aBUCHMOCTH OT aJIKOTOJIS.

Cnmcok JIuTEepaTyphl

Cexcme 3.A., Aupanemos M.H., Xoxnos I1I1., Jlebedes A.A., bviukos E.P., [llabanos I1./].
OKCIIepHMEHTAIbHAS. XPOHUYECKas AIKOTOIM3alUsl H3MEHSeT JKCIPECCHIO TeHa OPEKCHHOBOTO
penenitopa 1-ro Thna B mMo3re. Matepuansl Poccuiickoll HaydHON KOH(EPEHIUH, ITOCBSIIIEHHOI
125-nermio akagemuka C.B. AnmukoBa «@apMaxonorust peryasTOpHBIX Heifpomentuaosy», 9-11
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T'eHeTHYecKkasi IMATHOCTHKA AXOHAPOIIA3MH U THIOXOHAPOILIAZHH
Cozcosin M.B.2*, Hasapos B.,ZZ.Z, Jlanun C.B.2, llanownuxos U.A.2, Xanvuuyruii C.EZL,
Buccapuonos C.B.*
'Hayumno-uccnenoBaTenbckuii IeTCKUil opToneaudeckuii nHCTUTyT nMenn I'.1. Typrepa
ITapkosas yn. jom 64-68, ITymkun, Poccuiickas @enepanust, 196603
Temn.: +79118329218, e-mail: sogoyanmarina@mail.ru
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Kntoueswvie cnosa: ckenremuas oucniazus, axonoponiasus, cunoxowoponaasusi, en FGFR3

Genetic diagnosis of achondroplasia and hypochondroplasia
Sogoyan MV'*, Nazarov VD?, Lapin SV, Shaposhnikov IA?, Khalchitsky SE?, Vissarionov SV*
IScientific Research Children's Orthopedic Institute named after GI. Turner
* Park Street 64-68, Pushkin, Russian Federation, 196603
Phone: +7 9118329218, e-mail: sogoyanmarina@mail.ru
2 Scientific and Methodological Center for Molecular Medicine MH RF, Pavlov First St. Petersburg
State University, Russian Federation

Key words: skeletal dysplasias, achondroplasia, hypochondroplasia, FGFR3 gene

BBenenne. CkeneTHas AUCIUIa3Us TPEACTABIsCT coOoi rpymmy u3 Oonmee uem 200
3a00JIeBaHU, XapaKTEPU3YIOIIUXCSI AHOMAJIBHBIM Pa3BHUTUEM KOCTHOM W XPSIIEBOH TKaHH, C
NOCIHENYIOIM  H3MEHEHHEM  pa3MepoB U (OpM  pa3IMUHBIX  KOCTeH  CKelera U
HEIPONOPIUOHAIBHON 3a/IepKKOH pocTa. AXOHIPOILIA3Us - OfHA U3 CAMBIX YacCTBIX HEIeTalTbHBIX
NPHYMH CKEJSTHOH IHCIUIa3uH. Y IANMEeHTOB C aXOHJAPOIUIa3Hed IpH POXKACHHH OTMEYaloT
PH30MHENINYECKOEe YKOPOUCHHE BEPXHHUX H HIDKHUX KOHEUHOCTEH, CPABHUTENHEHO KOPOTKOE U Y3KOe
TYJIOBUIIE, KHCTH PYK B (GopMe Tpe3ydua, Makporehalnio ¢ THIOIIIA3HeH cpefHell TPeTH Jina 1
BBICTYIAIONMMM JI60M. PocT npu poxkaeHn 00BIYHO HECKOJIBKO MEHBIIE HOPMBL, XOTS U HAXOAUTCS
B Ipeenax HIKHEH ee IPaHMIIbI; ¢ BO3PACTOM - IIPOIPECCUBHO OTCTAET OT HOPMAJBHBIX BEIUYMH.
B 0cHOBHOM ManMEeHTHI IMEIOT HOPMAJIBHBIN HHTEIUIEKT, XOTS y OOJIBIIMHCTBA HMESTCS 3aJIEPIKKA B
MOTOPHOM  Pa3BUTHM. OTa 3aJep)KKa BbI3BaHA COYETAHUEM  MBIIIEYHOH T'MIOTOHMHU,
THIIEPMOOMIIBHOCTBIO CYCTaBOB (XOTsI JIOKTEBBIE CYCTaBbl OTPAaHUYCHBI B Pa3THOAHUH ¥ BpaIlleHHH ),
MEXaHMYeCKUMU 3aTPyJHEHUSIMU NPH yJAEp:KaHHU HMX OONBIIOH TONOBKU U, - PEXE, - CTEHO30M
0OJIBIIIOr0 3aTHUIOYHOI'O OTBEPCTHUSI CO CHAaBIEHHMEM cTBoia Mo3ra. OnxHoll 3 (opM JuCIIIasui,
CXOXKEeW 110 MaroreHesy ¢ axOHJAPOIUIa3MeH, HO NPOSBIAIOIICHCS MEHee BbIPAKCHHBIMU
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CKEJIeTHBIMU aHOMAIMSAMHU (B NATOJIOTHYECKHIl IPOIleCC HE BOBIEKAIOTCS KOCTH dYepena U Tasa)
SBJIAETCS THIIOXOHAPOILIA3Ks. AXOHAPOILIA3Hs U TMIOXOHIPOIIA3HUs - BPOXKACHHBIE 3a00JIeBaHUS
OIIOPHO-JBUTATENILHOI CHCTEMBI C ayTOCOMHO-IOMIHAHTHBIM THIIOM HAcIEIOBaHUs, 00YCIOBICHBI
MyTaumsiMH B TeHe perenrtopa ¢akropa pocra ¢ubdpobmacroB FGFR3. FGFR3 —
TpaHCMEMOpaHHBIN PEeLENnTOp TUPO3WHKHHA3bl. B 3HIOXOHIpaNbHBIX KocTsaxX aktuBauus FGFR3
TOPMO3UT MpPOIU(EPanuio XOHAPOIUTOB B POCTOBOM IIACTHHKE, TAKUM OOpa3oM IIOMOTras
KOOPJIMHHUPOBATh POCT M AU(P(HEPEHINPOBKY XOHIPOLUTOB C POCTOM M AU(G HEpeHINPOBKOI
KJIeTOK-TIpeanecTBeHHUN koctd. Myramus 1138 G>A B rene FGFR3 B 99% ciryqaeB npuBOIUT K
3abosieBaHnIO  axoHIporuiasueil, koropas B 70% ciydaeB Bo3Hukaer de novo. Pexe
obHapyxuBaercst mytanus 1138 G>C. I'eneruueckue abeppaiun B Ipyrux ydactkax rena FGFR3
HPHUBOJAT K PasBUTHIO Ooiyiee JIerkMX (OPM HapyIICHHS Pa3BUTUsS CKelleTa, B TOM 4HCIE,
runoxouaportazuu. Myrauuun C1620A u C1620G npuBOAAT K PasBUTHIO THIIOXOHJAPOIUIA3UU B
70% u 30 % ciry4aeB, COOTBETCTBEHHO. B OUeHb peiKuX cilydasx MMIOXOHJPOIUIa3Hs BbI3bIBACTCS
MmyTtanmsiMu B yaactkax reaa FGFR3 Asn540Thr, Lys650Asn, Asn540Ser, 11e538Val, Lys652GIn,
Lys650GIn.

MonekyaapHO-TeHeTHYECKasl IUArHOCTUKA — JTO HambOosee JOCTYMHBI U TOYHBIH METOX
HOATBEPKIEHUS UArH03a CKeJIETHOU NHCIIIa3HH.

Ilenblo mccaenoBaHUS SBUIOCH OIpPEIENeHHE PACIPOCTPAaHEHHOCTH AaXOHAPOILUIA3HU H
THIOXOH/IPOIIA3UH y MALUEHTOB C BPOXKACHHBIMH AUCILIA3UAMU CKEJIeTa.

Marepuaibl 1 MeToAbI: [IpoBeieH MOIEKYISIPHO-TEHETUYECKUI aHanu3 y 19 manueHToB B
BO3pacTe OT 5 10 15 5eT ¢ IMarHo3oM axoHAPOIIA3Hs U THIIOXOHAPOILIA3Hs II0 TPEM MYTAIMsAM B
rene FGFR3. I'enomuas JIHK 6bL1a BEIIENeHA U3 HENbHOI KPOBU C HCIIONB30BaHIEM KOMMEPUECKI
noctynHoro Habopa «PUBO-cop6»  (MurepmabeepBuc, Poccus) B COOTBETCTBMH — C
pekoMeHmanusiMu u3rotosutenst. Bee obpasusr JJHK Obuti mpoTecTHpoBaHEI Ha TPH M3BECTHBIC
mytauun (1138 G>A, 1138G>C u 1620 C>G) [1] B rene FGFR3 ¢ moMomipl0 pecTpUKIOHHOTO
anaim3a. Oparments! JJHK paznnuHol JUIHHBI BU3YaIN3HPOBAIN IPH IIOMOIIH (IIyOPECIIEHTHOTO
kpacutens SYBR Green I (buorex-Unnycrpus, Poccus).

PesyabraTer: Maxopras myrammst 1138G> A Obuta BeisBiaeHa y 7 marueHToB (37%).
Myrtanus 1138 G>C siBisercst peakoil 1 B HaIlleM HUCCIIEOBaHUM He OblIa oOHapyxeHa. Myranus
1620 C>G, xapaktepHasi [l TMIOXOHIPOIUIa3uH, Obuta BeusiBiIeHa y 1 Gosbroro (5%). OrtoT
MalMeHT ObUI HallpaBJIeH C AUarHO30M aXOHPOILIa3Hsl, KOTOPHIH HE MOATBEPAUIICS.

3akimouenne: [[MarHoCTUKA CKEJIETHBIX AUCIUIA3UH OCHOBaHA Ha aHAIHM3€ KIMHMYECKUX U
PEHTI€HOJIOTUYECKHX JaHHBIX. | eHeTHYecKoe MOATBEPXKICHHE SBISICTCS OJHUM M3 Ba)KHEHIINX
3TaIoB 1a00paTOPHOro 00CIIeI0BaHUs ALUEHTOB C HApYIIEHHEM Pa3BUTHs ONOPHO-IBUTaTeIbHON
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CHCTCMBI. I[J'Ii[ IIOCTAaHOBKH TIPaBUJIBHOTO KIIMHUYCCKOI'0 JAuarHosa axoHApoIIa3uu "
FI/IHOXOHHPOHHZBI/II/I BaXHO yMeTL OTJIMYUTH HUX OT ,I[pyTI/IX CKEJICTHBIX zmcrmasnﬁ. 3T0 BO3MOXXHO
CAeJIaTh C IOMOIIBIO MOJIEKYJISIPHO-TEHETHICCKOT'O TECTUPOBAHUS.
Crucok JIuTepaTypbl
1. ue Shin. Korean J Clin Pathol 2001; 21:164-168.

HeiipomeanaTopHble MeXaHU3MbI IIPEHATAIBHBIX 3 dexToB
X0JIMHOOJIOKATOPOB B PAHHEM OHTOIeHe3e
Cmawuna E.B., I'aspunos A.H., baiipamos A.A., [llabanos I1]]., Pycanosckuii B.B.,
Pycanosckuii I'.B.
OI'BHY «MHCTUTYT SKCIepUMEHTaIbHON MeauiuHby, CaHkT-IleTepOypr
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Neurotransmitter mechanisms of prenatal effects of cholinoblockers in early ontogenesis
Stashina E.V., Gavrilov A.N., Bayramov A.A., Shabanov P.D., Rusanovskiy V.V., Rusanvocskiy G.V.
Institute of Experimental medicine, St. Petersburg

E-mail: interleukinlb@gmail.com

St. Petersburg State Pediatric Medical University

BonpimHCTBO (haKTOPOB, BO3ACHCTBYIOIIMX HA Pa3BHBAIOIIUICS MO3T B SMOPHOHAIBHOM
neprosie, HapymawT (OpMUpOBaHHE (OHTOTEHE3) OCHOBHBIX HEHPOMEIMATOPHBIX CHCTEM:
MOHOAaMHHOB U aIlETUIIXOJINHA, YTO MOKA3BIBAET BHICOKYIO YYBCTBUTEIHFHOCTD MO3Ta B KDUTHIECKHE
HEPUOABI CBOETO pPAa3BUTHs B IEPUHATAIBHOM IepHoje. llepuHaTalnbHBle MaHHITYISIIUH
AKTUBHOCTBIO HEKOTOPBIX MEIHATOPHBIX CHCTEM, B YACTHOCTH XOJNHHEPTHYECKOW CHCTEMBI,
HPUBOIAT K PAa3INYHBIM CTPYKTYPHO-()YHKIIMOHAIBEHEIM H3MEHEHHSIM B Pa3BUBAIOIIEMCS] TOJIOBHOM
mosre (Dam K. et al., 1999; Slotkin T.A., 2004). Ilenbto maHHO# pabOTHI SBHIOCH H3ydeHHE
BIMSIHUS LEHTPaNbHBIX M- 1 H-X0MHHOGI0KaTOPOB Ha AMHAMHUKY Pa3sBUTHS HEHPOMETHAaTOPHBIX
CHCTEM TOJIOBHOrO Mo3ra 20-IHEBHBIX SMOPHOHOB KpPBbIC B pa3jIMYHBIC CPOKH IPEHATAIBHOTO
nepuoza.

Meton: bepeMeHHbIM camKkaM KpbIc JuHUEM Vistar B 9-11, 12-14 u 17-19 aHu recrauuu
NPOU3BOIMINCH TPEXPa30Bble BHYTPUMBIIICUHbIC HHBEKUMH (1 pa3 B AEHb) XOMMHOTPOIHBIX
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[peraparoB LEHTPaJIbHOro aAekcTus - Metamusit (Mer) B mose 2.0 mr/kr u rauriepon (I'ui) 12,0
mr/kr. Ha 20-i neHp GepeMEeHHOCTH NPOBOJMIM M3BJICUYCHHUE M JICKANUTALHMIO IIOA0B (TOJIOBHON
MO3r 0e3 MOKEeUKa 3aMOPXUBAIM B JKHAKOM as3ore). Konmentpammio nodammua (JA),
ceporonnHa (5-I'T) u uX MeTaboIMTOB B TOJIOBHOM MO3T€ ILIOJOB KPBIC ONpPEAS/SUIM METOJOM
BDXX-3/1 B cucreme “Beckman System Gold” ¢ sanekrpoxumuueckum nerekropom LC-4C.

Pe3yabTaThl HCCEIOBAaHUN MTOKA3aIM, YTO MIPEHATAIbHOE BO3AEHCTBHE XOIUHOTPOIHBIMU
npenapaTaMl LEHTPAJIBHOTO JEHCTBHS METaMH3HJIOM M TaHIJICPOHOM BBI3bIBAacT ucOanaHc
conepxanust HelipomenunatopoB JIA, 5-I'T u ux meraboiaMTOB B T'OJOBHOM MO3re SMOPHOHOB
OIIBITHBIX TPy K 20-0My JHIO IIPEHATATEHOTO Pa3BUTHS 10 CPABHEHHIO ¢ KOHTPOJIEM. Moy st
aKTUBHOCTU Kak M-XonuHepruueckod, Tak u H-XommHeprudeckoil CHCTEMBI Pa3BHBAIOIIETOCS
MO3ra IUIOJa MOTYT HPHBECTH K 3HAUUTEIbHBIM HM3MEHEHUSM B aKTUBHOCTU OCHOBHBIX
MEIMATOPHBIX cHCcTeM Mo3ra. COOTBETCTBEHHO, MEXAaHH3MBl MPEHATaIbHOTO BO3ACHCTBUS
PA3TMYHBIX XUMHYECKHX (HAKTOPOB C XOJIMHOTPOHHBIMH CBOHCTBAMH MOTYT OBITH ONOCPEIOBAHBI
Kak M-XOmMHepru4eckoit, Tak u H-xonmuHeprudyeckoit cucremoii. CpaBHUTEIBHBIN aHAN3 ITOKa3all,
YTO K BO3JCHCTBUIO XOJIMHOJIMTUKOB B IpEHATaJbHOM Iepuoae Oosee uvyBcTBHTENnbHA S-TT-
epruyeckas MenuaropHas cucrema, 4deM J[A-epruyeckas. CHikeHue KoHueHTpauuu S5-I'T u
U3MEHEeHHe ero o0opoTa OTMeYaeTcss Ha BCEM IPOTSDKEHHH BTOPOH IIOJOBHMHBI IIE€pHOIA
06epeMEeHHOCTH IIPH BO3ISHCTBHU KaK METaMU3HIIOM, TaK U TaHTIepOHOM. beito otMeueHo, uro JIA-
epruyecKkas CHCTeMa TOJOBHOIO MO3ra y TeHOTHIHYECKHX CaMIIOB H CaMOK 3MOpUOHOB Oonee
JyBCTBHTENbHA K BO3EHCTBHIO H-XOIMHOTpOIHOrO mpemnapara ranriaepoHa. boiee 3HaunTenbHbIC
U3MEHEHHUSI MEJMAaTOPHOI0 CTaTyca OTMEYAeTCsi B paHHHE CPOKM recTaloHHoro nepuona (10- u
13- cyTKH) y IIOI0B Pa3IMYHOTO F'eHETHYECKOro nosa. IIpeHaTanpHas 9KCIO3UIS MEeTaMHU3MIIa He
OKazala CyIIECTBEHHOE BIHAHHE Ha comepkanue [IA B TOIOBHOM MO3re 3MOPHOHOB Kak
MYKCKOTO, TaK M JKCHCKOro Ioyia. XOTsS OTMeYaJoch ONpeleleHHass TEHICHINS K CHIKCHHUIO
ypoBHs [IA B HCCIEAYEMBIX IPYIIax.

3akmouenne: TakuM 00pa3oM, B paHHEM OHTOT€HE3e XOJIMHOTPOIIHbIE Ipernaparsl M- u H-
THIA ACHCTBUS OKa3bIBAIOT HeOMarompusATHBIH 3ddexT Ha (opMupoBaHHE HEHPOMEAUATOPHBIX
CHCTEM TOJIOBHOTO Mo3ra 20-IHEBHBIX IMOPHOHOB KPBIC, YTO MOXKET CTATh NPUYMHON HapyIICHUS
noyIoBOH UG (GEpeHIIUPOBKA MO3ra B HEOHATAIBHOM IIEPHOIE M OTHAJICHHBIX IOBEJCHUECKHX

HapyILeHNi B IIyGepTaTHOM BO3pacTe.
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Beenenne. dapmaxoTepanus ICHXHIECKUX PACCTPOHCTB 0 HACTOSIIETO BPEMEHH OCTaeTCst
OIHOM W3 Hamboiee CIOKHBIX O0JIACTEH KIMHHYECKOW HapKojgormu u mncuxwarpuu [1, 2].
TatoreHe3 HCHX030B XapakTEpH3yeTCs HAPYIICHHEM IUIA3MEHHOro MeTabojM3Ma MOHOAMUHOB.
Penentopsl MOHOAMHHOB, SKCIPECCUPYIONINECS HA TIOBEPXHOCTH (P (PEKTOPHBIX KICTOK, SBISIOTCS
KaK KIIOYEBBIM 3BCHOM IMOJJICPKAHUS TOMEOCTa3a OpraHM3Ma, TaK M MHILICHBIO JCHCTBUS
AQHTHIICHXOTHYECKUX IIpenapaTtoB. B cBs3um ¢ orpannmueHusMH usydenus mnapamerpoB IIHC,
KIMHUYECKHIMH TIPOSIBICHUSMM HEHPOUMMYHHBIX JUCHYHKUMH NepupepHdeckoro pycia Ipu
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[CHXHUYECKUX  PACCTPOWCTBAX, CHCTEMHBIM  JCHCTBHEM  aHTHIICHXOTHKOB,  JIUM(QOLUTEI
nepudepuueckoit kpou (JITIK) B HacTosIiee BpeMs pacCMaTPUBAIOT KaK HanOoJiee ONTUMAIBHYIO
CyppOraTHYI0O MOJEIb W3YYCHHS Pa3IMYHBIX HEHPONCHXNYECKHX 3a00JeBaHHWIl M MOHHTOpPHHIA
(hapmakomornueckoit tepamui [3, 4].

Ilenb mpenCTaBIsLEMOrO HCCIIENOBAHHS — Pa3paboTKa NEpCOHNU(UIMPOBAHHOIO MOAXOJA
HA3HAUCHMS AHTHICHXOTHYECKMX MPENapaTtoB Ha OCHOBE WHIMBHAYaIbHBIX XapaKTEPHCTHK
MOHOAaMHHOB B IepU(EpHYEcCKOM pycie KpoBH. 3aJadd HCCICNOBAHHS - ONpENeNICHHE YPOBHS
skcnpeccunt (MPHK) reHoB penenTopoB MOHOAaMHMHOB M KOJMYECTBAa O€/Ka, KOTOPBIC OHH
koaupytoT, B JIIIK u ceiBopoTouHoro gohamuna Ha hOHE aHTHUIICHXOTHYECKOM TEepaIyy.

Marepuainbl 1 MeToABI: B uccienoBanne BKIOYEHO 60 Mal[MEHTOB MYXKCKOTO MOJA C
HEPBUYHO IIOCTABICHHBIM JHATHO30M PAcCTPOHCTBO IMIM30()PEHUYECKOTO CHEKTpa OJHON H3
pyopuk (F2 MKB-10). [Tyrem panaomMu3aiuu NanyueHThl ObUIM OTHECEHBI K OJJHOW M3 JIBYX TPYII
tepanun: onansanud (N=30) u ranomepupon (n=30). Ilcuxomerpuyeckass OLEHKA COCTOSHHS
MALMeHTOB MPOBOJAMIIACH IO CTaHAapTH3upoBaHHbIM Inkanmam PANSS (Positive and Negative
Syndrome Scale). Marepuanom s uccnenoBanus  cayxuia  JIIK.  [euxomerpuueckoe
obcireoBaHre M 3a00p MaTepHana OCYIIECTBISUICS RO Hadana W depe3 4 Hemenu (2812 mus)
Tepanud. YpoBeHb dkcnpeccud reHos DRD1, DRD2, DRD4, DRD5, HTR2A, HRH1, ADRA4/B
OLICHUBAJICS METOAOM KoumdecTBeHHOH III[P B peanbHOM BpEeMEHH C HCIIOJIB30BaHHEM
¢uryoporensoro 3onzma TagMan. OmnperneneHue KoOJIMYeCTBa OEIKOB pELENTOPOB nodamuHa,
CEpOTOHMHA M TMCTaMHHa mpoBoxwian merogoM VM®A ¢ ucnonb3oBanmeM HabopoB ELISA kit
(Cloud-Clone Corp, USA), konuenrpaiuu nodamuHa - nabopom Dopamine Research ELISA
(Labor Diagnostika Nord GmbH & Co. KG). Craructrdeckast 00paboTKa JaHHBIX ObLIA POBEIEHA
C HCIOJIb30BaHMEM CTATHCTHYECKOro makera mporpammsl SPSS Bepcus 21.0 (IBM, USA) ¢
[PUMEHEHHEM HEelapaMeTPUICCKUX KPHTEPHEB.

Pesyabratel: [lokasano auddepeHnnanbHoe BIUSHUEC AHTUIICHXOTHUYCCKOW Tepamud Ha
peuenTopHsIi poduias MonoamuHOB JITIK ricnxudeckn GONBHBIX, BEPOSTHO, aCCOLMHPOBAHHOE C
(hapMaKoJIOrM4ECKHM JICHCTBUEM IIpenapaTa. Teparus rajornepuioioM MPHBOANIA K CHIKECHHUIO
KoIuuecTBa perentopos godamuna ¢ 0.77 (0.26+1.16) mo 0.13 (0.003+0.41) ur/mi gas DRDI u ¢
0.18 (0.07+0.33) o 0.09 (0.05+0.16) ur/ma mns DRD3 (p=0.001 u 0.083, cCOOTBETCTBEHHO), KOTa
KaK IPHEM OJIaH3aliHa ObUT aCCOIIMUPOBaH ¢ peaykiuei peuentopoB 5-HT2ac 1.56 (1.03+2.01) no
0.80 (0.46+1.28) ur/mn (p=0.0001). Tepanus aHTUICHXOTMKAMH HE OKa3blBala JOCTOBEPHO
3HAYMMOTO BIMSHHS Ha 3KCIIPECCHIO I€HOB, pH 3ToM ypoBeHb MPHK Bcex reHOB, BKIIFOUCHHBIX B
UCCJICOBaHUE, IOJIOKHUTENbHO JHMHEHHO KoppenupoBan (p<0,01), oTmedanach KO-9KCIpeCCHs

renoB Ha JITTK.
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Mo penyxuuu cymmapsoii mxansl PANSS na done nedenus cynunm o6 oTBeTe MalueHTa Ha
(hapmakorepanuto. Huzkoe konmuectBo Oenka peuentopa rucramuna H1 (menee 2 ur/mi) Ha JITIK
accouunpoBaiiocs ¢ ddpexTuBHO Tepanueit onansamuHoM (P=0,002), korga xak 3¢ hekTHBHOCTD
Tepamuu rajxonepuaoaoM osua Beimie npu 3HadeHnsx HRH1 Beime 2 ur/mi (p=0,052).

Ilpy wn3ydeHUH pa3BUTHSA ITOOOYHBIX 3(P(EKTOB OBUIO MOKAa3aHO, YTO AHTUIICHXOTHK-
HMHIYOHPOBAHHOE YBEIHMUYECHHE Macchl Tena (Oomee 7% OT HCXOZHOTO Beca) acCOLMHPYETCs C
MOHIKEHHBIM ypoBHEM 3kciipeccun reHoB HRH1, ADRA /B, DRD2 u DRDA4, a ypoBeHb qohamMuHa
B CHIBOPOTKE KPOBH KOPPEIUPYET C MPOSBICHUEM 3KTpAaNnupaMuaHbIX cumnTomoB (r = 0.829, p =
0.021).

BbiBobl: MOJIEKy/IIPHO-TCHETHYECKUE XaPAKTEPUCTHKU PELENTOPOB MOHOAMUHOB Ha
JIIK MoryT ci1y’kHTh HPOrHOCTHYECKMMH OMOMapKepaMH aHTHIICHXOTHYECKOH TepanuH.

PaGora BeimonHeHa mpu moxaaepxkke Poccuiickoro Hayunoro ®onpma (rpant Nel4-15-
00904).
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Ulitina A.S., Mironova Zh.A., Vsevolodskaia E.I., Pchelina S.N., Gorbunkov S.D.,
Akopov A.L., Trofimov V.I.
Academician |.P. Pavlov First St. Petersburg State Medical University
L’va Tolstogo str., 6-8, St. Petersburg, Russian Federation, 197022
Tel.: +7 9213125584, e-mail: anna.s.ulitina@yandex.ru

Key words: bronchial asthma, chronic obstructive pulmonary disease, glucocorticosteroids,
glucocorticoid receptor, HDAC2, PI3K3

Beenenne. B nenom, rimokokoptikoctepouas! (I'KC) menee a¢deKTHBHBI IpU XpOHHUIECKOMH
obcTpykTuBHO# Gonesnu aérkux (XOBJI) mo cpaBHeHuto ¢ OpoHxuanbHOM actMmoi (BA); omHako
CTEpOUJI0UYBCTBUTEIBHOCTh BApbUPYETCS B 3aBHCHMOCTH OT HHAMBHIYaJbHBIX T€HETHYECKHX
xapaktepuctuk OonbHbIX [1]. Taumentsl ¢ coueraHuem BA u XOBJI (mepekp&cTHbIil CHHIPOM,
I[IC) wumerT nNaTOPU3HOIOTHUCCKHE, KIHHHYCCKHE W TEpParNeBTHYECKUE OCOOCHHOCTH II0
CpaBHEHHIO C TanueHTamu ¢ u3onupoBaHHbiMU BA, XOBJI [2]. M30(h0opMbI INTIOKOKOPTUKOUAHOTO
peuenropa (I'P) a u B, neauermnasa 2 rucronoB (HDAC2) u docdounnosuria-3-kunasa & (PI3KS)
BakHBI B popmuposanuu orBera Ha I'KC-Tepanuro y 6onpubix BA u XOBJI, HO Mano H3ydeHsl Ipu
I1C.

Hens necaenoBanusi: Y craHOBUTH poib dkcnpeccun HDAC2, PI3KS, m3odopm I'Pou I'PB B
yyBcTtBUTeNbHOCTH K ['KC-Tepanuu y manueHtoB ¢ coderanuem bA u XOBJI.

Martepuan u Metoabl: OOGcienoBaHbl coBepLIeHHONeTHHE xuTenu CeBepo-3amamgHoro
peruona Poccun, eBponeousbl, He cBsizaHHble y3amu poxactsa: 31 mamueHt ¢ I1IC u 32 yenoBeka
KOHTPOJIBHOI IPYNIBI 6€3 ITaTOJIOTUH OPraHOB AbIXaHUs. BeeM O0IBHBIM IPOBOIHIN KOMIUIEKCHOE
KIMHHIKO-Ta00paTopHOE U HHCTpyMeHTanbHoe obcnenosanne. Yposaun MPHK uccrnenyembix reHoB
olpeNesi B BeHO3HOH kpoBH. O0myro PHK Beinensuin u3 xpoBu Habopom peareHtoB «PUBO-
3056-B» (AMmmuCenc®, Poccus). I1LIP B peansHOM BpeMenu BmonHsu B mpubope CFX96 (Bio-
Rad, CIIIA) mi1s OLCHKH OTHOCHTENBHON HOpMalIM30BaHHOI skcnpeccuu renoB HDAC2, PIK3CD,
a rtake m3opopm o u [ rema NR3CLl. B kadecTBe SHIOTCHHOTO BHYTPEHHErO KOHTPOILL
ucnons3oBaiu redsl GNB2L1 u GAPDH. Pesynbrars! o6pabarsiBanu B nporpamme SPSS 22.0.

Pesyabratbi: Y manuento ¢ IIC ypoeam MPHK HDAC2 u I'Pa orpunarensHo
KoppenupoBaiu ¢ uuciaoMm oboctpennit IIC (r = — 0,405; p = 0,024 u r = — 0,440; p = 0,013,
cooTBeTcTBeHHO). KommuectBo o6octpenmii IIC B o NMOJOKHTENFHO KOPPEIMPOBAIO C JO30it
sayrpusennbix [KC (r = 0,440; p = 0,013) u jurensHocThio ux BBeAenus (r = 0,613; p = 0,0001).
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Dosunopunus kpoBu Habmonanack y 13% 6onbusix I1C; y Takux nmamuenTtoB skcnpeccuss HDAC2
Obula BBIILIE, YEM Y IALMEHTOB C HOPMaJbHBIM YpOBHEM 303uHO(GuIOB KpoBu (1,573+0,598 u
1,109+0,254, coorBerctBenHo; p = 0,037). CooTHOmIEHUE dKcnpeccuu u3opopm ['Pa/TPP mpsimo
KOPPEIUPOBATIO C KOIHYECTBOM 303uHO(mIOB B KpoBu (r = 0,367; p = 0,042). Ymepennas wiu
3HAYHTENbHAS Y03HHOQHINS MOKPOTHI ObLIa BhIsBIeHA Y 54% 0onbHbIX I1C; Takue manueHTs! Jame
MoJyyanud KOMOMHHMpOBaHHYK Tepanuio wuHramsuuonHeiMu ['KC (UT'KC) u  pnaurensHO
neitcrByrommmu P2-arormctamu (JJBA) (42 = 13,236; df = 1; p = 0,039). IIpu 5ToM y GONBHBIX,
noJyyaBmux KoMmOuHupoBaHHyto Tepanuio MI'KC+JIJIBA, cooTHoiieHue skcrpeccud u30hopm
T'Po/T'PB GbutO BBIIIE, YeM y MmamueHToB, momydaBmmx tossko MI'KC: [1,242 (1,043; 1,906)] u
[0,700 (0,669; 1,003)], coorBercTBenHo (p = 0,043).

3akuouenne: [lanuenTaM ¢ HekoHTpoimpyeMmbiM TeueHueM IIC mpu HeapdeKTHBHOCTH
CTAaHJAPTHOU TEepamHu LEeIecoo0pa3sHO MPOBOJUTH MOJEKYIIPHO-TEHETHYECKOE HCCIENOBaHUE, a
nmeHHo ananu3 dkcnpeccun ['Po, PP, HDAC2 1isi KOMIUIEKCHOH OLIEHKH TSDKECTH TEUCHUS
3a00eBaHus, ONpeleNeHUss WHAMBHAyanbHOW uwyBcTBUTENnbHOcTH K [KC wu  monbopa
NepcoHaNn3upoBaHHON Tepanuu. Y nauueHtoB ¢ I1C nosbimenue sxcnpeccun HDAC2, a taxke
yBeJNUUYECHHE COOTHOmeHHs dkcrpeccun ['Po/I'PP accommupoBaHbl ¢ 203HHO(DUIBHBIM THIIOM
BOCIAJICHHs U MOT'YT KOCBEHHO OTPa)kaTh OOJNBIIYIO CTEPOUI0UYBCTBHTEIBHOCTD. J{/Isl OBBILICHHS
CTepOUIOUYBCTBUTEILHOCTH y manueHToB ¢ IIC mermecooOpasHO MPUMEHSATh KOMOWHHUPOBAHHYIO
tepanuio JIJIBA+UI'KC, xoropas CONpPOBOXAACTCS YBEIMYEHHEM COOTHOILEHUS 3KCIPECCUH
TPwTPp.
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HccnenoBanue 3THOJIOTUH " naToreHesa (heHMIKETOHYpUH (DKY) u
runepdenmnanannaemuii  (F®A), HecMoTps Ha OOJNBIIOE KOJHYECTBO COOTBETCTBYIOIIHX
myOJaMKanuid, O CHX MNOp MNPEACTaBiseT co0Oi BechbMa akTyalbHYyH 3aaady. CIOXKHOCTH WU
MHOI'OKOMIIOHEHTHOCTh  (DeHHITJIAaHUHTUIPOKCHIA3HOM ~ CHCTEMBI  ONpPENeNSIOT  Pa3JIMYHbIe
BapHaHTHI ee HapYIICHUIl U JanbHeilero naroreHe3a. B cBf3M ¢ 9TUM 10 HACTOSILEr0 BPEMEHH
LENbIl psJl BONPOCOB, KAacarolMXCs NPUUYMH KIMHUYecKOoH rereporeHHocT DKV u I'DA, He
pelIeHs! OKOHYaTenbHO. TOIbKO pa3IHIHbIe METOJOIOTUH UCCIIEIOBAHNS THIIep(eHnIaTaHIHEMHI
— OuoxuMHYecKkue, HeHpo(U3HOIOrHIeCKHe, MOJEKYIsIpHO-TeHeTH4eckne? - ¢ PasHbIX CTOPOH
OCBEIIAIOT HpOo0JeMy H, OYEBHIHO, TOJNBKO B KOMILIEKCE CIOCOOHBI [aTh IIOJIHYIO KapTHHY
3a00J1eBaHMs U IPUBECTH K HAHOOJIEe ONTUMAIBHEIM AJITOPUTMaM JHAarHOCTHKH U JICUCHHUSL.

Kpome HacnenctBeHHBIX (OpM runepeHITAIaHHHEMIH, CYIECTBYeT MHOXECTBO
COCTOSIHMI{, KOIJ]a CTOMKOE IOBBIIICHHE YPOBHS (PCHMIIATAHMHA BO3HHKACT IO INPHYUHAM
9K30T€HHOTO XapakTepa. DTH COCTOSHUS TpeOyIT BHUMATEIBHOTO M3Yy4YEHHs, TaK Kak Hapsay C
OCHOBHBIMH (DaKTOpaMH 3THOJIOTUH, CONYTCTBYIOIIAs CTOWKas THHeppeHUIaTaHMHEMUS TaKKe
BHOCHT CBOK0 OIIYTHMYIO JIENTy B TIaTOre€He3 TOro MM wnHOro 3aboneBaHus. Becbma
pacrpocTpaHEHHbIMH 3a00NeBaHMAMU JK30T€HHOTO XapakTepa, IPHU KOTOPBIX OOHApyKUBAeTCs
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CTOMKas BTOpHUYHAsA I‘I/IHep(I)eHI/IJ'IaHaHI/IHBMPUI, SABJIIIOTCST BUPYCHBIE U TOKCHUYECKUE TCIATUTHI,
LUpPpO3 MEYEHH, XPOHUYECKUH ankoroiau3m u ap. M3BecTHO, 4YTO B OCTpPOM CTaguM 3THUX
3a00JIeBaHNil BO3HUKAIOT CEPLE3HBIC INCUXUYECKUE U HEBPOJIOTMYCCKUE paCCTpOfICTBa, TAKHEC KakK
CyMepeyHbIe PAcCTPONCTBA CO3HAHUS, ACIUPHH, KaTaTOHUYECKHE CHMITOMBI, TaJUTIOLUHATOPHBIC
TIPOSABJICHUS, HapyuIeHus BEreTaTUBHOMU WHHEpBalUuH. BCHGZ[CTBI/IC TOTO, 49TOo
runepeHnIaNTaHMHEMUsI IPUBOAUT K TUCOaTaHCy HEHpPOMEIUaTOpOB, MCCIEN0BATh, KAaKOW BKIIAJA
OHa BHOCHUT B HATOI'€HE3 IICUXOHEBPOJIOIMYCCKUX paCCTpOﬁCTB KaX10ro Takoro 3a60J'ICBaHI/IH,
BEChbMaA aKTyaJIbHO, TaK KaK 3TO ITO3BOJIACT JIYYIIEC MOHATH NPUPOAY KIIMHHUYIECKHUX HpOHBHeHHfI u
IPOBOAUTE Goiee dpdeKTHBHOE JIeueHNe. B OTHOMEHNN BTOPHUYHBIX runepdeHmIaTaHiHeMHH 1
ponu  u30bITKa  (peHMJIAIAHMHA M €ro  TOKCHYECKMX  HPOJAYKTOB B IIaTOreHese
MICHXOHEBPOJIIOTHYECKUX PACCTPOMCTB MPH 3TUX 3a00JICBAHMAX CYIIECTBYIOT TOJIBKO CIMHUYHBIC
nyonukanuu. TeM He MeHee, BTOPUYHBIE THIep(EHUIANTAaHUHEMUH SBIISIOTCS PaCHPOCTPAaHECHHBIM
SIBJICHUEM [aTOJIOTMM MeTabosu3dMa M IPEICTaBIsAIOT cOO00H Cepbe3HYI MEIUKO-COLUAIBHYIO
npobisiemy.

B cBs3u ¢ JTHM, Ha3pena HEOOXOOUMOCTh OOBEAMHUTH PE3YIbTaThl MPOBEACHHBIX
PICCJIG[IOBB.HI/IIZ C NCJIbKO BBIABUTH Hanboiee XapaKTEpHbIE TMPUYUHHO-CICACTBECHHBIC CBI3U
BO3HHKHOBEHHSI TATOJIOTHYECKUX SIBJICHUIT IpH THep(eHnIaTaHMHEMHSX, BBIPAOOTaTh aIrOPHTMbL
KOMILIICKCHOT'O OGCJ'IC[IOBaHI/IH n BapHUaHTOB JICUCHUA npu Pas3sInIHBIX d)opMax
runepeHnIANaHHHEMHUH.
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B CMMU 06bsBasieTcs, 9TO TepONPOTEKTOPHBIC MENTHIBI («IENTHIBI XaBHHCOHA») SIKOOBI
CIOCOOHBI «B Pasbl CHU3UTH CMEPTHOCTH IOXKWIBIX JIFOACH». B HaydHOIl JHTeparype JOCTYIHBI
JMIb (QparMeHTapHbIe Pe3yNbTaThl KIMHUYECKOHW MPOBEPKM 3THX YTBEPXKACHHH Ha moasx. B
Ta0JIMIe NpeACTaBIeHbl JaHHBIE O IMPOBEPKE I'epONPOTEKTOPHON aKTHBHOCTH ONHTAaTaMHHA IO
naHHbIM padot [1-4]. dns TunamuHa M ero KOMOMHALMK ¢ DNUTAJaAMHHOM JIaHHBIE ele Ooee

cKyzHble [4].

Hcrounnx [1] [2,3,4]
Bo3pact naueHToB, rojst 60 — 69* 60 — 74* 75— 89*
JITUTENnBbHOCTh Tepanuu 3 roma 2 rona
JIMuTeNbHOCTh HAOIOCHUS 6 ner 8 et 12 et 6 et
JKUBBI 16 41 27 4
Konrpoius
ymepan | 24 7 21 18
JKHBBI 26 42 36 13
DnuTaraMuH
ymepan | 13 4 10 11
Bceero n 79 94 94 48
CrarucTuyeckas 3HaYMMOCTh P 0,024 0,52 0,029 0,016
BeiizoB dakTop BF10 4.4 4.2 3,0 7.8
MOIIHOCTD KpUTEpHUs 1-B) 0,67 0,14 0,35 0,71
Heobxoumerlii 06beM Beroopkr | N 208 1550 238 95
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npu 0=0,05 u (1 — $)=0,95

Pasnocts joiei PD 0,26 0,06 0,21 0,33
Yucio HOTeKAIIHX
BosaeiicTBuio, BepxHAA 95%-a | NNT 19 15 (Bpen) | 28 10

JIOBEPUTENIbHAS TPaHUIIA

*B cratee [4] ykasaHbl UHBIE BO3pacTHbIC Ipemenbl. JIas BeMUCIEHHS BepxHeH 95%-it
noBeputenbHod  rpamunbel  uit NNT  Hcronb3oBaH — MHTEPAKTHBHBIM  KaJbKYJSITOP:
https://www.graphpad.com/quickcalcs/NNT1.cfm

ABTOpBI 3THX pabOT IMPOUTHOPUPOBAIN MPOOIEMy MHOXKECTBEHHBIX CPaBHEHHMIT (TIPOBEPKH
MHOXECTBEHHBIX rumore3). C mompaBkoli Ha MHOXKECTBEHHOCTb CPAaBHEHHMIl, HalpuMep, IO
Boudepponu, Bce 3HaueHNsT P IOKHEI OBITH YMHOXKEHBI Ha 4 (YHCIO CPaBHEHHM), M TOTa Jaxe
HauMeHbIIee U3 omybikoBaHHEIX 3HadeHHil (P =0,016) mpeobpasyercs B Pagj = 0,064, xoTopoe
NIPEBBIILIACT JIAKEe CaMblii CHUCXOIMTENbHBIH YpoBeHb 3HauumoctH o = 0,05. D10 03Hauaer, 4To
BOIIPEKH MHEHHIO aBTOPOB, HM B OJHOM BapHaHTe HCIHBITAaHUH HaOJIOJaeMble pasyIMdyus He
SIBJISIFOTCSI CTATUCTUYECKU 3HAYMMBIMU ke Ha ypoBHe 0,05. K stomy cnenyer no6aBuTh, YTO B
HACTOSIIEe BpeMsl HACTOSTENILHO PEKOMEHIyeTCsl OpUEHTHUpOBaThesl Ha 3HaueHus P < 0,005 (a He
Ha 0,05) [5]. O0 3TOM e CBUIETENBCTBYIOT NMPEICTABICHHbIE 3HaueHus Oeit3oBa (akropa BFio,
KaK OTHOILICHHS alloCTepHOPHBIX maHcoB (0ddS) K alpHOPHBIM IIAHCaM B I0JIb3Y AJIbTEPHATHBHOM
TUIOTE3bl TPOTHB HyNeBoi rumore3bl. Ilockonbky 3HaueHusi BFi10 <10 mnpuHsATO CcuMTaTh
KIMHAYECKH MaJIOyOeAUTENHBIMU, TO H 10 3TOMY IIOKa3aTeNllo 00CyXJaeMble NaHHBIC HE NaloT
OCHOBaHHUII I HCTIONB30BaHU DNUTaIaMHHA IS IPOJICHHS JKU3HH Y YeI0BeKa.

KpoMe TOro, COBpPEeMEHHBIH CTaTHCTHYECKHI aHAIM3 HE JODKEH OrPaHHYMBAThHCS
BBIBOJIAMH, OCHOBAaHHBIMH HCKIIOUHTEIBHO Ha pe3yldbTaTax IIPOBEPKH 3HAYMMOCTH HYIIEBOH
THIIOTE3BI M 3HAUCHUSX P, KOTOpble HUUEro He TOBOPST HHU O BEPOSITHOCTH HYJIEBOH TUIIOTE3bl, HUA O
TaK Ha3bIBaeMOM «pazMepe dhdexTa». Heobxoaum aHanu3 MOIIHOCTH CTATUCTHYECKOTO KPUTEPHS.
CaMBIM CHHCXOIWTENBHBIM I MOLIHOCTH NMpPUHATO cuurtath 3Hauenue (1-B) = 0,80. Hu oxHa u3
IpPEJCTABICHHBIX B TaONUIlEe OLCHOK JOCTUTHYTOI MOIHOCTU HE HPEBBICHIA 3TOro 3HaueHHs. Ha
OCHOBE 3THX 3HA4YCHHH Jajnee CIEAyeT OLCHMBAaTh 00BEeMbI BBIOOPOK, N, HeoOXomUMBIC UL
JIOCTIDKEHHS! 3apaHee BbIOpaHHOW MomHOcTH (1-B) U 3apaHee BEIOPAHHOTO YPOBHSI 3HAYMMOCTH (L.
Pe3ynbraThl BeIYHCICHUH BepXHHX 95%-X nOBepuUTENbHBIX rpanul st N yka3aHbl B TabauLe it
(1-B) = 0,95 u a = 0,05. OueBnzHO, YTO OO6BEMBI BHIGOPOK B LUTHPYEMBIX pabOTax CIMIIKOM MAaJIbL.
st Gonee-MeHee yOEAUTENBHBIX PE3yJIbTATOB HEOOXOAUMBI OOBEMBI BHIOOPOK, B HECKOIBKO pa3

MPEBBILIAIOLINE UCITOJIb30BAHHBIC.
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KnuHugecku 10J1e3H0# u BaxkHOi Mepoii 3¢ dexra sBiasercss NNT (number needed to treat —
YUCIO MOUIeKAIUX Bo3aeiicTBuio). B Tabmume mnpencrtaBnena Bepxusas 95%-1 HoBepuTesnbHAs
rpannna st NNT. Hanpumep, NNT = 28 o3HagaeT, 9TO TOIBKO y OJHOTO U3 KaXKABIX 28 UeloBEK
OnuragaMHH BBI30OBET MPOUICHHE XH3HH II0 CPAaBHCHHMIO C KOHTpojieM. B ciywae 8-nmeTHero
HaOJIOJEHHs 338 MOXKIIBIMH JTIOABMH, IPUHAMABIINMU DIUTAIaMHH, Pa3jIfdie B UX CMEPTHOCTH
[0 CPaBHEHHUIO C KOHTpojieM cratucthyecku HesHauumo (P = 0,52). CoOTBETCTBEHHO, HYIKHSS
95%-s noBepurenbHas rpanuna st NNT npunuMaer abcypaHoe orpuaresbHoe 3HadeHre NNT =
-15. D10 03HaYaeT, YTO [0 CPABHEHHIO C KOHTPOJICM Y OHOTO U3 KaXIBIX 15 4emoBex DnuraaaMuH
HE TPOJUTHT JKU3Hb, HO TIOBBICHT CMEPTHOCTb.

Takum 00pa3oM, BONPEKU 3asBICHUSAM aBTOpPOB M pekiame B CMMU Her yOenuresbHbIX
9KCHEPHMCHTAJIBHBIX JJOKA3aTEIbCTB FEPONPOTEKTOPHOI aKTHBHOCTH NENTHI0B XaBUHCOHA.

ABrop Onaromaputr B.X. XaBuHcOHa 3a mr00€3HOE MPEAOCTABICHHUE KOMHUIl €ro

MaJIOZIOCTYIHbIX MTyOIHKALIUH.
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MupoBoe Hay4yHOE COOOMIECTBO B30YIOPKEHO MHOTOUYHCICHHBIMH —yOIMKALUSIMH,
HEOCIIOPHMO ~ CBHACTCIBCTBYIOIMMHM O  IUIOXOi  BOCIPOM3BOAMMOCTH  PE3YJbTAaTOB
OMOMEIMIIMHCKUX ~— UcciefnoBaHuid. Kpusuc  BOCIPOM3BOAMMOCTH  CTAHOBUTCS ~ CUCTEMHOMU
npobiiemMoii coBpeMeHHO# OnomennuuHbl. ORHON M3 OCHOBHBIX HPHYMH TOrO KPH3UCA SBISIETCS
[PUMCHCHHE HEaJICKBaTHBIX METO/IOB CTATUCTHYECKOTO aHAIM3a JaHHBIX. MOXKHO CKas3aTb, 4TO
COBpEMCHHAsI OKCIICpHMEHTalbHass OHOMEIUIMHA CTPafacT «CHHAPOMOM CTaTHCTHUYECKOH
CHHCXOZIUTENBHOCTH M J0BepunBocTH» [1]. B 4YacTHOCTH, CTAaHOBUTCS MOHSATHBIM, YTO HENB3s
OIpaHHYMBATBHCS COOOIICHHEM HCKIIOYHTENFHO TaK Ha3blBaeMBIX P-3HaueHmii. B wactHOCTH
HEZaBHO 72 BEAYIIMX MHPOBBIX CIICIHAINCTA IT0 CTATUCTHKE 0O0CHOBAIIM PEKOMEHAALIHIO 3a0bITh O
TPaJUIHOHHO HCIIOJb3yeMOM IIOPOTOBOM 3HAYeHWH Ul YpoBHA 3HaummoctH o= 0,05 u
OpPHEHTHPOBAThCS Ha 3HAa4YeHHE Ha mopsnok MmeHbmee: o= 0,005 [2]. Ha nammx rmasax B
COBPEMEHHOH OHOCTaTHCTHKE pa3padaThIBAETCsl MTOAXO0/, KOTOPBI MOXKHO Ha3BaTh «aPMOHU3ALUS
CTaTHCTHYECKUX JOKA3aTeNbCTB M MpeicKasaHuity [1]. B HeM MeTomsl TpaguUHOHHOM
(OpTOOKCAIBHON, YACTOTHHYECKON) CTATHCTUKH COYCTAIOTCS ¢ METOJAMH OCi30BCKOI CTATHCTKU.
B pesynbrate coBpeMeHHas OHMOCTATHUCTHKA CTaHOBHUTCS CIIOCOOHOH HE TOJBKO IIONydYaTh
CTaTHCTHYECKHE [0Ka3aTelbCTBA, HO M IPOTHO3UPOBATh (IPEACKA3bIBaTh, MOJEIHPOBATH)
BOCIIPOM3BOANMOCTD PE3yIbTATOB TOBTOPHBIX OYMXYIINX HCCIIEIOBAHMH.

Cy1ectByeT 60Jb1I0E KOTUIECTBO CBOOOAHO AOCTYMHBIX (OECMIaTHBIX, HEKOMMEPUYECKHX )
CTATUCTHYECKHX IIPOTrPaMM, KOTOPbIE HE XyXKe, a 10 HEKOTOPBIM (DYHKIIHOHATEHBIM BO3MOXHOCTSIM
3a4acTyl0 M JIydlle H3BECTHBIX KOMMEPYECKHX Mporpamm-MoHCTpoB, Tuma SAS, IBM SPSS,
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STATISTICA [3]. BoT maneko HemOIHBI epedeHb HanOoIee MOIe3HbIX U3 HUX, IIPUTOIHBIX IS
BU3yaIU3alMy (HArJSIHOTO TpahMuecKoro MpeacTaBIeHuUs) MCXOIHBIX JaHHBIX M PE3YJIbTaTOB MX
CTaTUCTUYECKOT0 aHajln3a, FrapMOHHU3UPOBAHHOTO CTaTUCTUYECKOI'0 aHAJIN3a 3KCIIEPUMEHTAJIBHBIX
JTAaHHBIX B OMOMEIMIIMHE, METUIIMHCKON U CyIeOHON T'eHETHKE, TeHETUKE MPEAPACIIOIOKEHHOCTEH,
HEMHBAa3UBHOU HpeHaTaIILHOf/'I JHUATrHOCTHKE U T.II..
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OCHOBHOH 3aJadeil TeHETHKH MOXKHO IPH3HAThH OINpEe/elIeHHe TeHOTHIA 10 (EHOTHIY U
¢eHotnna mo reHotumy. B o6omx cCiydasx pe3ynbTaThl M BBIBOIBI 3aBHCAT OT YETKOTO
pacro3HaBaHHs 00enx cocTaBisiromux. IIpo6iieMa geTkoro pacro3HaBaHHs ()EHOTHUIIOB BO3HUKAET
JaXe NpH W3YYCHHH MOHOTCHHOTO HACICHOBAHMS, NaKe I KIACCHYECKUX MEHCICBCKHX
IPH3HAKOB y TOpPOXa, O YeM MBI Hepeako 3abbiBaecM. MOXKHO, HalpuMep, BCIIOMHHTH YIJIOHA
(1860-1906), xoTOpbIii B BHIOOpPKAX W3 PHIHOYHBIX COPTOB TOpOXa KIACCH(HUIIUPOBAT KEITHIC,
3eJICHBIe ¥ MOPLIMHUCTBIC TOPOIIMH Ha 24 THIa, SBHO HE MOHSB BAKHOCTH BBIBEICHHS YHCTHIX
muaui [1]. B 1909 r. Jap6ummup (1879-1915) npencrasun Hanbonee oOMUpPHYIO (MacCUPOBaHHYIO)
HPOBEPKY MEH/EIEBCKHX 3aKOHOMEPHOCTEH Ha IpUMEpe OKPacKH CeMsIoNeH ropoxa, U OH Obll
€IMHCTBCHHBIM, KTO YECTHO MPEICTAaBHI IIOJCYETHl CeMSH (TOPOLIMH) HE TOJBKO C XOPOLIO
pasnuuuMbIMu pu3Hakamu — xentbie (109 060), 3enensie (36 186) u Heonpenenenusle (620) [2].

Jlpyroil KiaccuuecKHi NpHUMep — OKpacka HIepCTH (MacTb) y KPYIHOTO POraToro cKora
nopozsl LlopTropH: kpacHas, Genas 1 yanasi, KOTOpPbIE JOJIr0O Ka3alHCh HEMPEPbIBHBIM CIICKTPOM
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OKpPAacoB («I1epeKphIBAIOMUMHUCS (peHOTUIaMu» 1o TepMuHoioruu Cerodmia Paiita) u moposknamu
CIIOKHBIE MOJENM HACIeNOBAHHA (IOBYyX- M YETBIPEX-TOKyCHbIE) U IOIBITKH OHNPOBEPrHYTh
MEHJIETIEBCKHE 3aKOHOMepHOCTU. Jlumbs B 1947 r. crajno sCHO, YTO OCHOBHOM HPUYMHON BCEX
HEJOpa3yMEeHHH SBISICTCS BapbUPOBAaHHE OKPACKH TIETEPO3HIOT OT MOJNHOCTBIO KPAacHOH 10
MOJIHOCTBIO OJION M OTIMYUTH TaKue KpaiHHe BapHAaHTBl OT TOMO3HIOT yHAeTCs TOJIBKO, W3ydast
10JT MUKPOCKOIIOM pacIpe/ielieHne MUTMEHTHBIX 3epeH B 00pasiax mepctH (moapodHoctu cm. [3]).

JIp0o30(GHINCTHI 3HAIOT, YTO HECIICNUAINUCTY TPYIHO pa3IH4aTh HEKOTOPbIE IPH3HAKH, TAKUE
Kak, HaIpuMep, TOHKHE Pa3IH4usA B OTTCHKAX IIBeTa Iia3. JIaBHO M3BECTHO, YTO MPH3HAKH IIO-
Pa3HOMY IPOSIBIISIFOTCS B PA3JIMYHBIX YCIOBHSAX KaK BHEIIHEH CPeIbl — SIBICHUS IEHETPAHTHOCTH U
9KCIPECCUBHOCTH, TaK M Ha (J)OHE PA3NMMYHBIX TCHOTHUITMYECKHX OKPYXCHHIl — MEKICHHBIC H
MeXKaJlIeNbHbIE B3aUMOJICHCTBHS, T.€. SBJICHHs THIIA MEXaJUUIEIbHON KOMILIEMEHTAIHH, JIHCTa3a
u maedorponun. Hambomee clOXKHBIE CHUTyallUd BO3HHKAIOT IPH HM3YyYEHHH MOJHICHHO
HacJle[yeMbIX NPH3HAKOB, KOIJa KaXIblii I'eH NpPEeACTaBleH B MNOMYJAMA MHOXECTBOM aiienei
(renernyeckuit nonmumopdusm). Ilo ompeneneHuro Takue MPU3HAKUA SIBISIFOTCS MPEIMETOM
U3Yy4YEHUSI TCHETHKH KOJINUYECTBEHHBIX NPU3HAKOB /MM HOIMYISIMOHHOM FreHETUKH. 3/1eCh yMECTHO
BCIIOMHUTH Bo33peHHe A.M. OIOBHHKOBAa Ha CTapeHHE, KaK Ha «yHHBEPCATHYIO XPOHHYECKYIO
00JIe3Hb KOJIMYECTBEHHBIX NPU3HAKOB» [4]. B MeIMIMHCKONW TeHeTUKE TaKMMHU IPU3HAKaMU
SBJIIOTCS. TaK Ha3bIBaeMble MHOTO(AKTOpHEIE 0one3HH. B pycckoM S3bIKe OJHUM H3 OCHOBHBIX
CHHOHUMOB HHOCTPAHHOTO CJI0Ba «()aKTop» ABIAETCS CIOBO «IIPUYMHAY, U TaKHe 3a00JIeBaHuUsI 110~
PYCCKH CIIeZIoBalO0 OBl HA3bIBATh «MHOTONPHYMHHBEIMI». TOTrJja COBEPIICHHO OYEBHIHO, YTO
MPUYMHAMH TaKUX 3a00JICBaHUMH SBISIOTCS HE TOJIBKO (M HE CTOJIBKO) reHeTHYecKue (pakTopel, HO U
caMble Pa3sHOOOpasHblE M TPYIOHO KOHTPOJHpYeMble cpenoBble (akTopsl. Ceifuac CTaHOBHUTCS
HOHATHBIM, YTO MOAABISIOIIEe OONBIIMHCTBO IIOIMIE€HHO HACIEAYyeMBIX MHOTONPUIHHHBIX
3a00JIeBaHHH SIBIIOTCS OOJIE3HSMH ¢ OTPaHUYCHHON T'eHeTHIecKoil 00ycIoBIeHHOCTRI0. OTCcIona ¢
HEeU30eXKHOCTBIO crexyeT «[IpUHIUI HENpeomoIMMOH HEONPEIeNeHHOCTH» IPH IONBITKAX
OOHapyXeHWs ajUleleif, IpeApacloNaralolx K MHOrodakTopHeIM 3aboseBanmsiM. OH
MIPOSIBIISIETCS. XOTSI OBl B TOM, YTO TPYAHO OTIMYHMTH CYOBEKTOB C 0OJIE3HBIO («OOJBHBIXY») U 0e3
Gone3nu («3m0poBbIx»). CeromHs y CyObeKTa HET NaHHOH OOJe3HH, M €ro MOXKHO OTHECTH K
KOHTPOJIBHOII TpyIle, a 3aBTpa y HEro 3Ta OOJIC3Hb NPOSBHUTCS, W OH IEPEeXOAUT B TPYIITY
6obHBIX. PaBHBIM 00pa3oM HEKOPPEKTHO MpH MOMCKE TEHOTHUIIOB, MHPEAPACIOJaralolmx K
BBICIIMM CHOPTHBHBIM JOCTI)KCHUSIM, OTOMpaTh B KOHTPOJBHYIO TIPYIILy JIIOASH, BETYLIHUX
CUJIUUI 00pa3 KU3HU, WM NPH MOMBITKAX HAWTH T€HOTUINHYECKHE OCOOEHHOCTH Y OJIOKAJHUKOB

0TOMpAaTh B KOHTPOJIBHYIO TPYIINY JHOJCH, HE MPOXKUBABIIKX B JICHUHIpaje B TO/bI OJOKAIBI (CM.
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[4]). HeonpeneneHHOCTS B IPOSIBICHHU U ONpeAeNeHHH (CHOTHIIOB B KOHIIE KOHI[OB CKa3bIBaeTCs

Ha HaIe)KHOCTHU MOTy4aeMBbIX Pe3yIbTaTOB U X HHTEPIPETAIHH.
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OpHOM M3 BaKHBIX MPOOJIEM OHKOJIOTHH SIBJISETCS BBISBICHUE MEIMKO-IICHXOJIOTHYECKUX
aCIeKTOB OHKOJIOTHUECKOT'0 3a00JIeBaHMs M JICKALIMX B MX OCHOBE OCOOCHHOCTEH TIeHOTHIIA
00JILHOTO.

Hcronp30BaHWEe BBICOKOTEXHOJIOTHYHBIX METO/OB JHArHOCTHKH ITO3BOJISICT BBISBIIATH
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31I0Ka4eCTBCHHbIE HOBOOOPA30BaHMS HAa PAHHHX OJTallaXx HX pa3BUTUS, YTO CIIOCOOCTBYeT
YBEIMYCHHIO TPOJODKUTEIBHOCTH JKM3HH OHKOJIOTMYECKHX ManueHToB. OJHAKO HE HAXOIUTCS
OJTHO3HAYHBIX OOBSICHEHUH, IT0YeMy CKOPOCTh PAa3BUTHUs OHKOJIOTHYECKOTO IIpoIiecca y KaxJoro
OT/IETIFHO B3STOTO IMAIMECHTAa pa3Has, ¥ C YeM MMCHHO MOXET OBITh CBS3aH [JaHHBIA acrekT. B
Ka4ecTBe OIHOI N3 BO3MOXKHBIX IIPUYHH IIPEANOJIAraeTCsi HEOJHOKPATHO IoqMedaeMast mpodiema
TICHXOJIOTHYECKOW 00YCIIOBICHHOCTH HEOIAronpuaTHOTO TeYeHHsI OHKo3aboneBanus [1].

V3BecTHO, 4YTO aJanTalOHHBIE pecypchl y OONBHBIX, HMMEIOIIUX OHKOJOIHYECKOe
3a00/IeBaHNE M MEPCHECHIMX ONEPaTHBHOEC BMCLIATEIBCTBO, CHIDKCHBI [2], CiemoBaTeNbHO,
3aIycKaroTcs (DM3HOIOTHIECKUE MIPOLECCHI, TOJABISIONINE eCTECTBEHHBIC 3aIUTHBIE MEXaHU3MbI
opranusMa. OueBH[HA B3aMMOCBSA3b MEXKIY TSDKEIBIMH COMAaTHYCCKMMU 3a00JEBAaHUAMH H
NCHXWYECKUMH PACCTPOICTBAMM (B TOM 4YHCIE, HEBPOTHYECKHMH DPEAKLHMAMH, PEaKTHBHBIMU
ncuxo3aMu M T.1.) [3], KOTOpbIe YCYryONSsIOT TSXKECTh COCTOSIHUSI, CTENEHb Je3afanTaliu
60JIbHOTO M HETATUBHO CKA3BIBAIOTCS HA MPOOIDKUTEIBHOCTH U KAUECTBE JKU3HU.

W3ydenne  pasiaMuuil  KIMHHKO-TICHXOJOTMYECKHX  XApPAKTEPUCTHK  JIMYHOCTH U
0COOCHHOCTEH CHCTEMbl OTHOLIEHMH MAlMEHTOB C KpaeBbIMH (BBICOKMMH U HHU3KHMH)
[OKa3aTeIsIMU CKOPOCTH POCTa OIyXOJeH MpPEeCTaBISCT OCOOBIH WHTEpeC Ul ITOHUMAaHUS
KIIMHUYECKOTO «IIOBEIEHUS» 3JI0KAYECTBEHHBIX KJIETOK M IIOMCKA OTBETOB HA BOIIPOC: MOTYT JIH
ncuxudeckre (HakTophl M CBS3AaHHBIC C HUMH OCOOCHHOCTH IeHOTHIIa GOJIBHOTO BO3/ECHCTBOBATH
Ha MOBE/ICHUE (arpECCHBHOCTD) U CKOPOCTh PA3BUTHS PAKOBBIX KICTOK.

Kpome Toro, BecbMa 3HaUYMMO H3YYUTh B IAapaJUICIBHOM HCCIICOBAaHHH ITOIUMOP(HBIE
Y4aCTKH T€HOB MeTa0OoIM3Ma HeHpPOMEIUaTOPOB, KOTOPHIE PEryIHPYIOT MCHXO0IMOLHOHAIBHYIO
cepy uenmoBeka M BBUIBUTH KOPPEISIMUM MEKAY IICHXOJIOTHYSCKUMH XapaKTePHCTHKaMH,
nomuMopdu3MaMn  HEHPOTPAHCMHUTTEPHBIX T[E€HOB M COOTBETCTBHEM HX TIpylmaMm C
6IaroNpUATHEIM U HEOJIArONPHUATHEIM IIPOTHO30M HCX0/a 3a00JICBaHNS.

ITo pe3ynpTaTaM HaIIMX MCCIICIOBAHHUIN OBLITH CICNAHBI CIICIYIOIIHE BBIBOIbL:

1. BHe 3aBHCHMOCTH OT IPOTHO3a KIMHHYECKOIO TEUECHHs paKa IIOJDKEITYIOYHOH IKeJe3bl
(PIDK) oTHOmIGHHME MAUMEHTOB K CHUTyalud 3a0O0JCBaHUS  XapaKTEepU3YeTCs
npeobnaaHueM U30eralomero HoBeaCHHUsL.

2. B rpymnne manueHTOB ¢ HEONAronpHATHBIM IIPOTHO30M KIMHHYecCKoro TtedeHumst PIDK
peo0IaJatonM ABJISETCS PronaTHyecKuii KOMIIOHEHT OTHOIIEHUS K OOJIE3HHU.

3. YV rnanueHTOB ¢ HEONAronpHATHBIM IIPOTHO30M 4Yalle HaOIIOJaeTCsl OTCYTCTBHE
JKU3HEHHBIX 1L[€JICH MITH HETaTUBHOE OTHOLICHHE K BO3MOXKHOCTSIM HX Pealli3alliu.

Pe3ynbTaThl MOJEKYJISIPHO-TEHETHYECKUX HCCIECIOBAHUI TI'€HOB, ONPEENSIONIHNX
MeTabonu3M HEHPOMEIMaTOpPOB, CBHUICTEIbCTBYIOT O TOM, YTO Yy OONBHBIX C
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GJIarONpUSsITHBIM M HEOIArOIPUSITHBIM IIPOTHO30M HMEETCS PSJ| OTIMYHMIA B MOJTHUMOP(HBIX

001acTAX MCCIeOBaHHBIX I'eHOB. [lonoOHbIe pasznuums BbsiBieHbl npu ananusze VNTR-

nomamopdusmoB B reHax SLC6A4 u MAOA. HccnenoBanusi moauMOpQHBIX YYacTKOB B

redax DRD4, COMT uMEIOT TeHICHIHNIO K PA3IHIUsIM B HCCICAOBAHHBIX TPYIIIax, HO s

JIOCTIDKEHHS CTATHCTUYECKOI 3HAYNMOCTH TPEOYIOTCSI TOMOIHUTEIbHEIE UCCIIEJOBAHMSI.
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VHbUIupoBaHHBI BBHIKHIBII SBISETCS KpaiHe aKTyalbHOH IpoOIeMoll akymepcTBa U
THHEKOJIOTHH, TaK KaK IO JaHHBIM CHCTEMAaTHYECKOro aHamu3a BcemupHO#l opranusanuu
3[paBOOXPAaHEHHs] B CTPYKTYpe MATEPUHCKOIl CMEpPTHOCTH JaHHAs MAaTOJOTHS COCTaBisieT 7,9-
14,9% oT Bcell NeTaNbHOCTH, a yTpaTa W/HAM HapylOIeHHEe pPENpOAyKTHBHOW (GYHKIHU B
JaJbHeHIIeM IPHBOIAT K 0€3BO3BPATHBIM AeMorpadHaeckuM norepsM [1].

OnHol M3 NPHYMH HEBHIHANIMBAHHSA OEPEMEHHOCTH C BBICOKH PHUCKOM HH(HIUPOBAHHS
SIBJIICTCS. MCTMUKO-LIepBHKabHass HexocTaToynocts (MIIH), mpy 5TOM OCHOBHBIMH NpUYHHAMH
pazButust VILIH sBisAIOTCS aKTHBHBIN BOCHANUTENBHBIH npouece [2] u HeauddepeHmpoBaHHas
JIUCIIIA3Us COeIMHUTENbHON TKaHH [3].

Ilenp uccneqoBaHMSA: HM3YYUTh PACIpPOCTPAHEHHOCTh TEHETHYECKHX MONUMOP(H3MOB
aCCOLIMMPOBAHHBIX C PUCKOM C AucIUIa3ued coenunutensHoit Tkanu (JACT) y manueHToB ¢
MHOHIUPOBAHHBIM HO3IHUM BBIKHIBIIIEM.

Marepuansl M Metroabl: C ampens no maid 2017 ropa NpOCHEKTHBHO IPOBEIECHO
obcnenoBanue manueHTok (n=109) penpoaykTuBHOro Bo3pacra (cpexnuid Bospact 30,1+3,9 mer),
HOCTYNMBIINX Ha CTAl[MOHAPHOE JICYEHUE 10 MOBOJAY MO3JHEr0 MHOHIMPOBAHHOTO BBIKHMIBIIIA: B
cpoke recrauun 14-21 Hepens 6epemenHoctu. MccnenoBansl nonumopusmel yactu reao NOS3,
PAI-1, IL1b, TNFA, PPARG, PGC1A, MMP1.

PesyabraThl: ['eHernmueckue HOMMMOPGH3MBI y OEpeMEHHBIX C HHOUIMPOBAHHBIM
BBIKHJIBIIIEM UMeIH MecTo y 29 (26,6%) mauueHToK, Ipu 3ToM 3apeructpupoBansl y 12 (11,0%)
renermyeckue nomumopdusmMel MMP1, y 6 (5,5%) - NOS3, y 4 (3,7%) - IL1b, y 3 (2,8%) - TNFA,
y 3 (2,8%) - PPARG, y 3 (2,8%) - PAI-1, y 2 (1,8%) - PGCI1A. Ilpu npoBeneHUH KOPpEIALUI
MeXIy KIMHHYECKOH KapTHHOH M HaIWYHeM I'eHETHYECKHX IOIMMOP(U3MOB YCTAaHOBIICHO, YTO
HaJIHYHe TMOIUMOp(U3Ma TeHa MATPUKCHOM MeTauionporenHassl (koiumarenassi-1) MMP-1
(2G/2G) acconumpoBaHO ¢ UCTMHKO-I[EPBUKAIBGHOM HEIOCTATOYHOCTHIO. Hannuume reHeTHYecKuX
nomumopdusmoB IL1b, TNFA u NOS3 0b10 accOUMUpPOBAHO C Pa3BUTHEM BBIPAKEHHOTO
CHH/IpPOMa CHCTEMHOH BOCHAIHMTEIBbHOH peakuuu (4 CTENeHH) Y JKeHIMH ¢ WHQHUIMPOBAHHBIM
BBIKUJIBIIIEM, KOTOPOE CONPOBOXIANOCH BBIPAKCHHOW THIICPTEPMHUH Tela, JeHKonmTo3 (Oomee
15x10%1), TONOKMTENHHBIM TIPOKATBIATOHHHOBEIM TECTOM M TIOBBINIEHHEM OCTPO(}A30BBIX
MOKa3aTeNnei, 4To MOTPeOOBaO AaKTHBHOH XUPYPTUUECKOH TaKTHKM C HOCIERYIOIeH yTpaTol
PENpOAYKTHBHOM (YHKIMH y GEpEMEHHBIX JaHHOH TPYIIIIBL.

BeiBogbl: C HakomeHneM (yHIaMEHTANBHBIX 3HAHWI HAaYMHACT TPAaHC()OPMUPOBATHCS
OCO3HAHHE NPUYHH HEBBIHAIINBAHHS OEPEMEHHOCTH U TIPEKICBPEMEHHbBIX POIOB: Ha IIEPBOE MECTO
BBICTYIIaeT MHQEKIHOHHBIH (akTop Kak BeXyl(ud, OOpasylomuii B IIENH IaTOreHETHYECKHX
3BEHBEB NPUYMHHO-CIICACTBEHHbIC CBA3U WM NPUIAIOMINI MOJAIBHOCTh APYTUM (akropam [2, 3].
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OnHako TeHeTHYeCKU-IeTePMUHHPOBAHHAS pEaKknus Ha HH()EKIMOHHBIA areHT 3aBHCHT OT
noaumMopdHu3Ma TeHOB, OTBETCTBCHHBIX 3a BOCIHAICHHME, NPH 3TOM K HACTOSIIEMY BPEMEHH
ycraHOBiIeHO Oonee 40 reHOB, MOMMMOP(U3MEI KOTOPBIX ACCOLMHPOBAHBI C «HEHOPMAIBHOW»
peakiyell Ha OaKTepUalIbHYI0, TPHOKOBYIO M/WITM BUPYCHYIO MH(EKINH, B PE3YJIbTaTE Yero MOXET
NPOU30HMTH MpephIBaHHE OEPEeMEHHOCTH. OJKCIIpecc-OlpeNelieHHe MaHHBIX IOIHMMOP(GHU3MOB B
KIMHUYECKOIl TMPaKTHKE y GEpeMEHHBIX ¢ WH(HUIMPOBAHHBIM BBIKHMABILIEM MOXET KapJUHAIBHO
NOBJIMATh HA TAaKTHKy BEIEHHS JaHHBIX IIAlMEHTOB, YTO MOXET CHH3HUTh MATEPHHCKYIO
CMEPTHOCTb.
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Beenenne: Ilo maHHBIM HCCIEIOBaHHM IOCIHEAHHX JIET YCTAaHOBIEH BKJIAJ Ae(UINTA
BUTaMuHa D B maTtoreHe3 ayroMMMYHHBIX 3a00JIEBaHUi, B TOM yKcie paccesHHoro ckieposa (PC)
[1-5], 4to nemaer akTyalbHBIM M3ydeHHE ypOBHsI o0OecriedeHHOCTH BuTamMuHOM D y mammeHToB ¢
PC. llempio HACTOSIIEr0 HCCIEIOBAHUS SBHIOCH OLECHHTh 4YacTOTy HEAOCTAaTKa U AedHIHTa
ButamuHa D y nanmenTtos ¢ PC, npoxuBaromux B Cankt-IlerepOypre.

Marepuansl U Meroabl: OmpomeHsl 122 manueHTa ¢ yCTaHOBJIEHHBIM auarnosom PC
(mocroBepubIM 110 KputepusiMm McDonald 2010) o moBoxy Tepanuu npernaparamu ButamuHa D u
IpEIIeCTBYIONEH OIEeHKH yPOBHS OOECHe4eHHOCTH BHTaMHHOM D. YV 3TUX manueHToB H Yy
COITIOCTABMMOI1 110 IOJTy M BO3PAcTy KOHTPOJBHOI IpyIIIsl 310poBbIX xxuterneil Cankr-IlerepOypra
(n=322) npousBeneH aHamu3 ypoBHs 25-ruapokcuBuTammHa D (25(OH)D) B chiBopoTKe KpoBH
METO/IOM HMMYHOXEMIUTIOMHHHCIICHTHOTO aHan3a Ha aHanuzatope AbbottArchitect 8000 (CLLIA).
VYposens 25(OH)D  omeHMBancst  COTJIAaCHO — KPHTEpHUSIM — MeEXIyHapOZHOro  oOLiecTBa
sHJIOKpUHONOroB (2011) [6] u kiaMHMYecKUM pekoMmeHnauusMm Poccuiickod accoruanyuu
3H0KprHOJOroB [7]. CpaBHHUBaJach pPacCMpPOCTPAHEHHOCTh HEAOCTATOYHOCTH U Jedurmra
ButamuHa D y mammentoB ¢ PC u B koHTtpompHOW rpymme. CraticTrueckas o0paboTka

OCYIIECTBIISIIACK ¢ TIOMOIIIBI0 Tiporpammbl IBM SPSS Statistics v23.
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PesyabraThl: 13 122 onpomennsix 6ompHEIX PC Tonbko 38 (31%) korpa-nmunbo HazHauanach
Tepanus npemnaparamu ButamuHa D, mpuuém Beero y 2 (1,6 %) manueHToB ObLI IpeABapUTENHHO
nokazaH pedunut ButammHa D. 63% (24 u3 38) manmeHTOB IOCIENOBAIM PEKOMEHIALMSM U
nosxyyanu tepanuto. 13 122 obcnenoBanubix nanueHtoB ¢ PC nedgunut Butamuna D Obu BbISBIICH
y 27 genosex (81%), Henocratok y 5 genosek (15%). Oxunmaemo B rpymme manueHtos ¢ PC,
KOTOpBIE paHee TNOoJy4daldd Tepanuio MpenaparaMd BuUTamuHa D, ypoBeHb 00€CIIEUeHHOCTH
BUTaMHHOM D ObUI CTATHCTUYECKH 3HAYUMO BBIIIE, YEM Y INMAIMEHTOB, HUKOI'JIa HE MOJY4YaBIINX
npenapatel ButamuHa D (p < 0,001). V maumentoB ¢ PC nebunur Butamumua D Berpedancs
CTaTHCTHYECKH 3HAYMMO dallle, 4eM B KOHTPOJIbHOI rpyrme (p < 0,05).

BoiBoabl: OTcyTcTBHE YETKMX PEKOMEHIALMK SBJISETCS TJIABHOW NPUYMHOM, BCIEICTBHE
kotopoii marmentam ¢ PC B Cankrt-IlerepOypre peako Ha3HayaeTcsi Kak 0OCIEZOBaHUE IS
BbIsIBIEHHU aAebuumTta BuTampHa D, Tak u Tepamus mnpenapatamMud ButamuHa D. Hame
HCCIIeJOBaHKE TOKA3aJI0 BBICOKYIO PacHpOCTPAaHEHHOCTh HEJIOCTATOYHOCTH U JeUIUTa BUTAMHHA
D y nanuentoB ¢ PC 1 He00X0IUMOCTh X KOPPEKLUH B KOMILIEKCHOM TEPAITHK 3THX OOJIBHBIX.
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BBenenne: I'eHoMHast TaTONOTHS SBISIETCS OJHUM M3 HaHOOJIEe M3BECTHBIX MOJICKYIISIPHBIX
MEXaHHU3MOM ayTHCTHYECKUX paccTpoicTB. HecMOTpsi Ha TO, YTO Bapualyy T'€HOMa IpH ayTH3Me
HCCIIeNyIoTCS Ha NpoTshkeHnH mocnenuux 10-15 ser [1-4], cymiecTByeT ocrpas HEOOXOJHMOCTh
CHCTEMHO-OMOJIOTHYECKOTO aHalM3a Ul YCTAHOBJICHUS NPUYMHHO-CIICICTBEHHOM CBSI3U MEXIY
TEHETHYECKMMH H3MCHCHWSMH W HapyLIICHHWSMH IICHXUKM HpH TaHHOM 3aboieBanudu [1, 5]. B
HACTOSIIEeH paboTe OBUI OLEHEH MOTEHIMAI HHTEPIPETAlUOHHBIX U IINTOT€HOMHBIX TEXHOJIOTHI ¢
MIOMOIIIBIO aHAIM3a JAHHBIX KPYITHON KOTOPTHI JIETeH C ayTH3MOM U YMCTBEHHON OTCTaJIOCThIO.

Martepuan u MeToabl: LIHTepHpeTaroOHHbIE TEXHOJIOTHY, II03BOJISIONIHE CHCTEMHO-
Ouonornyeckuit  in  silico awamus [5] ObUIM  WCHONB30BAaHBI JUIS  OLEHKH IOCIEICTBHI

IMUTOT€HOMHBIX Bapnaum‘/'l (XpOMOCOMHI)Ie aHOMaJInu u Bapuanuu quciia KOTHH
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nocnenosarensHocTd JIHK i CNV) y 500 mereii ¢ ayTM3MOM M YMCTBEHHOH OTCTAJIOCTBIO,
HCCIIE/IOBAHHBIX C IIOMOIIBIO MOJIEKY/ISIPHOTO KapHOTUITHPOBaHUs (pa3pelieHue >1TbiC. ITH).

Pesyabtarer: Y 127 nnnuBunyymoB (25,4%) Obuti OOHApy»KEHBI TEHOMHBIC IepecTpOiiku
(CNV) u XpoMOCOMHBIC aHOMAIHWH, KOTOPBIC, COIJIACHO pE3yIbTATAM  HCIIOJIb30BAHMUS
MHTEPIPETalMOHHON TEXHOJOTHH, ACCOLMUPOBAaHBI ¢ HapymeHueM ¢(yHkuunonuposanus I[HC.
TloMuMO 3TOrO, HCIOJIB30BAaHHE CHCTEMHO-OMONIOrMYECKOr0 aHai3a TCHOMHBIX BapHALWi B
OCTaJIBHBIX CIy4asxX IIOKas3al, 4To y He MeHee 4eM 66% pereil (N=330) BO3MOXHO ONIpPENEIIUTH
MPOLIECCHI-KAHANIATHI, CBSI3AHHBIC C HAPYLICHHSIMH NCHXHKH. Takum o0pasoM, sdhexTuBHOCTH
NPHMEHEHNsS WHTEPIPETAlHOHHBIX TEXHOJOTUH BMECT€ C IIUTOTCHOMHBIMH yBEIIMYHBACT
3¢ hekTHBHOCTD TOCTEAHUX (AaKTHUECKH B 4 pa3a MO CPAaBHEHHIO C OOLICTIPUHATHIMU 3HAYCHUSIMHI
MOJIEKYJISIPHO-IIUTOT€HETHYECKON MarHocTuk [6]. B OTAENbHBIX cilydasX IOATBEpKICHUE
BOBJICUCHHSI IIPOLECCOB-KAHIMAATOB IO3BOJIMIO TPEMUIOKHUTH  YCIEIIHOE TEeParneBTHYECKOE
BMEIIATENLCTBO [7].

3akiouenue: IlomydeHHbIC [aHHBIE AEMOHCTPHPYIOT, YTO HHTEPNPETAl[HOHHBIC U
LIUTOTCHOMHBIC TEXHOJIOTMH JIOJDKHBI HMCIIONB30BAThCSl BMECTE JUIS 3HAYUTEIBHOTO YBEITHYCHHS
9 (EKTHBHOCTH  MOJEKYISIPHOW [JHATHOCTHKM C IIOCIHCAYIOLIeH pa3pabOTKOH  TaKTHKH
TEPaNeBTHYECKUX BMEIIATEIBCTB IIPH TeHETHYECKH O0YCIIOBICHHBIX HAPYIICHUSX TICUXHKH.

Pabora noxnepsxana rpantamu Poccuiickoro Hayunoro ®onna (npoektsr 14-35-00060 u 14-

15-00411) u POOU (mpoektsr 16-54-76016 DPA_a u 17-04-01366A).
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BBenenne: lccienoBaHus IeHOMa KIETOK TOJIOBHOTO MO3ra YelIOBEKa MOCIEAHHX JIET
CBUJICTENBCTBYIOT O TOM, YTO MPHOOPETCHHBIC ICHETHYECKUE M3MCHEHMS B BHJC T'CHOMHBIX U
XPOMOCOMHBIX ~ MYTAIlMii/HECTAOMIIBHOCTH ~ MOTYT OBITH  HPHYMHOM  MEKHHIUBHIYaIbHOM
(yHKIIMOHANBHOI BapraOenbHOCTH LeHTpanbHOi HepBHOU cuctembl (LIHC) kak B HOpMme, Tak u
npu naronoruu. Panee Hamm Obula chOpMyIHpOBaHa THUIIOTE3a O BO3MOXKHOM BOBICUCHHH
COMAaTHYECKOr0 MO3aMIM3Ma M TI'€HOMHOH HECTAOWIBHOCTH B MATOTCHE3 psfa MCHXUYECKHUX
Oonesnel, Bkimoyas 6one3ns Anbureiimepa (BA), mmsodpennto n ayrusm [1, 2]. Tem He MeHee,
MacliTad M poJib CIOHTAHHBIX TCHOMHBIX BapualMii B HEPBHBIX KIETKaX B HOPME U IpH
NCHXMUYECKONW IaTOJOTMH MO HACTOAIIEr0 BPEMEHH OCTAIOTCS HEBBIICHEHHBIMH.  Llenbro
HACTOSIIIETO HCCIICJOBAHUS SBHIIOCH M3YYCHHE COMATHYECKOH BapHaOEIbHOCTH TeHOMa KIETOK
TOJIOBHOTO MO3ra npH BA, musodpennu u ayrusme.

Marepuan u Meroabl: C IOMOLIBIO MOJEKYISIPHO-LIUTOICHETHYECKHX TEXHOJIOTUH Ha
ocxoBe FISH u MCB, noapo6Ho onucanHsIX patee [3-5], 6bu1n ucciemoBanst 16, 12 u 7 o6pasios
TOJIOBHOTO MO3ra MHIMBHIYYMOB C IH30(bpeHneil, ayTu3MoM, u BA, cOOTBETCTBEHHO, a Takke 35
00pas1ioB KOHTPOJIBHON rpymibl. MccneaoBaHus MpOBOIHINCH TAKXKE C IIOMOLIBIO MOJICKYIISIPHOTO
kaprotunupoBanus MmeronoM SNP/array (paspemierne He meree | ThIC. TH).

PesyabTaTnl:  [IpoBeeHHBIE — MOJEKYNSAPHO-HEHPOIMTOTEHETUYECKUE  HCCIICAOBAHMS
MOKa3aly, YTO B KIETKaX TOJOBHOTO MO3ra IpH MH30(QpeHHH HaOMIOmaeTcs COMATHYECKHil
MO3aullM3M B BUAE MO3au4yHOW aHeymouaunu xpomocoMm 1, X u Y, npu BA — comaruueckuit
MO3aHIM3M U TeHOMHas! HeCTAOWILHOCTD B BHJIE CTPYKTYPHBIX M YHCIEHHBIX aHOMAIUI XpOMOCOM
21 u X, a npu ayTu3Me — COMAaTHYECKUH MO3aWLM3M U T€HOMHas HEeCcTaOMIbHOCTh B BHUJIE
CTPYKTYPHBIX M YHCIEHHBIX aHOMalHii xpomocoM 15 u X. MornekynsipHoe KapHOTHIIHPOBAHHE
OTYaCTH IIOATBEPAMIO IOIy4CHHbIC [aHHBIE, @ TAKKE MPOAECMOHCTPHPOBAIO HAIHYNC
XPOMOTpHUIICHCA B 00pa3liax FOJIOBHOI'O MO3Ta IIpH ayTH3Me.

BeiBoabI: [loydeHHbIC JaHHBIC TIOATBEPKAAIOT PAHEE BBIABHHYTYIO THIIOTE3Y OTHOCUTEIBHO
POJIM TEHOMHOI HecTaOWIIBHOCTH, BEIIBIsIeMOi B kieTkax 1{HC, B matorenese 6one3neit mosra [5-
7]. IlpuMedarenbHO, 4YTO HECTAOMIBHOCTH/MO3AWIM3M IIPH KaXKOM M3 HCCIICJOBAHHBIX
3a0oeBaHui HOCUT XpoMocoMmoctenuduuecknii xapakrep. Takum 00pa3oM, cepusi MPOBEICHHBIX
HCCIICNOBAHUN YKa3bIBaeT Ha HOBBHIM TCHETHYECKHH MEXaHU3M HapylleHHs (yHKIHOHHPOBAHUS
IIHC npu ncuxu4ecKux paccTporcTBax.

PaGota nomnepsxana rpantamu Poccuiickoro Hayanoro ®onna (nmpoektst 14-35-00060 u 14-
15-00411) u POOU (mpoektsr 16-54-76016 DPA_a u 17-04-01366A)
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BBenenne: buoncust wMemanomsl xopuommen (MX) kak B BHIE TOHKOUTOJBHOM
acrpanuonnoil Ouomncun (TUAB), Tak ¥ B BHAE XUPYPrUYCCKOTO YAAICHHUS OIyXOIH, —
WHBA3WBHAs MAaHMIYJSILHS, OTHOIICHHE K KOTOPOH HEOZHO3HAYHO B CBS3M C HapyLICHHEM
IIEJIOCTHOCTH OIYXOJIM, BO3MOXHO, IPOBOIMPYIOIIETO €€ POCT M O0OCEMEHEHHE OKpPYKaroIIHuX
TKaHed kieTkamMu MX, a Takke C HEKOTOPBIMH JaHHBIMH O 3KCTpalOynbOapHOM pOCTE OIyXOJH
Hocie IpoBeeHHs IPOLeAyphl. B To ke BpeMs, B mocienHee necsatuierne ouorncus MX akTuBHO
BHEJPSIETCS 3aMaJHbIMH KOJJIETaMH B O(TaJbMOOHKOJIOTHYECKYIO MpakTHKy. Llemblo Hamrei
paboTHI cTa)l aHAINM3 0E30NacHOCTH M BO3MOXKHOCTEH Omorcun MX ¢ IPOrHOCTHYECKOH IENBIO
(«IIPOrHOCTHYECKON) OUOTICHU) Ha OCHOBE IIEPBOTO OTEYECTBEHHOT'O OIBITA.
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Marepuansl 1 MeToabI: [IpoBesenst 82 6uoncun MX y 82 manueHToB B Bo3pacte oT 14 1o
84 ner (cpennuii Bo3pact 50,9 ner). Ha mepBom atame paboTsl 6e30macHOCTh (PUCK 0OCEMEHEHHSI
OMOICHITHOTO KaHala KJIETKaMH OMyXosu) H 3(¢eKTHBHOCTh (00beM KJICTOYHOTO MaTepHhaa)
TUAB MX Obuti HcClieOBaHbI TIPH €€ MPOBEACHUM Ha SHYKJIEHMPOBAHHBIX rnazax (N=22). YV 60
MAIHEHTOB BBIIOJIHEH aHAIN3 OIYXOJM IIPH HPOBEIEHHH OPraHOCOXPAHSIOIIETO JICUCHHS: HPH
OpaxuTepanuy METOJOM MOJIy4YeHus omyxoneBoil Tkanu Obuta TUAB (n = 45) u supopesekuun
omyxomu (N=15). TUAB ocymmecTBIsUM TpaHCBUTPEAILHO TOHKOCTEHHBIMU HITIaMH pasmepoM 25G
(n=27) u 27G (n=13) yepe3 crieMUATBHBIN MTOPT-IPOBOIHUK U TPAHCCKIEPATHHO C UCIIOIB30BAHHEM
ura 30G (n=5). Ilocie npoBEACHHS IUTOIOTHYECKOTO UCCIEAOBAHNSA ¥ 35 MaleHTOB BBIMOIHSIINA
aHaM3 KOMWIHOCTH 3 Xpomocombl MeromoM FISH. ¥V 38 maumeHTOB maHenb HCCIELyeMBIX
MOJIEKY/SIDHBIX MapKepoB BKJIIOYala MyTaluH B «ropsuux Ttoukax» reHoB GNAQ, GNALL,
EIF1AX, SF3B1 u TERT B JJHK. Kpome Toro, merogom FISH ompenmensimi xommdecTBo Kommii
resoB PPARG u MYC, a Taxke HIMMYHOLIUTOXHMMHYECKU HCCICAOBAIN YPOBEHb IKCIIPECCHU Oeka
BAP1.

PesyiabTaThl W 06CYy:KIeHHe: [HCTOIOTHYECKOE HCCICAOBAHUE OHONCHIHHBIX KaHAJIOB
CKJIEPHI HH B O/THOM CJIy4ae HE BBISBIJIO OIYXOJEBBIX KJICTOK B MX IIPOCBETAaX MPH HCIIOIB30BAHUN
MOPT-TIIPOBOAHUKOB. Marepuan, IOJYYeHHBIH Hpu  OHMONCHM, YCHELIHO COXPaHSUIM B
crennanu3upoBaHHoM koHcepBaHTe «llurollporext» (OOO «EBporen Jlad», Mocksa). Bo Bcex
cnyyasix TUADB npu pa3nuuHOM ypoBHE KJIETOYHOCTH TpenapaToB OMONCHIHOrO MaTepuaia OblIo
JIOCTaTOYHO IS TIPOBEACHUS IIUTOJNIOTHYECKOTO HCCIEAOBAHUS. 73 MaIlMeHTaM ObLIO IPOBEAEHO
KaK IIMTOJIOTHYECKOe, TaK U MOJEKYIsIpHO-TeHeTHdeckoe ucciegoBanue. Y 22 (63%) manueHToB
BBISIBJICHA TOTEpst 0JHO# Koruu 3 xpomocomsl (0T 3% 10 90%). Tpucomus BeisiBiieHa Y 6 (17%)
genoBek. Y 7 (20%) manuentos kiaetkr MX nMenu HopManbHEIH Ha0Op XpoMocoM. MyTanus reHa
GNAQ BoisiBiieHa y 19 (50%) denoBek (B TOM 4YHCIE «3K30THYSCKHE» MYTalMHd — y 2 YeNOBEK),
GNA1l -y 12 (32%), EIF1AX — y 5 (13%) namuentoB, SF3B1 — B 8 (21%) ciyuas. Hu B ogHOoM
cirydae He MMena Mecto Mmytauust reda TERT. V 2 genosek (5%) BoisBiena nenenus PPARG 'y 6
(16%)manuentos ammmudukanus MY C. OrcyrcrBue sxcnpeccuu 6enxa BAP1 6su10 06HapykeHO
y 5 (13,2%) nmanuentoB. TakuM obpa3oM, mokazaHa mpuropHocts matepuana THAB ms ITIP-
aHAIN3a U I HIMMYHOLIMTOXHMHYECKOro uccienoBanus. OcnoxHenue npu nposenenun TUAB
(KpOBOM3JIMSHUE B MOJIOCTh CTEKJIOBUIHOIO TEJA) UMEJIO MECTO JIMIbL y oJHOro nauuenta (1%),
9TO IOTPeOOBaO MPOBENCHHS BUTPIKTOMIHK. B cpokn HabmroneHus ot 3 no 19 Mecsnes ciydaes
aKcTpabynbbapHoro pocra MX mo GHONCHITHOMY KaHaIly He ObLIO.

3akiIi0oueHHe:  IpEUIOKSHHAss  TexHojorus Owomcun MX  mpun  mpoBeneHUH
OpraHOCOXPAHSIONICTO  JICYCHHS  MO3BOJACT  INOJNYYHTh  JOCTATOYHBIH  MaTepuan  Juis
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LUTOJOTMYECKOT0 M Pa3BEPHYTOr0  MOJEKYJISPHO-TEHETMYECKOIO  aHalIuM3a OMYyXOIH ¢
MIPOTHOCTHYECKOH 11ei1bt0. [loka3aHa 0e30MmacHOCTb €€ BBINOJHEHHUS M0 HPEJUIOKEHHON TeXHUKE
0e3 cryuaeB MMILTAaHTAllMH OIYXOJICBEIX KIIETOK B OMOIICHITHOM KaHaje M CepPbe3HbIX OCIOKHCHHH.
ITpoBeneHne «IIPOTHOCTHIECKOH OHOICHI SBISIETCS MEPCIEKTUBHBIM HAIPABICHUEM B U3YUCHUH

MX.

HccaenoBanue npoguisi SKCHPeccHH T'eHOB Y NAIIHEHTOB ¢ MeIyJ1I100,1acTOMOIH
meToaoM NanoString
Hcoro JTAY, Jpyii A.EM? ITanywa JAL, benoeyposa M.B3, 3atiuuxos A.H.*, Macuan
A.A1, Hosuuxosa I'A.t
1OI'BY HanmoHabHbIH MEIHIMHCKHII HCCIEI0BATEIbCKUI LIEHTP JIeTCKOI reMaToI0THH,
OHKOJIOTMH U MMMYHOJIOTHU uMenu Imutpus PoraueBa, MockBa
I'AV3 CO UHCTHTYT METUIMHCKUX KIETOYHBIX TeXHONOTHi1, ExaTepunbypr
3CI16 TBY3 Topoxckas kiuaKMyeckas Gombruma N3 1, Cankr-Tlerep6ypr
‘TBY3 O6nacTHas meTckas KIMHHYecKas Gonpauna Nel, Exatepun6ypr
“117198 Mocksa, yn. Camopsl Mamena, 1.1, +7 (495) 287-65-70, 106. 5408,
liudmila.yasko@fccho-moscow.ru

Kniouesvie crosa: medynnobracmoma, npoghuns sxcnpeccuu 2eH08, MONEKYIAPHbIE NOO2PYNNbl

Examination of gene expression profile in patients with medulloblastoma based on
NanoString technology
Yasko L.Y", Druy A.2, Papusha L., Belogurova M.3, Zaychikov A.4, Maschan A%,
Novichkova G.!
!Dmitry Rogachev National Research Center of Pediatric Hematology, Oncology and
Immunology, Moscow, Russia
%Research Institute of Medical Cell Technologies, Yekaterinburg, Russia
3City Clinical Hospital #31, St. Petersburg, Russia
“Regional Children's Hospital #1, Yekaterinburg, Russia

Key words: medulloblastoma, gene expression profiling, molecular subgroups

BBenenne: lccnenoBanue mNpoduiisi 3KCIPECCHH TEHOB SBISIETCS OJHHUM H3 OCHOBHBIX
METOJIOB, MO3BOJIIONIMX  KiaccuuuupoBaTb  meay/uiobmacromy  (MB), HaunboJee
pactpoCTPaHEHHYIO 3JI0KAYECTBEHHYIO OIyXOJIb IICHTPaJbHOW HEPBHOW CUCTEMbI y NeTeid, Ha 4
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Monekymsipro—Tenerndeckux rpynnsl: WNT, SHH, rpynmna 3, rpynma 4, KoTopble JpaMaTHYeCKH
pa3IMyaroTCs MO MPOrHo3y 3adoneBaHus [1]. AHaIM3 HKCIPECCUH T'€HOB C MOMOLIBIO TEXHOJIOTUU
NanoString npuMeHuM s HccienoBaHus (parmeHtupoBannod PHK, Bwienennoit u3
(UKCHPOBAHHOU TKAHH, U OTIMYACTCS HAaIEKHOCTBIO, BBICOKOH CKOPOCTBIO MOTYy4YCHHS U aHAIU3a
nmaHHEIX [2]. Ilenmpro Hactosmieil paGoOTHI SIBUJIOCH HCCIEIOBAHHE HPOQUIS IKCHPECCHH T€HOB,
HAIpPaBIEHHOE HA BBIABICHHE MOJEKYISIPHO-TEHETHIECKUX MOATPYII MEIyII00nacTOMBl C
UCIOJIB30BaHHEM TeXHosoruu NanoString, B pOCCHHCKOH KOrOpTe IalueHTOB.

Marepuansl u meroabl: Ompexmenenue rpynn MbB mpoBommmocs meromom NanoString,
COIVIaCHO CTaHAAPTHOM MeToIuKe. MaTepHanoM HCCIEIOBAaHMS SBWJIACH TKaHb OIYXOJIH,
¢ukcupoBaHHas B (GopmanuHe u 3anuTas B napaduuoBbiii 610k. PHK B kommuectBe 300 Hr,
HCIIOJIB30BANAch I aHAIN3a SKcIpeccuy reHoB. Mccienosanne Brirodano rudpuausanuio PHK n
30HIOB B TEYeHHWE 16 4YacoB, aBTOMATH3UPOBAHHYIO OUHCTKY HPOAYKTOB TMOPUAM3ALHU U
MOJrOTOBKY KapTpupka (MMMoOuiam3anuioo komiuiekcoB PHK-30HIBI) M ckaHMpOBaHHE Ha
(yopecuentHoM ananuzatope nCounter (NanoString, CILIA).

Onpenenenue noarpynn Mb peTpocneKTUBHO NPOBEJEHO Y 65 manueHToB B Bo3pacrte ot 1,5
Mmec 10 16 ner. Iuarnos Owun Bepuduuuposan B [IAO ®BI'Y HMUIL] um. [mutpus Porayesa B
nepron ¢ 2013 o 2016 r. [lauueHTs! MoJTy4anu Tepanuio Mo pasinyHbIM Bepcusm nporokona HIT.
Menuana HaOmonenust cocraBuna 30 wmecsimeB. C nenbio BepuUKALUHM JHATHOCTUYECKHX
BO3MOXKHOCTeH Meroma NanoString Obuta chopMHpoBaHa TeCTOBas KOropra, cocrosmias u3 7
narueToB (WNT — 1, SHH — 4, moarpynna 3 — 2 manmeHTa), y KOTOPBIX IIPHHAUISKHOCTH K
MOJIEKYISIPHO-TeHETHYECKHI MOATPYNIe MeAylao0iacToMsl ObUla OmpefeneHa Ha OCHOBAHHU
uccienoBanust npopuias meruaupoBanus JIHK, wanuumu myranuu B 3k30He 3 reHa CTNNBIL,
COYETaHUs IECMOIUIACTHYECKOTO THCTOIOTHYECKOTO CTPOCHHS OIyXOIH C DAHHHM BO3PacTOM
HaIyeHTa.

PesyabTarel: Pacnpenenenue o6pasnoB Mb Ha MonekynspHO-TEHETHYECKHE ITOATPYIIIEL B
TECTOBOM  KOTOpTe  IOJHOCTBIO  COOTBETCTBOBAIO  pe3yJbTaTaM  IPOBEJCHHOW  paHee
K1accu(UKayy, 9T0 HOATBEPAUIIO JUaTHOCTHIECKHE BOZMOXKHOCTH MeToaa NanoString.

B BanmmmanmoHHOH KOropre BBISABICHO CIEAyIOlee pacrpeneincHue manueHtoB: WNT — 8,
SHH — 15, rpymma 3 — 16 u rpynma 4 — 26 OONbHBIX. BBIABIEHBI 3HAaYMMbIE pa3iIHYUs B
nokaszateinsix OeccoObiTuiiHONW BbDKHBaeMoctH (p=0,011) B 3aBHCHMOCTH OT MOJEKYJISIPHO-
reHeTndeckux noxarpynn omyxomun: WNT - 0,83+0,15; SHH - 0,46 +0,16; rpynmna 3 - 0,40+0,13;
rpynmna 4 - 0,8+0,10.

BroiBogbl: B HacrosmieM HCCIIENOBaHWM IHArHOCTUYECKHE BO3MOXKHOCTH TEXHOJIOTHH
NanoString 1 k1accuUKaLUK MAlMEHTOB C MEAYIUI00IAaCTOMON Ha MOJICKYIISIPHO-TEHETHUECKUE
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TIOATPYIIIBI ObLTH TIOATBEPIKACHBL. Meron TIPOAEMOHCTPUPOBAII HAACKHOEC U KIMHHUYECKU
3HAYUMOC PAa3ACIICHUE IMALUCHTOB U MOXET OBITh HCIOJIB30BaH B pyTHHHOﬁ JIMarHOCTUYECKOM

TMIPAKTHUKE y MAlUCHTOB C TUAarHO30M Mel[yHJ'I06HaCTOMa.

Cnucok JMreparyphbl
1. Northcott P.A., Korshunov A., Witt H. et al. Medulloblastoma comprises four distinct
molecular variants. J Clin Oncol 2011, 29:1408-1414.
2. Northcott, P.A., Shih D.J., Remke M.et al. Rapid, reliable, and reproducible molecular sub-
grouping of clinical medulloblastoma samples. Acta Neuropathol 2012,123:615-626.
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KIMHUYECKHE CJIYYAHU

Constitutional and somatic rearrangement of chromosome 21 in acute lymphoblastic
leukaemia: call for patients
Claire Schwab and Christine Harrison

Leukaemia Research Cytogenetics Group, Newcastle University

Acute lymphoblastic leukaemia (ALL) is the most common childhood cancer.
Approximately 2% of patients show intrachromosomal amplification of chromosome 21, iIAMP21.
IAMP21 is defined as a primary cytogenetic abnormality with a complex structure of one copy of
chromosome 21 comprising multiple regions of gain, amplification, inversion and deletion, which
was highly variable between patients. These aberrations were identified from cytogenetics,
fluorescence in situ hybridisation (FISH) and genomic analysis. iIAMP21 patients have a poor
prognosis when treated with standard therapy, although dramatically improved outcomes have been
achieved by intensification of treatment [1].

In 530 cases collected internationally by the Ponte di Legno International Childhood ALL
Group, there were several patients with constitutional abnormalities involving chromosome 21,
including 5 patients with Robertsonian translocation between chromosomes 15 and 21,
rob(15;21)(g10;910) [2]. Robertsonian translocations are found in about 1 in 1,000 newborns but
rob(15;21)c accounts for only 0.5-1% of these. To confirm these incidences, we interrogated
cytogenetics databases. Only 3 patients among 93,000 referrals for haematological malignancies to
the Munich Leukaemia Laboratory and West Midlands Regional Genetics Laboratory carried
rob(15;21)c. Similarly, only 16 cases were found among approximately 300,000 referrals to UK
regional cytogenetics laboratories for investigation of infertility or previous Down syndrome birth.
From these data, we estimate the risk of iIAMP21 ALL in carriers of rob(15;21)c to be increased
approximately 2,700—fold over the general population. This association is remarkably specific. All
patients in this study with rob(15;21)c had iIAMP21 ALL, implying that they are not predisposed to
other forms of ALL, nor other cancers, as far as we can ascertain. Furthermore, the only
Robertsonian translocation associated with iIAMP21 ALL was rob(15;21)c.

We also identified 4 patients with a constitutional ring chromosome 21, r(21)c, who also
developed iIAMP21 ALL. Ring chromosomes occur in approximately 1 in 25,000 known
conceptions, with a subset involving chromosome 21. The incidence of r(21)c is therefore very

similar to that of rob(15;21)c, implying that these patients are also predisposed to iAMP21 ALL.
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We have recently published a study in Nature in which we used genomic, cytogenetic and
transcriptional analysis to reconstruct the evolution of iIAMP21 ALL [3]. In rob(15;21)c cases,
amplification of chromosome 21 is initiated by chromothripsis — a mutational process in which a
one-off catastrophic event shatters one or a few chromosomal regions leading to large numbers of
localized genomic rearrangements. The chromothripsis involves both sister chromatids of the
Robertsonian chromosome, a novel mechanism for cancer predisposition. In sporadic iAMP21,
breakage-fusion-bridge cycles are typically the initiating event, often followed by chromothripsis.
In both sporadic and rob(15;21)c-associated iAMP21, the final stages frequently involve
duplications of the entire abnormal chromosome. The end-product is a derivative of chromosome 21
or the rob(15;21)c chromosome with gene dosage optimized for leukaemic potential, showing
constrained copy-number levels over multiple linked genes.

We are continuing to investigate the striking association between these rare constitutional
chromosome abnormalities and iIAMP21 ALL. We would like to establish the true incidence of
ALL in these patients and further investigate the mechanisms that predispose to iIAMP21 formation.
We are very keen to hear from any clinicians or genetic counsellors who may know of individuals
or families carrying either a rob(15;21)c or a r(21)c who may or may not have developed leukaemia
or other cancers.

If you have any data that you would like add to our study please send us an email at either

claire.schwab@ncl.ac.uk or christine.harrison@ncl.ac.uk
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3aepiKKa peyeBoro pasBUTHs KaKk OCHOBHOI MPU3HAK CHHApPOMa aynukauum 7q11.23
Jleoawesa T.A.”’, Baouna FO.0.?
'TBOY BIIO C3TMY um. .. Me4ynukoBa,
2CII6 I'KY3 Inarnoctuueckuii neHTp (Menuko-renernueckuii), Cankr-IlerepOypr
Ten.: +7 (812) 294 70 02; e-mail: ledashcheva@mail.ru, j.badina@yandex.ru
Kniouegvie crosa: Cunopom oynauxayuu 7q11.23, 3adepoicka peuu, aymuynsiii xapakmep

noseoenus, MOJIEKYNIAPHO-ceHemuiecKue UCCLe008AHUS, KIUHUYECKUE OAHHbLE

Duplication syndrome 7q11.23
Ledashcheva T.A. *', Badina J.0.?
"North-Western State Medical University named after I.I. Mechnikov,
2Diagnostic Center for Medical Genetics, St. Petersburg, Russian Federation
Keywords: chromosome 7q11.23 duplication syndrome; mutism; autistic behavior; molecular

genetic analysis; clinical case

Cunzppom nymmukanuu 7q11.23 (Dup7) (OMIM: 609757) - reHeTHdecKkas MaTOJIOTHS
ophaHHOTO CIEKTPa C MPEAMNONOKHUTEIBHO ayTOCOMHO-AOMUHAHTHBIM THUIIOM HACICHAOBaHMS.
Yacrota B nomymsauu - 1:13000-20000 racenenus [1]. K Begymmm cummtomam Dup7 oTHOCSTCS
3aqepikka pedeBoro passutus (3PP) m paccrpoiictBa ayrucrtuueckoro crektpa (AP). OcHoBHbIe
KIMHAYECKHE IIPU3HAKH BKIIOYAIOT 3alepXKKy pocTa, B TOM YHCIE H BHYTPHYTPOOHYIO,
Makpouedanuo, IUIEBble aHOMAIHU B BUAE AaCHMMETPHM JIHLEBOTO depema, NpsMble OpoBH,
IUpOKasl CIIMHKA HOca, KOPOTKUil (GUIbTp, TOHKas BepXHssl ryba. HemocTosHHBIME NpU3HAKAMH
CUHTAIOTCSA 33ePKKa MOTOPHOTO Pa3BUTHUS; CYLOPOKHBII KOMIIOHEHT, HMEIOIIHH ITOIO0KHUTEIbHYIO
IMHAMHUKY Ha (OHE IPOTHBOCYIOPOXKHON Tepanuy; AepeKThl 3peHHs U (DOKYCHPOBKH IIO
THUITy KOCOTTIa3usl, acTUTMaThU3Ma, CHHApoMa JlysiiHa; mpexojsiiee CHIDKGHHE clyxa Ha (oHe
9KCCYHATHBHOIO CPEIHEr0 OTUTA; CTOMATOJOTHYECKHE NPOOJIeMbl B BUJe HapyLICHHs IIPUKyca U
TpeM; KPHINTOPXH3M M ImaneBHaHas MomioHka [1]. K pexxum nedexram OTHOCAT pacumienuHy
HeOa/ryOsr [1]. TIporsos B hopMupoBaHNU 1 Pa3BUTUM pedeBoil pyHKINHK pu Dup7 oTHOCHTENBHO
Onaronpusitaele [2]. OCOOCHHOCTH KJIMHHYECKOH KapTHHBI Dup7 MOryT OBITh OOYCIIOBIIEHEI
JIOTOJTHUTENIBHBIMU KOMUSIMH Psifia T€HOB, HAlICHHBIX B 3TOM 00aacTu. JlyOnupoBaHHBINH y4acTOK
uMeeT npoTsbkeHHOCTh 1,5MB u oxBatsiBaet ot 25 10 30 reHos [2]. 3PP sBusiercst o0wieit yeproit
U1 TEHOB, 3aTPOHYTHIX Ipu Dup7.

Msbl HabmonaaM ManbydKa, 3-X JIET, HAIPaBICHHOTO MJETCKHM HEBPOJIOTOM, JUIs
UCKIIIOYEHHS OOMEHHOW NAaToJOTMH, B YaCTHOCTH (eHWIKeTOHypuH. OCHOBHBIMH Kanobamu
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poxuteneii 6 3PP 1 ocobennocTu nosexenus. Ha ocMoTp pearupoBai agekBaTHO, HO KOHTAKT
ObUI 3aTPyJHEH M3-32 MPAKTHYECKU MOJIHOTO OTCYTCTBHs peud. Kimuuuecku oOpamanu Ha ceOs
BHHMaHHe Makpoledaus; 61eaHble KOJKHBIE TOKPOBBI; CBETIbIE BOIOCKHL. Bricokuii 106. ITpsiMble
6poBu. lllupoxast mepeHOCHIa; YIUIONMIEHHAs] CIMHKA HOCA; KOPOTKUH (HIBTP; TOHKAs BEPXHIA
ryba; OosbIiMe, HH3KO IIOCA)XKEHHBIC VIIHBIC pPAKOBUHBL. KOXXHBIE CHHIAKTHINH CTOI,
caH/aleBUIHAs MIelb cleBa. [1oI0BbIe OpraHbl 10 My>KCKOMY THILY. MOIIOHKA IIaIeBUIHAS, SITIKI
omymensl. B HeBpomormueckoM craryce - 6e3 odaroBoil cummroMarukd. Ilo D3I ormeuanuch
muhdy3Hble M3MEHEHHS OHOYNIEKTPUYECKOH aKTUBHOCTU TOJIOBHOTO Mo3ra. HeycroiunBoe
(DYHKIVIOHAIBHOE COCTOSIHHE HEHPOHOB KOpPBI C IPeoOIafaHueM peakiuil BO30YXICHHS.
BospactHoit puTM 3ameniieH, AeGOpPMHpOBaH. ONM-aKTUBHOCTH He 3aperucrpupoaHo. MPT
TOJIOBHOTO MO3ra MHpOBOAWIACE B 9 Mec. M B 3Toj - NPHU3HAKM BHYTpeHHeil ruuapouedannu
3aMeCTUTENILHOTO XapakTepa. OOpammany BHIMaHUe HapyIIEHHUs IOBECHHs ayTHYHOTO XapaKTepa:
orpaHu4eHne OOIICHHs, CHIDKCHHE MHTEepeca K JIIOJIM, OKpyKalolleil 00cTaHOBKe, 0JJHO00Opa3HO
MaHHITYIHPOBal IpeIMeTaMH, He HCIONb3ysd HX 1o HasHadeHuio. CypAoior IHarHOCTHPOBAI
9KCCYAATUBHBIA TyOOOTHT ClieBa, HO POJMTENM OTMEYAIM CHIDKCHHE ClyXa C PAaHHEro BO3pacTa.
OdraapMoInor BELBIII ITApe3 HapY>KHOM MPSMOH MBIIIIIEI JICBOTO IJIa3a.

XpPOMOCOMHBIH MHKPOMATPUYHBII aHAJIM3 BBIABHI MUKPOIYIUIMKALMIO XPOMOCOMBI 7 €
nosunun 72664088 no mozunuu 74198089, 3axBarsiBatomias peruon 7q11.23. pasmep 1534001 m.H.
Monexynsapusiii kapuotun (cornacio ISCN 2013): arr 7q11.23(72,664,088-74,198,089)x3. B 6a3zax
nmaHHelX ISCA n DECIPHER o6HapyxeHHass MHKPOIYIUIMKAIMS OIpeeieHa Kak MaTOreHHas,
CBSI3aHHAS C 3a[CPXKKOH Pa3BUTUS U XapaKTEPHBIM (hEHOTUIIOM.

JlaHHOE KIIMHHYECKOe HaOIIOJEeHHe SBISIETCS KIAcCHYeCKHM mpuMepoMm Dup7. ¥V pebenka
UMeIICh He TOIbKo Ipybast 3PP, ayruumble 4epThl IMOBEACHUS, HO U KIMHHYECKHE IPOSIBICHHUS,
OTHOCAIMECS K BeaymuM cumnromMam Dup7. Mbl OTMETHIM CHMITOMBI, HE OIMCAHHBIC B
IuTepaType: TeHACHINS K alb0NHI3MY (CBETIast OKpacka KOXH, BOJIoc H Oposeil). bombmme, Hu3K0
PACIIOJIOKEHHEIE yINHbIE PAaKOBUHBL. Bbicokuii 17100. KOXHble CHHIAKTHIMH M IIHPOKas
canganeBuaHas meiab Ha cromax. 3[IMPP ¢ snukoMIoHEHTOM M uM3MeHeHusMu Ha DD B BuIe
3aMeUIeHUsT (pOPMUPOBAHHS BO3PACTHOTO PHUTMA HA (POHE HEYCTOWYMBOrO (HYHKIHOHAIBHOIO
COCTOSIHUSI HEHpPOHOB KOpBI ¢ IpeoOnafaHueM peakimuid Bo3OyxkaeHus. [Ipu3Haku BHYTpeHHEH
ruapouedaiy 3aMeCTUTEIBHOT0 XapakTepa 1o faHnHbiM MPT, coxpaHsiBIIHecs B JUHAMUKE.

Tspxensle (OpMBI 3aJIepIKKH PEUEBOrO Pa3sBHTHS Yy IeTedl, OCOOCHHO B COYETaHHH C
paccTpoifcTBaMH ayTHCTUUECKOIO CIEKTpa, MHUKPOAaHOMAIMAMU Pa3BUTHUs M COMATUUECKHUMH

paCCTpOﬁCTBaMH, SIBJSIFOTCSL TIOKA3aHHUEM JUIS OOCIIEIOBAaHMS C HCIOIb30BaHHEM MOJIEKYJIIPHO-
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TEHETUYECKOI'0 aHa/Iu3a MHKPOIIEPECTPOCK XPOMOCOM C MEJIBI0 YTOYHEHUSA JUarHosa, BI)I60pa
TEpamnuu 1 Mporao3a mnOTOMCTBA B CEMBE.
CHucoK JIuTepaTyphbl:
1. Velleman SL, Mervis CB. Perspect Lang Learn Educ 2011, 18:108-116.

2. [snextponHsIii pecypc] - URL: www.rarechromo.org

Huskopociocts y aereii: 3M cMHIpOM
Jleoawesa T.A."", Paw JI.O."
T'BOY BIIO C3IMY um. .1 .Meunuxkosa', CI16 'KY3 narHoctuueckuit Llentp
(Menuko-renernueckuii)?, Cankr-Iletepoypr, Poccust
V. To6onbckas 5,Cankr-IlerepOypr, 194044, Poccuiickas ®enepanus
tesnedon:+78122412484, e-mai:lLedascheva@mail.ru

Knrouegvie crosa: kapauko8ocms, AKYMCKuil CUHOpom Huskopociocmu, 3M cunopom

Dwarfism by the children: 3m syndrome
Ledashcheva T.4.7” Rash. L.O.!
North-Western State Medical University named after I.I.Mechnikov',
St. Petersburg Centre for Medical Genetics?
Tobolskaya street 5, St.Petersburg, Russian Federation, 194044

Key words: dwarfism, Yakut short stature syndrome, 3M syndrome

Bgenenne. 3M cunapom (SKyTckuit cunapoM Huzkopocnoctu) onucan Miller, McKusick,
Malvaux B 1975r. (OMIM 273750). MMeeT ayTOCOMHO-PELICCCHUBHBIIl THI HacieqoBaHHs. B
nuTepatype mpeacrtaeieHo okono 200 ciyuaeB. Maxkopuble myrauuu B renax CCDC8 CUL7
KIAA0657 OBSL1. Xapakrepu3yercs mpe- i IIOCTHATAIBHOM TUIIOILUIa3HeH, yTOHYEHHEM JUTHHHBIX
Tpy64aThIX KOCTEH M yKOPOYCHHEM TEJ ITO3BOHKOB. [Tl CBPOIEHCKON MOMYJIALUH Crelr(HIHbI
BHYTPUYTPOOHAs 3aJ€p)KKa BECO-POCTOBBIX IMOKa3aTeseH, MPOMOPLHUOHAIbHAS HU3KOPOCIOCTh Y
nereit 1o 1 roxa, Makpouedaiust ¢ npeobiajaHieM MO3TOBBIX OT/AEIOB Yepera, «YrPIoMOe JIULO.
Ipoune mpu3HAKW: KOPOTKas Iiesi, MIMpOKas AeopMUpOBaHHAs IpyaHas KIETKa, THIICPIOPIO3,

6anI/II[aKTI/UII/I$I W KIIMHOJIAKTUITUA \Y% aJIbLECB KMCTeﬁ, BBICTYIIAOIIUEC ITATKH. HaTtemnext COXpaHCH

[1,2].
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Onucanne KIMHHYecKOro ciy4as. B 2016r. remerukom BIepBbIe B Bo3pacTe 2 JeT
OCMOTpEHA JIeBOUKa, HpeAronaraics AUarHo3 JUCIUIasus ckenera. Mcxmouen cungpom Teprepa
(montoBoii X-xpomatut 11%). B 2017r. moBTOpHO HampaBlieHa OPTOIEAOM.

W3 anamue3a: pebeHok ot | 6epemenHoctn, Ha ¢oHe aHemun. Co cioB marepu npu Y3U
IUIOZIA - 3afepXKKa pocTa TPyOJaThIX KOcTed. Poxsl Tspkensle, c1aboCTh POJOBON JEATEIHHOCTH.
TIpu poxxnennu M.1. 3000,0, nuHa 47cM, oneHka mo mkane Anrap 7/86. bpak He poJCTBEHHBIN,
POAMTENH CUUTAIOT CeOsl 30POBBIMH, pocT oTiia 184cm, poct marepu 160cMm.

Knuanueckn Mukpocomaruueckuit Tun: M.T. 12,5kr (2,5), poct 83cm(0), OI' 50(4), O.rp.
S1em(4). Yepen makponedanbHON GOpMBI ¢ BEIpaKEHHBIMH JIOOHBIMU M TEMEHHBIMH OyrpamH, J100
MIUPOKHUH, CKJIEPBI FOIyOble, CBETIIbIE BOJIOCHL. ['HIepTenopusM rias, yliHble paKoBHHbBI OONIbIIHE,
YTOJIIEHbIE, C JAPBHHCKHIMH OyropkamH, «MSACHCTBIN» HOC, IIMPOKHH (UIBTP, MHKPOTCHHS.
Kopotkas mest. Ocanka Bsiias, CTaTUYECKHH THUIEPIOpHO3. [ MIepTenopu3M COCKOB, JIOMATOK.
PacimpenHas HWKHAS anepTypa rpyaHoi kietkd. JKuBor yBenuden B oObeme. Bpaxumakrumus,
KIMHONAKTHINSA V manbueB kucred. Crombl HeOOIbIINE, MIMPOKHE C BBHICTYNAIOMIUMH IISITKAMH.
Bapychas nedopmariysi mpoKCHManbHBIX OTAenoB Oexep. C Havama caMOCTOSTEIbHON XOABOBI B
13mMec. - IOXOMKa IO TUILy «yTHHOI». VHTeNIeKTyalbHOE H PeUeBOe Pa3BUTUE COOTBETCTBOBAIIN
Bo3pacty. C 28mec. mocemaer AeTckoe yupexieHue. B 2,5r. KOHCY/NbTHpOBaHA OPTOINENOM,
OpeAnoNoKeHa CIOHAWIOMeTadu3apHas JUCIDIasus. [lo  JaHHBEIM — PEHTT€HOIOTHYECKOTO
HCClleJOBaHMs KOCTHBIA BO3pacT OTCTaBal OT MacnopTHoro. KilMHHKo-aHaMHECTHUECKHE JaHHbIe
Pe3yIbTaTHI Ty4eBBIX HCCIIEIOBaHMI TO3BOIMIN YTOUHUTE quarHo3 3M cunapoma [1,3].

3akiiouenue. 3-M CHHAPOM HMEET YETKHE KIMHUYECKHE KPHTEPHU JUArHOCTHKH U He
IpEJCTaBIseT CIOKHOCTH B IOCTAaHOBKe JuarHo3a. JuddepeHnuansaas 1HarHOCTHKA HPOBOIUTCS
CHHZIPOMAMH, COHNPOBOXKAAIONIMMHUCS 3aJEepXKKOH pocra. [MeeTcss BO3MOXKHOCTb MOJIEKYISIPHO-
TEHETUYECKOro ucciueoBanus [4].

CnHcok JIHTEpaTyphbl:

1. Miller JD, McKusick VA, Malvaux P, Temtamy S, Salinas C. "The 3-M syndrome: a

heritable low birthweight dwarfism". Birth Defects Orig Artic Ser 1975, 11 (5): 39-47.

2. Van Goethem H, Malvaux P. "The 3-M syndrome. A heritable low birthweight dwarfism".

Helvetica paediatrica acta 1987, 42 (2-3): 159-65.

3. Makcumosa HP, Horosuusina AH, HukonaeBa MA.u np. Knnnnueckas xapakrepucrtuka 3-

M cunnpoma y 43 sxyrckux nanueHtoB U moaxoxas! k JIHK-muarnoctnke B PecrryOmmke

Caxa (SIkytun). Meanuunnckas renerrika 2007 Nel12:35-38.

4. Maxkcumosa HP, Xapa K, Hukonaesa 1A u np. MonekynsipHo-reHeTndeckas npuanaa 3'-M
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KOH(bepeHI_II/II/I ((MOHCKyHHpHO-KHeTO‘IHLIe ACIICKThI ITAaTOJIOTHXW 4YCJIOBCKAa Ha CeBepe».

Skyrek: STHI] CO PAMH, 2007, C. 42-43.

Penkoe coueranue cunapomos Kansmana n Kemnéesia y oqnoro nanuenra
Jleoawesa T.A."% Paw JI.0.", I'naoxkosa H.A."? Hcmaunosa M. K.?
‘I'BOY BIIO C3I'MY um. H.U. Meunuxosa,
2CI16 I'KY3 [Iunarnoctuyeckuii HeHTp (Meauko-reHetuueckuii), Cankt-IlerepOypr
V1. Tobonsckas 5, Cankr-IlerepOypr, Poccuiickas ®enepanus 194044
Tenedon: +78122412484, e-mail: Ledascheva@mail.ru
Knrouesvie cnosa: cunopom Kanvmana, cunopom Kemnbenna, 2uno2onadomponnulii 2uno2oHaou3M,

AHOCMUA, anla3us Koxcu

Rare combination of syndrome Callmann and syndrome Campbell-Anderson-Novy
Ledashcheva T.A."? Rash L.O.", Gladkova N.A."? Ismailova M.K.?
North-Western State Medical University named after I.1. Mechnikov
St. Petersburg Centre for Medical Genetics
Tobolskaya str. 5, St. Petersburg, Russian Federation 194044
Keywords: Syndrome Callmann, Syndrome Campbell, hypogonadotropic hypogonadism, anosmia,

aplasia of the skin

BBenenne. Cunnpom Kamsmana (CK) (I'mnoroHamoTpomHbli rumoroHagmsM | Ttuma c
anocmueii, MIM: 308700) - 9T0 CHMITTOMOKOMIDIEKC aHOMAIHH, BKIIOYAIONIMI THIIOTOHAIM3M C
pacctpoiicTBaMu OOOHSHUS (aHOCMHS/THIIOOCMUS) M HEZOCTATOYHYIO CEKPELMIO T'OHAIOTPOIHH-
pumsunr ropmona (CHPT). I'en KAL1 xaptupoBan Ha Xp22.31 [1,2].

Cuagpom  KemnoOemna-Annepcona-Hosu  (CKAH)  (BpoxkneHHass — amiasus — KOXH)
xXapakTepusyercs IeeKTOM KOXKH, Jallle JIOKATH3YIOIMMCS B TEMEHHOM 4YacTU depema, pexe B
3aTBUIOYHOU JMOO 3amHel aypukyisipHod obOmactu. CrenuduyHO codeTaHue ACPEKTOB KOXKH H
kocteil depena. ITo naHHEIM nmTepatypbl, B 70 % ciygaeB oOHapyXHBaeTCsl OJMHOYHBIA odar
arIa3iM, HO BO3MOXKHO Hanu4ue 2—3-x u 6oJiee ouaroB rnopaxeHus [4].

Knannuvecknii ciayvait. Hamu B Bospacte 21r. 0BT OCMOTpPEeH IpoOaH] ¢ IHArHO30M
CKAH. BpauoM-reHeTHKOM KOHCYJIBTHPOBAaH OAHOKpaTHO B Bo3pacte Imec. B JII'b. Knunuuecku
OTMEYCHBI 2 yJacTKa aluIa3ui KOXKH B TEMEHHOH 00J1aCTH, aCHMMETPHS JINLA, IIT03, MUKPO(TaIbM,
OTBE/ICHHE T1a3Horo sibyioka kHapyxu ciepa. llles ykopouena. BeictaBinen amarHo3 CKAH. B
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MI'T] me oOpamanuch, HaOTIOJAICS IO MECTy JXKUTeNbcTBAa. B Bospacte 20 1eT mpoBeneHO
CTAallMOHApHOE O00OCIeOBaHHE B CBA3M C 3aA€P)KKOH IONOBOTO Pa3BHTHA. YTOYHEH [HAarHO3
THIIOTOHAJOTPOITHOTO TUIIOTOHAAN3MA; KaK COIYTCTBYIOIIME COCTOSHUS OTMEUYEHBI XPOHHYECKHIt
racTpOJyOACHHT, pehitoKcHast OOJIEe3Hb.

Ha MoMeHT ocMOTpa: COCTOSIHHE YyIOBIETBOPHTEIBHOE, HO IIOBEJCHHE He
COOTBETCTBOBAJIO BO3PACTHBIM KPUTEPHSAM, 110 THILY «IETCKOro». HTeIUIeKTyalIbHO IPUMUTHBEH.
BeicokoBatslii TeMOp romoca. MUKpOCOMaTHYECKHH IUCTAPMOHMYHBIA THI pa3BHTHs. Yepemn ¢
TeHAEHIHEHl K MallOrOJOBOCTH, ACHMMETPHYHBIA. BolOCSHOI MOKpPOB Ha TONOBE CKYIHBIH,
CTPYKTYypa BOJIOC JKECTKasi, B TEMEHHOIH 00JIaCTH BH3yaJIM3UPYETCS OYAroBBIil NEe(EeKT KOXKH II0
THUITy aTpoduueckoro pyobia pazmepom 2x3cm. Jlumo acummerpuanoe D>S, nro3 cnesa. Koska mina
YycTas TJajKas, OPHUTBOI TNpaKkTHYeCKM He monb3yercs. HempaBuibHeli poct 3y6os. Iles
kopotkas. TemocimokeHHe IO JXEHCKOMY THITy: Y3KHH IIJIe4eBOH MOsIC, BBIpaKGHHAs Talms,
mupokue Oexpa. I'pynHas KieTka yruioleHHas, ¢ 3anaJeHUeM B 00JIaCTH MEYEBHMAHOTO OTPOCTKA.
Kudockonnos rpynHoro orena Ho3BOHOYHHKA. Hapy:kHbIe TOJI0OBBIE OpraHbI 10 MY>KCKOMY THILY,
runorenutagndM. C 1enblo HCKmoueHus cuaapoma KnaiiHdenbrepa NpoBeAeHO CKPHHHUPYIOLIEE
HCCIIeJOBaHHE IIOJOBOTO XPOMATHHA - pe3ylbTaT OTpHUATeNbHBIA. KimHndueckun oOpameHo
BHUMaHHe Ha ()aKT aHOCMHM Yy MpoOaHAA M THUIOOCMMH y ero marepu. JlaHHOE COCTOsIHHE
MOATBEPXKIEHO MPOBEJCHHBIMH Ka4eCTBEHHBIMH NPo0aMH C ONbGAKTUBHBIMU U OIb()AKTUBHO-
TPUTEeMHHAIBbHBIMH Pa3ApaKHTETAMH.

Takum obpasom, y mpobanma momumo cuHapoma KemmOenna, Oblna BEIIBICHA 3aJepiKKa
MOJIOBOTO  pasBUTHs, KoOTopas TpeOoBana aupdepeHHanbHO JUarHOCTHKM — CHHIPOMOB
Knaitagpensrepa n Kanpmana. CKpUHUHT II0JIOBOTO XpPOMaTHHA COOTBETCTBOBANI MYXXCKOMY MOITY,
YTO TO3BOJIMIIO UCKIIOUYUTH cuHApoM KnaiiHdensrepa [1,2]. Hapymienre oOOHSHUS B COYETAHUH C
11a00paTOPHBIMH JaHHBIMU TOPMOHAJIBHOTO HCCIICIOBAHMS KPOBY, BRISBUBIINMHA CHIIKECHHE YPOBHS
JIT (0,18), ®CT (0,38), Tecroctepona (0,76) u xopuoHuyeckoro roHagorponuHa (0) mo3BOIMIH
HPEIIOI0KHUTh ANarHo3 Cuaapoma KamsmaHa.

ITpu MPT romoBHOro MO3ra BBIABICHA peTpolepeOeIspHas apaxHOHJANbHAs KUCTa B
obnmacTn 3amHeil dYepenmHOW SIMKH M acHMMETpHsi OOKOBBIX JKEIyIOYKOB. B mampHeiimem
IUIAHUPYeTCsl IIPOBEJICHHE MOJIEKYJIIPHO-TEHETHYSCKON IHArHOCTHKH C IIEJBI0 OIPEIENICHUS
myraunn reHa KAL-1. Tawke npoBomurcs aupdepeHUHanbHas IHATHOCTHKA  CHHApOMa
Kemmnbemna-Annepcona-HoBu ¢ CHHApPOMaMH, KOTOpBIE XapaKTepH3YIOTCS MHOMKECTBCHHBIMH
KOXKHBIMHU Je(heKTaMH, BPOXKICHHBIMHI aHOMATUSIMH M SHAOKPUHHBIMU HapyLIeHUsIMH [3,4].

3akmouenne. OHOKPATHEII OCMOTpP peOeHKAa TeHETHKOM B PaHHEM JETCKOM BO3pacTe He
MO3BOJISIET YTOUHHUTH JIMOO IMPEAINOIOKUTh KOMIUIEKC 3a00JIeBaHUM, HE MMEIOIIMX BBIPAKCHHON
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KJIMHAYECKON KapTHHBI HA MOMEHT KOHCYIbTanui. OTCYTCTBHE YETKOTO airOPHTMa KOMILIEKCHOM
IMAarHOCTHKH, Pa3pabaThlBaeMOr0 BpayOM-T€HETHKOM WHIUBHIYAIHHO UISI K&KIOTO MAHEHTa IPH
PETYJISIPHOM JMCITAHCEPHOM HaOIFOICHUH, MOXKET HPUBECTH K MMO3THEMY BBISBICHHIO MATOJOTUH H
OTCPOYCHHOMY HA4YaTy TEPaIuH.
CHucoK JIuTepaTyphbl:
1. Edumor A.C. Manas sHIMKIONEIUS Bpada-3HAOKpuHonora. - 1-e u3a. K.: Menknura, acr
ntn, Kues, 2007. - ¢. 103. - 360 c. «bubiaroTeuka NpakTHKYIOIIETO Bpayay.
2. Dupokpunoiorus / nox pexa. H.JIaBuna. — 2-e uzn. nep. ¢ aurn. — M.: TIpakruka, 1999. —
c.355.—1128c.
3. Bone3nu BOJIOC W BOJOCHCTOH wacTi ronossl: Ilep. ¢ aurn. / A. Pyk, P. [laybep. — M.:
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Fibrous dysplasia in dental practice
Irina Uzunishvili
«BonStom» DentalClinic, St.Petersburg
Ilyushin street 8 Lit A, Russian Federation 197372
Phone: +79602383634, e-mail: imu@bonstom.ru
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Bnaropaps pacnpoctpaneHuto B rnocineanue 10 JeT KOHYCHO-JIy4eBOW KOMIIBIOTEPHOM
TOMOTrpaduy B OBCEAHEBHON NIPAaKTUKE Bpadeii-CTOMATOJIOTOB, BEIBILIETCS BCE OOJIbIIe aHOMATIHIT
CTpOCHHSI KOCTHOH TKaHM 4YeNIOCTeil, KocTeil uepema, 3yOOB M HEPBHBIX BOJIOKOH,

HOBOOGpaBOBaHHﬁ B YEJIIOCTHO-JIUIICBOM 00JIaCTH.



Y namuentkn 58 7eT Ha CKPUHHMHTOBOM  DEHTTEHOJIIOTHYECKOM  O0CIeOBaHUM
(opronmaHTOMOrpaMma) oOHapy)KEHO paJHONIIOLEHTHOE 00pa3oBaHME B MOJOOPOAOYHOI obnactu
CIIpaBa C BBIpaXXEHHBIM Macc-addexrom. IIpu nanpHeiiniem o0ciieoBaHUN MTAIMEHTa C IIOMOIIBIO
KOHYCHO-JTy4€BOH KOMIIBIOTEPHOW TOMOrpaduu BBIABIECHBI pa3Mepbl jaedekra (2x3cM) u ero
MOHIKEHHAs] PEHTTeHOJIOrHYecKast INIOTHOCTH (5-15 Hu), 94T0 cOOTBETCTBYET PEeHTI€HOIOTHUECKOit
kaptue  ¢uOposHoit  mucrumazum  [1, 3] Juddepenupanpias — IUarHOCTHKA IO
PEHTT€HOJIOTHYECKOH KapTHHE KOHYCHO-JIy4eBOIl KOMIIBIOTEpHOW TOMOrpaduy IpoBeneHa C
curapomom ["apanepa [2].

ITnanupyercss nposenenue I[P, MMMyHOIHCTOXHMHYECKOTO aHalW3a, IUIAHUPYETCs
U3rOTOBJICHUE COOCTBEHHOH KYyJIbTYPhI OJIMTONOTEHTHBIX CTBOJIOBBIX KJIETOK [4].

IMonHOLEHHOE BBISABICHHE aHOMAIUH CTPOCHHS YEIIOCTHO-JIMIEBOH 00JACTH C IOMOIIBIO
KOMIIBIOTEPHOH TOMOrpadmu, pa3BUTHE MOJICKYJSIpHON auarHoctuku B Oymymem (GNAS-
MyTauust) [S] v JIeueHHs ¢ MCIOJIb30BAHMEM CTBOJIOBBIX KJIETOK MO3BOJIST IIPOBOJUTH KAYECTBEHHOE
IUIaHUpOBaHUEe M S(PGEKTUBHYIO PEadMIMTALMIO IALMEHTOB C T'€HETHYECKU OOYCIIOBICHHBIMHU

HapyLIEHUsIMU CTPOEHHUS U QyHKIUH YETIOCTHOTO ammapara.
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MEXJIUCHUIIJIMHAPHBIE BOITPOCBI
COBPEMEHHOM SKOHOMMKHW MEJTALIUHBI

HexoTopble npo6ieMsl pasBuTHs HH(pPOBOii IKOHOMUKH
B cepe 0OKa3aHUSI MEAUIUHCKHX yCIyT
A6pamosa E.H.

K.10.H., 00YeHm Kagheopul 2palcoancKozo npasa

Canxm-ITemepbypeckuii 20cy0apcmeennblil IKOHOMUHECKUL YHUBePCUmMent

Some issues of development of digital economy in the field of medical services
Abramova E.N.

Saint Petersburg State University of Economics

B cBsi3u ¢ pasBuTHEeM HMH(POPMALMOHHO-KOMMYHHUKALMOHHBIX TEXHOJIOTUH B MOCICAHNUE
TO/TBI B HAIeH CTpaHe pa3BuBaeTCs MUppoBas skoHoMukal. B cB3m ¢ 5THM TpebyeTcs H3MEHHTh 1
COBEPIIECHCTBOBATh POCCHHCKOE 3aKOHOJATENICTBO B LIEIAX Y4ETa B HOPMATUBHBIX aKTaX, MPExK/e
BCEro, TPaKIaHCKOTO MpaBa, MOCICAHUX JOCTHXCHHII 3KOHOMHYECKOTO Mporpecca M IIHPOKOTOo
pacrpocTpaHeHus Ha IPAaKTHKE KOMMYyHHKaluil B VIHTepHeT-cpee.

B Hacrosmee BpeMs nudpoBas >KOHOMHKA INPOHHKIA IPAKTHYECKH BO Bce c(ephl
TPaXIaHCKOr0 000poTa, B TOM 4HCIIE B 00JACTh OKa3aHHs MEIUIMHCKHX yciyr. Tem He MeHee,
3aKOHOJATeIBCTBO 00 OKA3aHMHM MEAUIMHCKHX YCJIYr 3HAYUTENHHO OTCTAeT OT HKOHOMHYECKHX
peanuii ¥ OT pa3BUTHS HPABOBOTO PETYIHPOBAHHSA LU(POBBHIX TEXHOJIOTHIl B MEIUIMHE B
3apyOeIKHBIX CTpaHaX.

C 1 smBaps 2018 B cumy BeTymaoT m3MeHeHns ®3 00 oxpaHe 370pOBbs TpaKIaH?,
COIJIACHO KOTOPBIM B 3aKOHOJATENBCTBE ITOSBISIETCS TAKOH TEPMHH, KaK TeJIeMeJUIIHA.

B coorBercTBuu ¢ a63.3 pasgena 1Beenenus KoHienimu pasBUTHS TEIEMEANIMHCKUX

3

TEXHOJIOTHIT meﬂeMet)uuuchcue mexHonocuu — 93TO HC‘ICGHO'}IHaFHOCTPI‘ICCKI/IC KOHCYJIbTALIUH,

YIpaBJI€HYECKUE, O6pa30BaTCJ'H>HI)Ie, Hay4YHbIC W MPOCBETUTCILCKUE MEPOIPUATHA B obnactu

! Tepmun 6611 BBesieH B 1995 roay Huxonacom Herpononte. o onpenenennio Ilentpa nzyuenns uudposoit
(9NMEKTPOHHON) ~OKOHOMHKH  TOCHCAHSS MPEACTABIsAeT Cc000H  COBOKYMHOCTh OOIIECTBEHHBIX — OTHOMNICHHIA,
CKJIAIBIBAIOIIMXCS TP MCIIOIB30BAHUH NEKTPOHHBIX TEXHOJIOTHH, JEKTPOHHON HHOOPMAIMK U YCIyT, TEeXHOIOTHI
aHanu3a GONbIIMX OOBEMOB JAaHHBIX M MPOTHO3MPOBAHHS B LEIAX ONTHMH3ALMH MPOU3BOACTBA, PACTIPEACICHHS,
oOMeHa, MOTPeONeHNsT M TOBBIICHUS YPOBHS COLMATbHO-9KOHOMHMYECKOTO pa3BuTHs rocymapctsa // Ilporpamma
pasBuTHs UdpoBoii skoHOMHUKH B PO 10 2015 roga.

2 ®3 or 21 nos6ps Ne 323 «O6 ocHOBaX OXpaHbl 370pOBbs rpaxkaan B Poccuiickoit denepatmu»» B peakuuu
@3 ot 29 urons 2017 Ne 242 // CIIC Koncynsrant-ILmoc.

3 Kourenus pasBuUTHS TeJEMEIMIMHCKUX TexHoJornit B Poccuiickoit ®emeparuu, ytB. Ilpukasom
MHHHCTEpCTBA 31paBooxpanenus PO u PAMH ot 27 aBrycra 2001 Ne 334/76 // CIIC Koncynsrant-Tlmoc.
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3[paBOOXPAHEHUs, pealH3yeMble C HPHUMEHCHHEM TelIeKOMMYHHKAIHOHHBIX TEXHONOTHH (T.H.
MeIMIMHA Ha PACCTOSHUM), KOTOpPbIE MPEINoIaraloT  BO3MOXHOCTh  JHAJIOra MEXIy
CIIENMATMCTAaMy, BKIIOYAs aHalM3 craTHmdeckod (penrtreHorpammbsl, OKI, O30I u np.) u
UHAMHYECKON (BHIEO- M ayaAuo-(GparMeHTbl) MHGOPMAIMU O OOJBHOM C MOMOIIBI CHCTEMBI
Buneo-koHpepenn-cas3u (BKC), obecneunaromiei aynio/Buieo-oOMeH B peaTbHOM BPEMEHH.

TenemeOouyunotl, Kak MOXHO CyJUTh U3 CHCTEMHOTO TOIKOBAHHS HOBOH, BBOAUMOI ¢ 1
stuBapst 2018 r., cr. 36.2 «OcOOEHHOCTH MEIUIIMHCKOM ITOMOIIM, OKa3bIBAGMOW C ITPUMEHEHHUEM
TENEMEIUINHCKAX — TEXHOJOTHII, NPU3HACTCA  MEOUYUHCKAS NOMOWDL C  NpUMeHeHuem
menemMeOuyUHCKUX MeXHON0U.

OnHako emie He BCTYIMBIIME B CHIy HOPMBI y)XK€ OIPAaHHYMBAIOT BO3MOXHOCTH
HPEIOCTaBICHHS TOCYIAPCTBEHHBIX M MYHULHUIATBHBIX yCIyr B cdepe 310poBbs rpaxnad. Tak,
MOCPEACTBOM TEJIEMEIHUIHHBl BO3MOXHO OCYIIECTBICHHE HCKIIOUUTENBHO IBYX MEIULUHCKHX
YCITYT.

Bo-miepBBIX, HOCPEACTBOM TEIEMEIMIMHBI OCYIIECTBIACTCS  KOHCYJILTHPOBAHHE
NalMeHTa MIM €ro 3aKOHHOTO MPEACTaBUTEIsA MEJUIMHCKMM paboTHukoM. bomee Toro, B
COOTBETCTBUH C, TAKOE KOHCYIbTUPOBAHUE MOXKET OCYIIECTBIATHCS HCKIIOUHTEIBHO B IIEIISX:

- npodunakTuku, cOopa, aHanM3a >XKajgod MalMeHTa W JAaHHbIX aHAMHE3a, OLEHKH
20 }eKTUBHOCTH 1e4eOHO-ANATHOCTHUECKUX MEPOIPHATHH, MEIUIMHCKOro HaOmMo#eHus 3a
COCTOSIHUEM 310poBbs nanuenra (1.2 cr. 36.2 @3 O6 oxpaHe 3710pOBbs IPaXKIaH);

- KOPPEKIMH paHee Ha3HAYeHHOTO JICUCHHs IIPH YCIOBHH YCTAaHOBJICHUS HM AWAarHo3a U
Ha3HA4YeHHs JieueHus: Ha ouHoM npueme (1.3 c1. 36.2 3 O6 oxpaHe 340pOBbS FPaKIaH).

ENMHCTBEHHBIM pe3yibTaTOM Tele-KOHCYIbTAallH MOXKET OBITh HNPHHATHE PELICHHS O
HEOOXOAMMOCTH MIPOBEACHHS OYHOTO MpUeMa (OCMOTpPa, KOHCYJIbTAIMH).

TakuM 00pa3oM, 3aMEHHTH OYHOE OKa3aHHE YCIYTH M0 KOHCYIbTHPOBAHHIO, HAIIPUMED,
MAIHEHTOB, IPOXKHBAIOMIUX B OTJAJICHHBIX MECTHOCTSX, IIPH CPOYHOH HEOOXOJHMOCTH H T.I.
CIIy4Jasix, TeJIEMEJUIHA HE CMOXKET.

Bo-BTOpBIX, = HOCPEACTBOM  TEIEMEIHUIMHBI  OCYIIECTBIACTCS  JUCTAHIIHOHHOE
Ha0JII0/IeHNe 32 COCTOSIHUEM 37I0pOBbs NManueHTa. J[aHHas TeJIeMEAWIMHCKAs yCIyra He MOXET
OKa3bIBATHCS B COYETAHHU C JHUCTAHIIMOHHBIM KOHCYIETHPOBAHUEM, IIOCKOIBKY B COOTBETCTBHH C
.4 cr. 36.2 @3 «OO6 oxpaHe 340pOBbs rPaXKAaH», JUCTAHIOHHOE HAOIIOJCHHE 32 COCTOSHHEM
3JI0pOBbS ITAIIUEHTA Ha3HAYASTCsI JICUAIIUM BPAadoM II0CIIE OYHOTO IIPHEeMa.

JlucTaHIMOHHOE  HAOIOICHME 33  COCTOSIHMEM  3/I0pPOBbsS  IAlMEHTa  MOXET
OCYIIECTBIATECS JBYMs crocobamu. Bo-TepBBIX, Ha OCHOBaHMM JaHHBIX O IIallUEHTE,
3apeTHCTPUPOBAHHBIX € NPUMEHEHHEM MEAMIMHCKHX H3Jeiuii, INpeAHa3HaYEeHHBIX UL
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MOHUTOPHHTA COCTOSIHHUSI OPraHU3Ma YEIOBEKa. A BO-BTOPBIX, HA OCHOBAHHH JaHHBIX, BHECEHHBIX B
eMHyI0 HH)OPMAIMOHHYIO CHCTEMY (TOCYIApCTBEHHYIO, PETHOHAIBHYIO HIH HHYIO, HalpHMep,
nH(pOPMALMOHHYIO cHcTeMy B chepe 3apaBooxpaneHus DenepaibHOro ¢oHma 00s3aTeILHOTO
MEIMIMHCKOTO CTPaxOBaHHS W TEPPUTOPHAIBHBIX (DOHIOB 0O0S3aTEIBHOTO MEAUIIHHCKOTO
CTpaxOBaHUs, WM WHPOPMAMOHHYI0 CHUCTEMY, NpeIHAa3HAUYCHHYI s cOopa, XpaHEHWs,
00paboTKM W mpenocTaBieHds WHGOPMAIMH, KACAIOIICHCS AeSTEIbHOCTH MEAUIHHCKHX
OpraHM3alyii U peJocTaBiIsieMbIX UMK ycuyr (1.5 ct. 91 @3 O6 oxpaHe 310pOBbs IPAXKIAH)).

Oxa3zaHne MEIUIUHCKHX YCIyr TOCPEACTBOM TEIEMEIHUIMHBI TPeOyeT HAIUYus Y
MEIUIMHCKOTO PaOOTHUKA YCUIICHHON KBATU(DUIINPOBAHHON JIEKTPOHHON MOAIIHCH.

B To ke Bpems KoHIenIus pa3BuTus TeJaeMeIUIHHCKEX TEXHOJIOTHit* peycmarpuBana
B KauecTBE NEPBOOYCPEIHBIX 33/1a4 KOHCYJIbTHPOBAHHE CIOXKHBIX OOJNBHBIX Ha PA3NHYHBIX JTaMax
OKa3aHUsI TIOMOIIH, B TOM YHCJIE B TPOLECCEe OKA3aHMs MOMOMLIN MOCTPAJABIINM B UPE3BBIYANHBIX
CHTYallHsX, yYTOYHEHHE IMPEBApPUTEIBLHOr0 AMAarHo3a M MeTona JjedeHust u mp. Kpome Toro,
Ha3BanHas KoHuenmus mpexycMarpuBana HECKONBKO HANPABICHHH Pa3BUTHS TEICMETHI[HHBI,
MOMUMO TEJIEMEIUIHHCKOH KOHCYIbTAIUH:

-TeNleMeIUIIMHCKAS JICKITHSL;

- TEJIEMOHUTOPHUHT (TeeMeTpust) QYHKIHOHAIBHBIX IOKa3aTeell, KOraa JaHHbIe MHOTHX
MAI[MEHTOB MEPEIAIOTCS B KOHCYIBTATHBHBIH IIEHTP;

- TEJIEMEANIIHHCKOE COBEIIAHNE (KOHCHUITIYM, CHMITO3UYM).

IMosTOMy TPUXOTUTCS KOHCTaTUPOBaTh, YTO peaiu3anus KOHIENIMH pa3BUTHUSL
TeneMeAnIMHCKUX TexHonoruid 2001 roza B HacTosIEe BPEMs TaK M HE 3aBEpILICHA.

B TO e BpeMs MHOIME M3 3alJIAaHUPOBAHHBIX B JaHHOIH KOHIEMIMU acreKThl yke
MPaKTHYECKH PEATM30BaHbl B JCHWCTBYIOIIEM 3aKOHOOATENHCTBE. B YaCTHOCTH, MperycMOTpeHa
OTJCIbHBIMH HOPMATHBHBIMH aKTaMH, PETYJIUPYIOIMIUMH TPaXKIAHCKO-IIPABOBYIO, YTOJOBHYIO H
aIMUHHUCTPATHBHYIO OTBETCTBEHHOCTb, a4 TAKKe WHTEIUICKTYalbHbIe TIpaBa W  MpaBUia
UICHTHOUKAINKE U ayTeHTH(OHUKAuUK (U3MIECKUX JML. B YacTHOCTH, IIpaBOBOE pEryiInpoOBaHUE
OTBETCTBEHHOCTH MEIMIIMHCKOTO W TEXHHYECKOTO IMEPCOHANA 33 OPTaHU3aluio, MPOBEICHHE W
KOH(HACHIMAIBHOCTE Telle-KOHCYJIbTAlNH, INPeIyCMOTPETh KOTOPYIO II0 MHEHHIO aBTOPOB
Konuennuwu, cienyer, yxe npexycmorpeno Hopmamu 'K (B wactHoctH, npasuiia I'K o jorosope
OKa3aHHUs YCIyr MPUMEHSIOTCSI IPU HAJIO)KEHUH OTBETCTBEHHOCTH 3a CIENAHHOE 3aKIIOYeHHe, 3a
JIOCTOBEPHOCTh MH(opMaIu, MyoarKyeMoii Ha BeO-cepBepax, mpasuia 4.4 'K — 3a obecnieueHue

aBTOPCKMX M MMYLIECTBEHHBIX IIpaB Ha MaTepuaibl, HCHOJIb3yeMble B IpoOIEcce Tene-

4 Kourenus pasBuTHS TeJEMETMIMHCKUX TexHoJornit B Poccuiickoit ®emepaiuu, yTB. Ilpukasom
Munsapasooxpanerns P® u PAMH 27 asrycra 2001 Ne 344/76
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KOHCYIbTAallMM) M JPYrUX aKTOB, B TOM 4Yucile mpaBmna EnuHOH cucTeMbl MICHTHOHKAIUH U
ayreHTH(duKanun B UMHQpACTpyKType, obecneduBarone HHYOPMAIMOHHO-TEXHOIOTHYECKOE
B3aHMOJCHCTBHE  HMH(POPMAIMOHHBIX  CHCTEM,  HCIONB3YeMBIX  JUIS  IPENOCTABICHUS
TOCYNapCTBEHHBIX U MyHUIMITATHHBIX YCIYT B 2EKTPOHHOH dopme® (B 4acTHOCTH, MO BOTPOCAM
KOH(UACHIMAIBHOCTH W TOCJEAYIOIIeH 3alluTe IIePCOHANBHBIX JaHHBIX; HPOTOKOIH3AIUH
TENeMEININHCKON KOHCYIbTallUH; ayZeHTH()UKAINN KOHCYIbTAHTA; TEXHUIECKOrO 00EeCIeueHuUs
CBOCBPEMEHHOI'O  IIPOBEACHUSI  TEJIEMCIHUI[MHCKOIO CeaHca; OOCeCHEedYeHHS aBTOPCKHX H
UMYIIECTBEHHBIX IIPaB HAa MaTepHalbl, HCIOIb3yeMble B IPOIECCE TEIEKOHCYIbTAHU HIIH
JICKIINH).

CneflyloliM 1aroM B PasBUTHH LU(POBOi KOHOMHKM B cepe MEIUIMHBI CTaHET
pasButHe pbiHka HealthNet.

Cornacuo «IIporpamme pa3sutisi HudpoBoi  dkoHOMHKH B P® gm0 2035 Toma»®,
npeioxenHoi LlenTpoM u3ydenust nudpoBoil (IEKTPOHHOH) IKOHOMUKH, B chepe MEAUIUHBI
poiHok HealthNet cTaHeT HOBBIM HHHOBAIIMOHHBIM PHIHKOM, KOTOPBIH BKITIOUaeT B ce0S1 OTKPHITYIO
OKOCUCTEMY, IIPEJACTaBJICHHYI0 OpraHM3allUsIMH, NPOM3BOJAIIMMU M  HPEJOCTABIAIONMMU
OMOTEXHONOTHYECKHEe M MEIHUIMHCKHE IPOAYKTHI U YCIYr, KOTOpBIE BEAyT K 3HAUUTEILHOMY
YIy4IIEHHIO 3/I0POBbs U KauecTBa XKU3HU ueoBeka B Poccuu u B Mupe.

Paszeutuio peiaka HealthNet ocoOeHHO coAeHCTBYyeT pa3BuUTHE Takoil LU(POBOIt
TEXHOJIOTHM, KaK CHUCTEMa paclpeAeieHHOro peectpa (cucrema OJOKYeiiH). YTBepKAeHHAs
poccuitckum TTpasutensctsom ITporpamma «I{udposas sxkoHoMuka B Poccuiickoit demeparum»’
Ha3bIBAae€T CHUCTEMY PAaCHpEIENeHHOTo peecTpa (Wiu «OIOKYeifH») OJHOW U3 OCHOBHBIX CKBO3HBIX
THPOBBIX TEXHONOTHIA.

HecmoTpst Ha IPOBEJECHHYIO HENABHO IIMPOKOMACIITAOHYIO pedopMy TIpaxJaHCKOIO
3aKOHOJATEIbCTBA, IOCIENHee IMO-TIPESKHEMY HE YJYHTHIBACT IOSBICHHE HOBBIX TEXHOJIOTHH M

SIBJICHWI B HaIlen JKU3HH, B YaCTHOCTH, HE YIIOMHUHACT, a NMMOTOMY U HE Ipeiara€t MmpaBOBOTO

5 Tlocranosnenne IlpaButensctBa PD or 10 wmroms 2013 Ne 584 «O6 wcnonb3oBaHum (eaepanbHOR
rocygapcTBeHHOH HHGOpManuMoOHHOH cucreMbl «EnuHas cucTeMa HIGHTHOHKAIMM U ayTeHTUQUKAIMH B
HHpaACTPyKType, obecreynBaonie NHYOPMAIMOHHO-TEXHOIOTHYECKOE B3aHMOICHCTBHE HHOOPMALIHOHHBIX CUCTEM,
HCTIONB3YeMBIX JUIA TIPENOCTAaBICHHS TOCYJApCTBEHHBIX M MYHHIHMIAIBHBIX YCIAYT B OIEKTPOHHOH (opme;
nocraHosieHue IpaBurensctea P ot 28 Hos6pst 2011 Ne 977 «O denepanbHoii rocynapcTBeHHON HHPOPMAIMOHHOM
cMCTeMe  WICHTH(QUKAIMM M ayTeHTHQUWKauuM B MHOpacTpykType, obecneunBaronme HHPOPMAIMOHHO-
TEXHOJIOTHYECKOE  B3aMMOJCHCTBHE  MHDOPMALMOHHBIX ~ CHCTEM,  HCHONB3YEMBIX  JUIA  TIPENOCTaBICHHS
TOCYNapCTBEHHBIX H MyHHIIMIAGHBIX YCIYT B 2JIEKTPOHHON (popme; p.

6 Tlporpamma passutus uudpoBoil (371eKTPOHHOI) skoHOMUKHM B Pd 10 2035 rosa // caiit Accoumauun
3JIEKTPOHHBIX TOPrOBBIX MIIOIIAA0K [http://www.aetp.ru/news/item/410256]. Jlata noctyna: 31 okrsi6ps 2017.

7 V8. Pacnopsukennem Ilpautenscra PO ot 28 mions 2017 Ne 1632-p «O6 yTBepsk€HHH NPOrPAMMBI
«udpopas sxoHomuka Poceuiickoit ®eneparmm» // C3 PD. 2017. Ne 32. Cr. 5138.

8 A63.15 O6mmx nosnosxennit nporpammsl «Lludposas skonomuka Poccuiickoit Deneparumy.
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PEryIMpOBaHUS U 3aKOHOAATENHHOTO IIOX0/1a K TAKKM HOBBIM ISl POCCHIICKOTO IIpaBa MOHATHSM,
Kak OJIOKYeHH.

brnokueitH (0T aHMI. - Hemoyka OJOKOB) WM CHCTEMa pPacIpelelIeHHOIO peecTpa
(haKTHYeCKH MPEeACTaBIsIeT co00H MyOIMUYHBII peecTp, conep Kaluii JaHHBIE O BCEX TPAH3AKIHAX
CHCTEMBI, YJOCTOBEPEHHBIX OJJIEKTPOHHBIMH MOANMCSIMH. TakuM o0pa3oM, C TOUKH 3PCHUS
TPaXAAHCKOTO MpaBa OJIOKYEHH-peecTp NPenCcTaBiIsieT co00i 3IeKTPOHHbIH TOKyMeHT. [locnennuit
npenycmorpeH DenepansHbiM 3akoHOM «O0 nH(OpManyM, HHOOPMAIMOHHBIX TEXHOIOTHSIX U O
samure uHpopMarum»’. Cama cucTeMa GIOKYeHH MOXKET ObITh KBaNMM(MIMPOBAHA KAK CIIOCOO
¢uxcanuy HHGOPMALMHK B JOKYMEHTE, OTIHYHBIM OT PyKOIIHCHOTO.

Cucrema OJIOKYEHH NPUMEHSETCS B Pa3HBIX OTPACIAX, IPEXIE BCEro, B chepe oKasaHus
YCIIYT, HampHMep, B MEIWIMHE, TOCYJapCTBCHHBIX ycIyrax W np. B Tom umcne, Gnokueiin
OpUMeHsieTcss A (HUKCAllMU  CBEJICHHUH, YOOCTOBEPEHHBIX KpUNTOrpaduueckd, HIH(PPOBHIM
crocoOoM myTeM (PHKCALUK TEKTPOHHBIX 3aMUCeH 0 TPAH3aKUUSIX B OJIOKYCHH-CETH.

TexHnonorusi OJOKYEWH MpeACTaBIseT cOOOM mexHonocuro 6 obiacmu pabomsi ¢
OGHHBIMU, PA3BUTHE KOTOPBIX, HECOMHEHHO, SBIISIETCS OYEHb BOCTPEOOBAHHBIM I Pa3BUTHS
PBIHKA OKa3aHMSI MEAUIUHCKHX yciryr. K ApyruM nudpoBBIM TEXHOIOTHSIM B 00JacTH paboThI C
JTAaHHBIMH OTHOCSITCS HCKYCCTBEHHBII MHTEIJIEKT, TyMaHHbIE BEIYMCIICHHS], KBAHTOBbIE TEXHOJIOTHH,
CYIIEpKOMITBIOTEPHBIE TEXHOJIOTHH, TEXHOJIOTUH nAeHTH(HUKAINH, MaTeMaTHIecKoe
MOJIC/IMPOBAHHE M CKBO3HBIC ~TeXHONMOrnu'®, KOTOphle HE TONYYHJIM  OTPAKCHHA B
3aKOHOZIaTeIbCTBE U HE aHATTM3UPYIOTCS B IOPUIIIECKOH JINTepaType.

IIpencrasnsiercs, TeM He MEHee, YTO HX UCCIeJOBAHHE, KaK H HHBIX, B TOM YHCIIE HOBBIX

I (POBBIX TEXHOJIOTHH, B OIIKAHIINM Oy/IyIieM CTaHeT HeOOXOIUMBIM U BOCTPEOOBAHHBIM.

9 ®3 «O6 uudopmariu, MHGOPMALMOHHBIX TEXHOIOTHAX U O 3alUTE HHPOPMALIUI»
10 Cm.: Konmenmio passutus mudypoBoit (31eKTpOHHOM) s3koHOMUKH B P® 110 2035 roaa.
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K Bompocy 06 ouenke Bpeia 310pOBbIO
Cemenos C.J1.
doyerm Kagpedpuvl Ye0106HO20 NPABA U Y2OI06HO20 NPoyeccd, K.M.H.,

Canxm-Ilemepbypeckuii 20cy0apcmeentbiil SKOHOMUYeCKUil yHugepcumen

On the assessment of health damage
Semenov S.L.
Associate Professor of Criminal Law Chair,

Saint Petersburg State Economic University

Ilpu oueHKe Bpena 370pOBbIO, OCOOCHHO B IPAXKAAHCKOM MPOLECCE MO TaK HA3bIBACMBIM
«Bpa4eOHBIM JIENaM» 3a4acTyl0 MPOMUCXOJMT IOAMEHA MOHSTHIH, TaKUX KaK IPaBUIBHOCTh
[POBEICHHOTO JICYCHUsI, COOTHOCHMOCTh €r0 C KPUTEPHSMH, H3JIOKCHHBIMH B HHBIX, HE
OTHOCSIMXCS K KAKOMY-JI0O MPOLeCCyanbHOMY JACHCTBHIO, JOKYMEHTAX.

B mocnennee Bpemsi Hanbosee 4acTO MOXKHO YBHIETh IMOAMCHY MOHSTHH MPAaBHIBHOCTH
[POBEJICHHOr0 TALHMEHTY JICYCHMs, JIMOO HAUIOKANIMMH WIM HE HaIeKalMM 00pasoM
[POBE/ICHHOTO JICYCHHSI TEPMHHOM «Ka4eCTBEHHOCTH» IIPOBEIACHHOIO JICYCHHs. PaccMoTpum
JIAHHbIC IOPHINYECKUE TEPMUHBI:

- TCpMHUHBI, OTHOCSINMECS K KadecTBy JedeHHs] Haxonarcs B Ilpukaze Munncrepcrsa
3npaBooxpaneHus P® or 10 mas 2017 r. Ne 2031 «O0 yTBEep:KA€HUN KPUTEPHEB OLIEHKH KauecTBa
MeIUIMHCKON nomomu». TaM OfHO3HAYHO U HEABYCMBICICHHO yKa3aHO Ha cepy HMpHMEHCHUS
nauHoro nousTust «KadecTBo nedeHus»: myHKT 1.2. «Kpurepuu xadecTBa MPUMEHSIOTCS B LIEISIX
OLICHKH CBOCBPEMEHHOCTH OKa3aHMsl MEIMIMHCKOW IOMOINM, HMPaBWIIBHOCTH BEIOOpa METOIOB
Opo(UIAKTHKY,  AMATHOCTHKH,  JICYCHHS W peabMINTalMH,  CTEMEHH  JOCTHIKCHUS
3aITAaHMPOBAHHOTO pe3ysbTaTay. B aToM ke mpukase (paszen 3) ykazaHbl 9TH kputepun Kauecrsa
OKa3aHHOW MEAMLHMHCKOM moMoIny. J[aHHBIA JOKyMEHT HE HpEAHA3HA4YCH UL MCIIOJIB30BAHUS B
IPOIIECCYaIbHOM IIIaHe, TaK KaK 3TH KPHTEPHUH HCIIOIB3YIOTCS IS 9KCIIepTHOH oneHkn Kadyectsa
OKa3aHHOM MEJHUIMHCKONH IIOMOINM, a WCHOJIb3yeTcs B MEXKBEJOMCTBEHHON OIEHKE s
HPOM3BOJICTBA KOHTPOJIS 32 OKA3bIBAEMBIMU MEAULIMHCKUMH YCIIyTaMH;

- HOJ HA/UISKAIIUM O0pa3oM OKa3aHHOW MEIUIIMHCKOW ITOMOIIBI0 MOXKHO CIICIYIOLINE
IOPUAMYECKHE acleKThl, u3noxkeHHsle B cT. 309 I'paxnanckoro Kogexca P®, kacaromumecs
00513aTEeIBCTB €€ HCIIOJIHEHUS U YKa3bIBAIOLIME Ha TO, YTO B3SIThIE Ha ce0S MEAHUIMHCKAM
HepCOHAIoM 00s3aTeIbCTBAa JIOJKHBI HCHONHATHCS HaUICKAIIUM 00pa3oM B COOTBETCTBHU C
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YCIOBUSIMH 3THX «00s3aTeNbCTB» U TPeOOBAaHHSIMHU 3aKOHA, WHBIX NIPABOBBIX aKTOB, a IPH
OTCYTCTBHMHU TaKHUX yCIOBHH H TpeOOBaHHI — B COOTBETCTBUH C 00BIUAsIMU JIEIOBOTO 060poTa
WIN WHBIMH OOBIYHO NpPUMEHSeMBIMH TpeOoBaHusMH. Kpome yka3aHHOro 3aKOHa MOXHO
BOCIIOJIb30BaThCs nosoxkeHusiMu O3 «O0 ocHOBax OXpaHbl 370pOBbs rpaxaaH B POy, 3akoHa
P® «O 3amure mpaB moTpedutenei», TAe COAEPKHUTCS HHGPOPMAIMS, YTO MEIHUIMHCKAs
IOMOIIb, KaK yCIyra, KOTOPYIO IOTpeOIseT MalueHT, AOJDKHA OBITh HAIJIKAIeTo KadecTna,
HaJUIeXkaIero odbeMa, OKa3blBaThCS HAJUICKAIIUM CyOBEKTOM, HaIJIeKalluM o0pa3oM, B
HaJyIeXalee BpeMs U ¢ COOIIOeHHEM YCTaHOBICHHBIX IIpaB MaIlHeHTa.

B HacTosimuii MOMEHT, B 3aKOHOJATENbCTBE OTCYTCTBYET YETKOE OIPEACICHHE MOHATHS
HEeHaJJIeKallero OKa3aHus MEeJULIUMHCKOI moMomu. B cBsI3u ¢ 9THM, HEHaJJIeKalllee OKa3aHUe
MEJMIIMHCKOM TTOMOIIM MOKET OBITh OLICHEHO KaK BapHAHT IPOTHBOIOJIOKHOTO HAJUICHKAIIETO
OKa3aHUS MEAMIUHCKOW MOMOIIU H, COOTBETCTBEHHO, OyAeT NMPEACTaBIATh COOOH OKa3aHUE
MEAMIUHCKOM MOMOIIM, HE COOTBETCTBYIOLIEH TpeOOBaHUAM, MpPEIbIABIAEMbIM K HeEH
3aKOHOJATENIeM [0 BCeM CYIIECTBYIOIIHM B MEJHIUHCKOM HayKe IIpaBUIaM.

Hcxons u3 ombiTa HPOBEJACHHS CyJeOHO-MEAMIMHCKUX SKCIEPTHU3, MPOBOJUMBIX B
Boenno-Meaununckoit AkageMuu U 00OCHOBAHHBIX B TPYAaX KaHAWZATa MEAUIHMHCKUX HAyK
B.B. AibIIEBCKOTO, MOXXHO CIeJaThb HEKOTOpbIe HauboJiee YCTOSBLUIMECS KPUTEPHH, COTIACHO
KOTOPBIM B YTOJIOBHOM H TpaKAaHCKOM Iporecce Hambolee MEPCHeKTHBHO NPOU3BOIHUTH
OLIEHKY HaJUIe)Kallle MTH HeHaJIeKalle OKa3aHHOW MEeIUIUHCKOMH MOMOIIN:

- 000CHOBAaHHOCTh BCEX NCUCTBUIl WM OE3ICHCTBUI B KaKAbli MOMEHT BPEMEHH BCETO

Neproja MeJHIMHCKOTO HAOIIOACHHS 32 IAlIUEHTOM;

- COOJIIOJICHNE YCTAaHOBJICHHBIX YCIOBHI COBEPIICHMS WM HE COBEPIICHHS 00OCHOBAHHBIX

JCHCTBHUIA,

- CBOEBPEMEHHOCTh 000CHOBAHHBIX JICHCTBHN;

- TeXHHYECKas IPABUIIbHOCTh UX BHIITONHEHHS;

- Haubonbmmii 00beM OOOCHOBAHHBEIX JEHCTBHII B KOHKPETHBIX YCJIOBHUSX OKa3aHUS

MEJUITHHCKON TOMOIIH.

IIpy 5TOM yKa3aHHBIE KPUTEPHH HE SBISIOTCS HCYEPIBIBAIOIINMY, UX (GopMynupoBaHHe
OCHOBaHO Ha JKCIIEPTHOH IPAKTHKE TOKAa3yeMOCTH B Cy/Ie.

Ha naHHBII MOMEHT OIYOJIMKOBAaH OJMH M3 HamOonee BAXHBIX I BO3MOXKHOTO
IPOIIECCYyaIbHOTO  O0ECIeUeHUsI yKa3aHHBIX Bplle 3amgad  JMOKYMEHT, W3JAHHBIH ITIaBHBIM
BHEWITaTHBIM criennaniuctoM M3 P® — riaBHbIM CyaeOHO-MEAMIMHCKUM 3KcnepToM KoBasieBbIM.
A.B. «Ilopsnok mnpoBeneHHs CyIeOHO-MEIUIMHCKOW JKCIIEPTHU3Bl M YCTAaHOBJICHUS] HNPHIWHHO-
CJIC/ICTBEHHBIX CBs3ed MO (aKTy HEOKa3aHMs WIM HEHAIJISKAIIEero OKa3aHWUs MEIULUHCKOM
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nomotu (Meroanueckue pekomenaanun). / Kopanes A.B. — M.: ®I'BY «PLICMD» 2017 rom».

B maHHBIX pPEKOMEHIAUMSAX COIAEPXKUTCS HH(OPMAIHs, MMO3BOJSIOMAsS OCYIIECTBISITh
€IMHBIX TOIXOJ K NPOBOAUMBIM B P® CyneOHO-MEIMIMHCKUM 3KCIEPTH3aM IO «BPadeOHBIM
JieaM», TO €CTh IO JIeNIaM CBSI3aHHBIM C OKa3aHMEM WJIM HEOKa3aHWEM MEAMIIMHCKON MOMOIIH,
HE3aBUCHMO OT UX MPOIECCYATbHOCTH (KaK B YTOJIOBHOM TakK M B IPayKIaHCKOM IIPOLIECCe).

OpnHako, pelieHne 3THX BOMPOCOB B KAXKIOM CIydae 3aBUCHT OT KOHKPETHOH CHTYallHd U
TOTO MAlMEHTa, B OTHOLICHUH KOTOPOTO MPOUCXOAUT OLICHKA IIPOBEICHHOTO JICUCHHS.

Ilo cnoxuBmieiics B P® mpakTHke Takas OIEHKA MPOUCXOMUT NPH HA3HAYCHUH U

MPOBEACHUH B OTHOILICHUH ITOCTPAAaBIIETO CyI[eGHO-MeZ[HHHHCKOﬁ SKCHEPTHU3BI.

116



CorpyaunyectBo Poccun n Kuras B cepe menuuunsl. [lepcnekTuBbl U BHI30BBI
Vporcymyesa T.5.,
Jlupexmop Llenmpa uzyvenus Kumas u cmpan ATP Cankm-Ilemepoypeckuii

20CY0apCmeeHHblll IKOHOMUYECKULL YHUBepcunem
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Sino-Russian cooperation in the field of medicine. Prospects and challenges
Urzhumtseva T.B.,
Head of Center for China and APR Studies, Saint Petersburg State University of Economics
Vostrikova I.Yu.,
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medicine

B cBere nocnenHuX coOOBITMI Ha MHMpPOBOHM apeHe Bcé Oombliee 3HaueHue aus Poccun
nprobperaer corpyaHudecTBo ¢ Kwuraiickoit Hapommoit Pecmy6muxoil. ITomymspHocTs 00omx
PBIHKOB — M POCCHICKOTO, M KHTaCKOro — celdac pacTeT, Bce Ooublie U OOJbIlle HHBECTOPOB
MEPECEKAIOT IPAHUIIBI HALIUX CTPaH B MIOUCKAX HOBBIX MEPCIEKTHBHBIX BO3MOXKHOCTEH. Toproseie
000pOTHl  HEYKIOHHO  YBEIMYHBAIOTCA. OKOHOMHYECKOE COTPYAHHYECTBO JABYX CTpaH
pacmpocTpaHseTcss Ha caMble pasHble cepbl, B TOM 4YHCIE W Ha OTPacid MEAUIHUHBI |
(dapManeBTHKH. MacmTaOHBle COBMECTHBIE IIPOEKTBI, TaKHe Kak «OKOHOMUYECKHH MOsiC
[lenkoBoro myTw», HHTErpaunus B pamkax EBpasuiickoro >KOHOMHMYECKOIO COI033, BCTPEUM
PYKOBOZUTENEH BEHICIIETO YPOBHS, [AlOT CEPbE3HBI MMITYIbC Pa3BHTHIO CaMBIX Pa3HBIX
HanpaeineHuil. B 2015 romy ObulM  3aJlO)KEHBl  OCHOBBI ~ pealu3allid  MPUHIMIA
B3aUMOJIOTIOIHAEMOCTH U B3aUMOCBA3aHHOCTH 3KOHOMMK Kurtas u Poccun. Heratusnas 3amajgHas
KOHBIOHKTYpa OTKpbIIa OrpOMHBbIE BO3MOKHOCTH MJ1 COTPYJHUYECTBA HE TOJIBKO B TaKHX
TPaJUIHOHHBIX cepax, Kak SHEPropecypchl, HO U MO MHOXECTBY APYTHX HAIpaBICHUH, B TOM
4ycrie ¥ B 00/1aCTH 3[]paBOOXPAHEHUS.

Kak 3ametnn ITocon PO B KHP Angpeii Jlenucos: «KOHTaKTbl BBICIIMX PYKOBOJMUTENEH —
YEeTKUH HMHAMKATOP COCTOSHMS IOJMTHYECKUX OTHOLICHWH Mexay crpaHamu. Cama mo cebe
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MHUNUATHBA "DKOHOMHUYECKoro mnosica IllenkoBoro myTH" ¥ IJIaHBI CONPSDKEHUS HHTETPAITHOHHBIX
IPOEKTOB - 5TO OTHIOAB HE TOIBKO TPAHCIIOPT, 3TO KOMIIJIEKCHBIN S9KOHOMHYECKHUIT IIPOESKTY.

Jlu Bomsuyn, mpesugenr AO «AWCubuCu bank» (poccuiickoe — OTHeneHue
[MpomsituienHOro U Kommepueckoro Gamnka Kurast — Industrial and Commercial Bank of China
Ltd.) ormeTm ocHOBHYIO IpobIieMy coTpyaHI4YecTBa: «POCCHICKHI HHBECTHIMOHHBINA KIIMMAT BHE
BCSIKOTO COMHEHHSI MOJKHO CUECTh ONaronpHATHHIM. DKOHOMHUKH HANIUX CTPaH (QyHKIHOHUPYIOT B
TECHOM B3aUMOJEICTBUY, U POCCHICKUH PBIHOK IPEJCTAaBIICTCS HaM OYCHb HPHBIEKATEILHBIM.
JIo6oii Ou3HeC 3aMHTEpPECOBAH B IIOMYYCHHHM NIPHOBUIM. S1 MOy COITIacHTBhCS C TeM, UYTO
NPHCYTCTBHE HA POCCHHCKOM pPBIHKE COIPSDKEHO C OIPENENICHHBIM DPHUCKOM, OJIHAKO s OBl
chopMynupoBai 3T0 MO-Apyromy. Puck, uim ¢Gpakrop HEONpEeneNICeHHOCTH, 00YCIIOBIIEH B MEPBYIO
odepesib MH(POPMAIMOHHOW acUMMeTpHeil. MBI BHANM, YTO POCCHICKOH CTOpPOHE HEAOCTaeT
3HaHUW O KUTAHCKOH (MHAHCOBO-TIPEANPUHUMATENBCKON KYJIbTYpe M MIOHUMAHHS 3TOM KyJIbTYpBbI.
To ’xe MOXHO CKa3aTh U O KMTalCKuUX KOMIaHUsX, paboratommx B Poccun. Ham HyxHO Gosibliue
y3HaBaTh O NPHHIUIAX PETyIUPOBAHUS PHIHKA U OCOOCHHOCTSX Pa3IMYHBIX OTpacieil 3KOHOMHKH
HAaIIUX CTPaH».

OT10 a0CONMIOTHO cHpaBeqIHBO U A paboTel Poccum m Kutas B chepe MemumuHsl 1
(apManeBTHKH. 3paBOOXpaHEHHE SBIAETCS CTPATETMYECKH Ba)KHBIM HAIpPABICHHEM Pa3BUTH
mo6oro rocynapersa. Poccust u Kutaif ynensror 3HaunTeIbHOS BHIMAHHE MTOBBIIICHHIO KAY€CTBA 1
00BEMOB YCIyr B 0ONacTH 3[paBOOXpaHeHHs, NpobHIakTHKH 3abojeBaHuil, TpaHchepy H
BHEIPEHHIO BBICOKMX TEXHOJNOTHH B cdepe MeIUIUHBL, (DapMaleBTUKH ¥ IPOU3BOJCTBA
MEIUIMHCKOTo 00opynoBanus. DPPEeKTHBHO pabOTAIOT MEXIPABUTENbCTBEHHbIE KoMUccHU PD u
KHP B obmactm MemuiuHBI ¥ (papMaleBTHUSCKON IPOMBIIUICHHOCTH, PaCIIUpseTCs AEJIOBOE
IapTHEPCTBO MEXKAY KOMIIAaHHSAMHU-Pa3pabOTUMKAMH M IIPOM3BOACTBEHHBIMHU IIPEIIPHUATUSIMHI
Poccnn m Kwuras. OdeBHIHO, YTO B BOIPOCAX Pa3BUTHS HHHOBAIIHOHHOTO-TEXHOJOIMYECKOTO
nuanora, 6e3 KOTOPOro HEeBO3MOXKHA BBICOKOTEXHOJIOTMYHAS MEAUIUHCKAS U (papMaIieBTHIeCKast
npojaykius, Poccus n Kurail Hakonwm 3HauuTenbHbIH onblT nmaptHeperBa. B 2014 rony Kurait
cran TinaBHOU crpaHoi-maptaepoM |l MockoBckoro MmexayHapognoro ¢opyma «OTKpBITHIE
nHHOBamun». B TomM ke romy Poccus crama I'maBHeIM modyeTHBIM rocteM CeapMoro
Mesxnynapoguoro ®opyma «lymzsu» B Illanxae. B 2015 romy Kuraii BblcTynui crpaHOii-
[apTHEPOM MpOMbINUICHHOW BbicTaBkH «/HHOMpoM» B Exarepunbypre, a B Havane HoOs0ps 2016
roza B Illanxae cocrostace Kutaiickas MexayHaponHast npomsinieHHas BeictaBka «CIIF-2016»,
rae crpaHoii-maptHepoM Obita Poccusi. 24 wmions 2016 roma B IlekuHE COCTOSIIOCH TpPEThbE
3acenanue MexIpaBUTeNbCTBEHHOW Poccuiicko-Kuralickoii KOMHCCHMM TIO HHBECTHLIHOHHOMY
COTPYIHUYECTBY IOA HpescenarenabcTBoM Ilepsoro samectutens Ilpencenatens IlpaButenscrBa
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Poccuiickoit ®enepanun Urops lllysanosa u 3amecturens IIpembepa I'ocymapcTBenHOro coBera
KHP Ysxan aonu. B pamkax MexnpaBKoMUCCHH 0100peHO 66 pOCCUIICKO-KUTAWCKUX ITPOEKTOB, B
T.4., HAI[pUMEp, MOJAMNUCAH MEMOPAHIYM O B3aUMOJEHCTBUU M COTPYIAHUYECTBE Mex Iy Poccuiicko-
Kuraiickum coBmectHbiM mpeanpusitueM OOO «Cuabnonumep Memuuunay u  Kuraiickoit
kommanuent «Beijing Teasun Technology Co. Ltd». OpmHum n3 BaKHEHIIMX MHPOBBIX COOBITHIA
2017 rona cran MexnyHnapoansiii ¢popyMm «OauH mosic — onuH nyTb» B [lexune. Kak cooOuummu
kutaiickue CMU, munep KHP paccmarpuBaer Poccuto, kak OJHOr0 M3 OCHOBHBIX NMapTHEPOB, a
EBpasuiickuii JKOHOMHYECKHII COI03 O0O3HAUeH B CIIHCKE IApTHEPOB II0 HHTETPAlHOHHOM
WHHMLMATHBE HA IEPBOM MECTE.

B rymanuTapHoii o6sactH 3a nocieaHee BpeMs TaKKe MO0 HEMAIO 3HAaYUMBIX COOBITHIL.
B wmione 2016 roma cocrosnoce XVII 3acenanme Poccuiicko-kuraiickoit Komucenn 1o
TYMaHUTapHOMY COTPYIHHYECTBY C YydacTHeM 3aMmecTutens Ilpencematens IIpaBuTenscrBa
Poccuiickoii @eneparun Onbru Tomonen u 3amecturens Ilpencenarens N'occoBera Kuradickoit
Hapopanoii Pecniyonuku Jlro SupayH. B xone 3acemanust Onbra [onozen oTMeTnna pacTyuiyro
3} (EKTUBHOCTH JBYCTOPOHHETO COTPYIHUYECTBA B 00JIACTH 3/1paBooXpaHeHus. Kpome Toro, Obut
noxnucan Ilporokon 3acemanust Poccuiicko-KuTaiickoil moakoMHCCHH 1O COTPYJHHYECTBY B
005IacTH 3IPaBOOXPAHEHHs, KOTOPBIl PErylIHpyeT B3aUMOJACHCTBHE MEXAy CTpaHamu B cdepe
3][paBOOXPAHECHHS Ha CICAYIOMIUH TO.

B 1o xe Bpems B Mockse mpoxoaun V ®opym pektopoB By3oB Poccum u Kuras, rae
npuHsan ydactue 90 pekTopoB poccuiickux yHuepcuteToB M 80 kuraiickux. Ha ®opyme
COCTOSUIOCH IOJNUCAaHNE COTMIANICHHS O B3aUMOAEHCTBUH B cepe pa3BUTUS POCCHHCKO-KUTAHCKHX
IPOEKTOB B 00IACTH BBICIIETO MEIUIIHCKOT0 00pa30BaHHUsL.

OnmHMM W3 OPHOPHTETHBIX HAMpPaBICHHI COTPYAHHYECTBA B OOJIACTH MEIMIMHBI MEXTY
Poccueit u KHP sBnsercs nearensHocTs Poccuiicko-Kuraiickolt accoumanuy MEAMIIMHCKHUX
yHUBepCTUTETOB. B Hacrosiee Bpems B coctaB PKAMY Bxomar Goiee 35 oOpa3oBaTenbHBIX
opraHu3anuii Beicmero oopazosanust Poccun u 46 menuimHckux yHuBepcuteroB KHP. Llemsmu
paboTHI acCOIHANH ABISIOTCS:

e pa3BHUTHE CHCTEMBI  BBICIIETO Ipod)eCCHOHANBHOTO,  JIOMOJTHUTEIBHOTO
podecCHOHABHOr0 00pa30BaHus B 00JIACTH MEIUIMHBI U (hapMaLnHy;

® OpraHu3aIMs MEXTYyHAPOJHOIO COTPYQHHUYECTBA WICHOB ACCOIHMAIMH B 00JacTH
y4eOHO-METOIMUECKOM, HAYYHO-HCCIIEIOBATEIbCKON 1 MEJULIMHCKON JICSTEILHOCTH;

e cozeiicTBUE Pa3BUTHIO IPOGECCHOHANBHBIX PHIHKOB TPY/ia B 00IACTH METHIIHBI;

e cozeiicTBUE BHEPEHHIO HauOONEE BBICOKMX MEXIYHAPOIHBIX CTaHIAPTOB KayecTBa

O6pa3OBaTeHBHHX nporpaMMm U Hay4HBIX HCCJICIOBAHUN W TIOJTOTOBKH Hay4YHBIX
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KaJIpoB B BBICHINX y4eOHBIX 3aBefieHUAX Poccuiickoil dexepanyun 1 oOeCIeUeHUIO
KOHKYPEHTOCIIOCOOHOCTH ~POCCHHCKMX BBICHIMX Y4YeOHBIX 3aBeJeHMH H HX
BBIITYCKHHKOB Ha MEX/YHApOLHOM 00pa30BaTeIbHOM U HAYYHOM PBIHKE;

e cozeiicTBUE O00ECIIEUCHUIO BHICOKOTO KadecTBa 0Opa30BaTENBHBIX IIPOrPaMM B
obacTd  MEAMLHMHBL, peanu3yeMblX y4eOHBIMH 3aBeleHHsAMH Poccuiickoit
®Denepaiuyl Bcex ypoBHEH;

® COBCPUICHCTBOBAHHE HOPMATHBHOII NMPaBOBOH 0a3bl, peryqHpPYIOIIeH OTHOLICHUS B
o0acTu 00pa3oBaHUs U HAYKHU;

®  pa3BUTHE aKaJeMHUYECKOH MOOMIBHOCTH CPEAU BYy30B — WICHOB ACCOIMALINH.

Cpenu OCHOBHEIX pe3ynbTaTtoB paboTsl PKAMY — MHOro4nciIeHHbIE MEIUITHHCKUE JIETHUE
Y 3UMHHE IIKOJIBI, COBMECTHBIEC HCCIICIOBAHNUS, MEKYHAPOAHbIE KOHPEPCHIIUHN 110 MEIUIIMHCKOMY
oOpazoBaHnIo, (apMaKOJIOTHH, MHKPOOHOIOTHM ¥ TPOYMX aKTyalbHBIX HAaIpaBICHUH
CcOBpeMeHHON MeauiuHbl. B utone 2017 roma cocrosyioch O4EpeaHOE COBMECTHOE 3acelaHue
Accoraniun «COBET PEKTOPOB MEOWIMHCKAX M ()apMaleBTHYECKHX BBICIIMX y4eOHBIX
3aBeneHui» 1 Poccuiicko-Kuralickoit Accounanuy MEJUIIMHCKUX YHUBEPCUTETOB.

HecomuenHo, cdepa MemunmuHBl M (apMaleBTUKH — HEOThbeMIEeMas M BecbMa
MIPE/ICTABUTENbHAs YaCTh COBPEMEHHOro Ou3Heca. [IpaBurenscTBa 00enx CTpaH yaenstoT 0obIIoe
BHHMaHHE B3NMUMOZEHCTBUIO B cdepe Oe3omacHOCTH U IP(PEKTUBHOCTH HCIOIB30BAHUS
JICKapCTBEHHBIX MpernapaToB M MeauuuHCKoi TexHuku. [locne Berymienus KHP B BTO pesko
YBEIIMYHIICS SKCIIOPT KUTAHCKOH MPOIYKIMH, B TOM 4ucie (apmaneBTudeckoil. CeromHs MHOrue
rocygapcTBa, B TOM 4mcie H Poccus, SBISIOTCS MOTpeOHTENsIMH aKTHBHBIX (DapMaleBTUUECKHX
CyOCTaHIMH, JIGKapCTBEHHBIX  MPENapaToB, OWOJOIMYECKUX  INPEHapaToB U JAPYyroi
(hapmaneBTHUeCcKOi mpoayKiuu, npousBoaumoir B KHP, yto roBoput o ToMm, 4To HampaBieHue
MOJIEKYJISIPHOH MEJMIIMHBI Pa3BUBACTCS B MOCIICHEE BPEMst C 0CO00H HHTEHCHBHOCTBIO.

Ilo manueim DSM Group, 3a mepoe nomyroaue 2016 roma B Poccuro ObLIO BBE3EHO
cyOcTaHIMil /Ul IPOU3BOJACTBA JIEKapCTB Ha cymmy $253 MIIH, TO €CTh IPUPOCT IO CPABHEHHUIO C
aHanornuHelM  nepuopoM 2015 roma cocraBun  35%. «Pa3sHoHampaBieHHas —JAMHAMHUKA
CTOMMOCTHOTO M HaTypalbHOro 00beMa CBs3aHa C yBEIMYEHHEM IOCTaBOK cybcTaHuui u3 Kuras,
CpEHsIsl CTOMMOCTB O/{HOTO KHJIOIPaMMa KOTOPbIX cocTaBisier okoio $19. Cyberanuun n3 EBporsr
B cpeaHeM crosT okoso $480 3a kmimorpammy, — MOSCHHI TeHepanbHblil aupekrop DSM Group
Cepreii Illynsk. Bropoe mecto mo nocraskam 3ausiia Muaus (11,6%), Tpetbe — pannus (2,4%).

OtevecTBeHHbIE (PapMKOMIIAHMU Ha MEXAyHapoIHbIX BbicTaBkax B KHP (manpumep, Ha
KpynHeifnreii MexayHapoIHOW BBICTaBKE HHIPEIHEHTOB, KOMIIOHEHTOB, MONy(haOpHKAaTOB U

BCIIOMOTaTENBHBIX BeIIecTB s (hapMmaneBTuueckoii npombinuieHHOCTH «CPhl Chinay B Illanxae)
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OpPEJCTABIAIOT CBOM IIpemaparbl, B T.4. HHHOBAI[MOHHBIE, KOTOpHIE IUIAHHPYIOTCS IS
NpoJBIKeHUsT Ha pbiHKax lOro-Bocrounoit Asum. Poccuiickue KOMIIAaHMM OTMEHYAlOT MHTEpec
KUTaCKUX MPOU3BOAUTENEH K HX pa3paboTKaM, BeAyT IeperoBOpbl O COBMECTHOH pa3zpaboTke ais
KUTaCKOr0 phIHKA KOHKPETHBIX OPUTHHANBHBIX IpemaparoB. Cpeqy KOMIAHUH, peanu3yromInX
IOMCK IapTHEPOB B KHUTaliCKOM HampaBieHnu, Hampumep, 3AO "BIOCAD", mpousBomurens
MHHOBAIMOHHBIX IIPENapaToB I JICUCHHs] BUPYCHOTO XPOHHYECKoro renatuta C, OpHTHHAIBHBIX
pa3pabOTOK AHTUTEN K W3BECTHBIM TepaneBTHUeCKUM MuineHsM, win 3AO0 '"I'enepuym",
IPOABUTalONiee B TOM YHCIE MHpernapaTsl s JTeUeHHs reMO(WINU, NPOM3BOJHMBIC METOIOM
TeHHOW MH)KEHEPHH.

Benercs TecHoe corpynHuyecTBo ¢ LleHTpoM MHHOBanMii KOMIaHuM «AcTpa 3eHeKay,
HepeioBbIM MHHOBALMOHHBIM TpeanpustieM Kuras, paboraromeM B 0OJIACTH MCCICAOBAHHS U
pa3pabOTKH HOBBIX MOJIEKYJI U Pa3BUTHH TPAHCISIMOHHOM MenuuuHbl. Ente B 2012 roxy koMnanus
«Actpa3eHeka» OTKpbUIA LIEHTP 10 OMOMH(OPMATHKE M NPOTHOCTUYECKOW MeaunuHe B CaHKT-
TlerepOypre. Ero nesrenbHOCTh COCPENOTOUCHA HA Pa3BUTUH OMOMH(OPMATHUKU, METO/IOB aHAIIM3a
JIAHHBIX M TPOrPaMMHOTO M CHCTEMHOro obOecredeHus Ui Oojiee TOYHOTO MPOTHO3UPOBAHUS
6e3zomacHocTH U A(()EKTHBHOCTH HHHOBAIIMOHHBIX JEKapCTBEHHBIX IpemapaToB. Kpome Toro,
IleHTp aKTUBHO COTPYAHMYAET C BEAYUMMH poccuiickumu By3amu u HUMU, copeiictBys
IPOABIKEHHIO cOBMecTHEIX R&D u Tpanchepy TexHomoruii Mexxay HaIlMMH CTpaHaMH. BaxHbIM
HaIpaBJIeHUEM JeITeIbHOCTH KOMIAaHUU U l{eHTpa MHHOBALMIl SIBIAETCS MPHBICUYCHHUE MOJOABIX
TaJIaHTOB, PaboTa CO CTyJCHTaMH, BBITYCKHUKAMH H aCIIHPAaHTaMH MPO(IILHBIX BY30B.

B untepBeto TACC, roBopsi 0 pacIIMPEHUH TOPrOBO-PKOHOMUYECKHX CBS3EH MEXKIY ABYMS
CTpaHaMHM M OTKPBITUM HOBBIX pPbIHKOB, nocos Poccum B Kurtae Amnppeit JleHucos mnpusen
HHTEPECHBIN (aKT: «...HOBBII M HEOXKUIAHHBIA PHIHOK, KaK JIEKapCTBEHHOE ChIpbe. Ham u3BecTHO,
9TO KHTalicKas MeIWIMHA B 3HAYHTENBHOH Mepe Oasupyercs Ha pPa3sHOTO pOAa PACTUTEIHHOM
ceIpbe. OfHAKO CTpaHa OOoMIbIIAs, ¥ 3[CHIHUI ero pecypc sl KUTaiCKOi MeqUIMHBI OrpaHudeH. B
YeM B 4YeM, a B Pa3HOTO poja IMKOPOCaX y HAc Takas K€ BBIMIPHINIHAS ITO3MIMS HA MHPOBOM
PBIHKE, KaK U B 00JIaCTH YIIIeBOAOPOa0B. Poccus B 3T0il cdhepe IpocTo yHUKATbHAS CTPaHA C OYCHD
OonmpmMMHK 3amacaMi. IIOHATHO, YTO KAaKUX-TO KPYIHBIX LU(P Ha 3TOM He cHelaelb, HO
pa3HOOOpa3ue B MAIUTPY TOPTOBBIX OTHOIICHHI TAKUE HATIPABIICHUS TOXKE BHOCSTY.

B sBape 2017 rona B Ilekune cocrosinock 3acenanue IlocrosHHoro Cosera Poccuiicko-
KHTAlCKOM accoluanui MeTuUuHCKuX yHuBepcuteToB (PKAMY), Ha KOTOpOM  00CYXIalloch
YKpEIUIeHHe COTPYJHUUYECTBA B OONACTH M3y4eHHMs! JIEKApCTBEHHBIX IPENapaToB TPaaULMOHHON
MEIMIMHBI IIPU IPOBEACHUH MEIMIMHCKAX HCCIICNOBaHHI. Yke B MIOHE B HOCOIbCTBe Kuras B
Poccun Ha cniermanbHOM npueme codpanuch 6onee 600 poccuiickuxX W KUTalCKUX MpeacTaBuTeNe
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u3 00IaCTU MEIUIMHEL, NOIUTHKY U Ou3Heca, Bpadeill U CIIeNUAINUCTOB TPAIUIIMOHHON KUTalCKOH
memuuubl. 0.0. Canarail, MPEeKTOp JernapTaMeHTa OOIIECTBEHHOTO 3/10POBbSl U KOMMYHUKAIMN
MunncreperBa  3apaBooxpaHeHust Poccuiickoit ®epepauuy, 3aMeTwiI, YTO TpaJUIMOHHAsS
MEIUIMHA SBISICTCSA AParoleHHBIM KyIbTYpPHBIM HACJIEIHEM 4YeIOBEYeCTBA. 3a MOCIeJHEe BpeMs
TpaJUIHOHHAsI KATACKash MEJUIMHA MOJIB3YeTCsT Bce OOIBIINM BHIMAaHHEM Kak NMpo(ecCHOHAIOB
B 00J1aCTH MEIULUHBI, TaK M OOBIMHBIX mroAeil. Kpome Toro, Bce 3aMeTHee CTaHOBUTCS €€ PONIb B
KimHAYeckoil mpaktuke. Tak, B 2015 roxy HoGeneBckyo nmpemMuio 1o MEeAUIUHE W (H3UOJIOTUH
nonyunna Kuraickuii ¢apmakonor Ty IO um ee KOMIGKTHB 3a  OTKPHITHE apTeMH3HHHUHA,
MIOMOTAIOIIETO OOPOTBCS C MASIpHel, ¢ IOMONIBIO JPEBHEr0 METOHa JICYEHHs] KUTAHCKOi
TPaJUIHOHHON MeIHIIHHBI.

Kuraiickas MmemuumHa nony4wna oduuuagbHoe npu3HaHue B 183 crpaHax, Hampumep,
KUTaWCKUH CIOCO0 JICYEHWs WIJIOYKallbIBAHUEM U INPWKUTaHMEM, a 29 cTpaH yxe pa3zpadoranu
3aKOHBI M IIPaBMJIA, PETYIUPYIONIMe NPHMEHEHHE NPHEMOB TPaJHIMOHHONW MeIUIMHbL, 18 cTpaH
BKJIIOUHIIH JICUCHHE UITIOyKAIBIBAHHEM U MPIDKUTAHUEM B CHCTEMY MEAUIUHCKOTO CTpaxoBaHus. B
Poccun kuralickas MeIMIMHA TII0Jb3yeTCsl MOMYJIAPHOCTBIO, CTPEMHTEIBHO Pa3BUBAETCA
peduiekcoTepanus M MaHyalbHas Tepamus. Poccuiickue Bpaun HHTCHCHBHO H3YYalOT IIPUEMBI
KUTaWCKOM MEIUIMHBI, MOCEIAT CEMUHAPhl U CTAXHUPOBKM B KuTae, mpuriamaiT KUTaHCKUX

KOJUIeT U TIPOBEACHUST 06yLIeHI/I$I pOCCHﬁCKHX MCIUKOB.

B Poccum  ApKMM  NpPakTUYECKMM  IIPUMEPOM  HOANEPKKH — MOJIOABIX  YYEHEIX,
OPHEHTHPOBAaHHBIX Ha pPabOTy B BHICOKOTEXHOJIOTMYHBIX OONACTSAX M Da3BUTHE DPOCCHUICKO-
kuTaiickux  cBs3eil, sBusercss Cankr-IlerepOyprckuii  rocyJapCTBEHHBIH  9KOHOMHYECKHI
YHHBEPCHTET. YHHBEPCHTET pa3paboTal MOIIAroByl0 CTPATEruio paboThl B JAHHOM HAIPABICHUH,
BKJIIOYAIOMIYI0  COJAEHCTBME PA3BUTHIO TOPTOBO-DKOHOMHYECKHX OTHOLIEHHH, IpOBEICHHE
COBMECTHBIX HAyYHBIX HCCIEHOBAaHUI, OOMEH OIBITOM B HaydyHOW H 00pa3oBaTeNbHBIX cdepax.
IpunnunuaneHOe  3HAaUYeHWe  NPUOOpETaeT  MOATOTOBKA  BBICOKOKBAIM(HIMPOBAHHBIX
CIIENMATHCTOB, CBOOOJHO 3HAIOIMX S3BIK CTPaHBI-IAPTHEpPA M OJHOBPEMCHHO BIANCIONINX
3HaHUEM KyJIbTYPbl, 0COOCHHOCTEH MEHTaNInTeTa, SKOHOMHKH M mpasa. Tak, B CII6IDY c 2014
roja peamM3yercs IIporpaMma MarucTparypsl «DHHAHCHI HHHOBALMOHHOW — MEIULHBIY,
NpU3BaHHAs IIOATOTOBUTh KaApbl JUIl BHEAPEHHsS COBPEMEHHBIX TEXHONOTHI B cdepe
NEPCOHANN3UPOBAHHON MEIUIINHEL.

B Cankr-llerepOypre  3(eKTHBHBIM ~ MEXaHH3MOM  Pa3BUTHS U MPOJBHIKCHHS
JIBYCTOPOHHETO COTpyaHHMYecTBa Mexay Poccuell um KurtaeM CTaHOBATCS JENOBBIE ILIEHTPHI.
JlenoBble  LEHTPHl  BBICTYHNAIOT MHCTPYMEHTaMH IOCTI)KEHUS CTPATETMUECKUX Leled B
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OKOHOMHUYECKOH cdepe ¥  IOBBIIEHUS KOHKYPEHTOCIIOCOOHOCTH  Tropoja. [ JTaBHBIM
IPEUMYLIECTBOM PabOTHI HOAOOHBIX JETOBIX IIEHTPOB SIBIAETCS 00beJUHEHHE KIIOYEBBIX UTPOKOB
phIHKA (IIPOM3BOJMTENCH, ITOCTABIIMKOB CHIPbS M KOMIUIEKTYIOIIHX, 3aKyIIIHKOB), HHBECTOPOB,
IpecTaBUTeNeH HAyYHBIX H HHDKCHEPHBIX OpraHU3aliii 1 OPraHOB TOCYJapCTBEHHOH BIACTH.

Kuraiickuii 1e10BO# IEHTp, KOTOPBIA Hadall cBot paborty B CaHkt-IlerepOypre B aBrycre
2015 roma, aKTHBHO IIOMOTaeT INPOJBIKCHUIO NPONYKIMH KHTAWCKMX IIPOU3BOAUTENEH Ha
POCCHICKOM PBIHKE M POCCKHX IPOAYKTOB Ha KHTallCKOM IEJIOBOM IIPOCTPAHCTBE, CIIOCOOCTBYET
MOHCKY KHTAfiCKUX KOHTPareHTOB M HHBECTOPOB, MPOBOAUT KOHTPECCHO-BBICTABOUHBIX
MEpOINPUSTHH, B TOM YHCIe U B 00JacTH 31paBooxpaHenus. OnHa u3 BaxHedmmx 3amad KL —
cozmanue arMocepbl B3aUMHOTO YBaXEHHMS M IOBEpUs U HapTHEpOB, obecredeHue
6e30MacHOCTH M KYJIBTYpHOW 9KomorndHoctH obmenus. Kpome toro, 1 mas 2016 roma B Tpex
MaBMJIbOHAX BBICTABOYHOTO KoMILIekca «JIeHakcmo» Obul OTKphIT Poccuiicko-KuTaiickuii Ousnec-
napk, camblii aMOHMIIMO3HBII MHTErpalMOHHBIH pocCHiicKo-KuTalickuii npoekt Ha CeBepo-3amae
PD.

TTonoOHoi#t e 1eneBoi miIomanKon craga AKaaeMus MOJICKYISIPHOW MEAWIMHBI, BELyIas
cBoto gestenbHOCTh B Cankt-IlerepOypre ¢ 2014 roma. Ilpexxae Bcero, Akanemus sBIsSETCS
HH(GOPMALMOHHON IUIOIAAKOH B cdepe MeauKo-OHMOJIOrMYECKUX TEXHOJOIHH, O00BbEeIUHSIONIas
Ipou3BOAUTENeH, Pa3pabOTINKOB, YIEHBIX, (PMHAHCUCTOB M IPEACTABUTENEH BIACTHBIX CTPYKTYD
Poccun u Kuras. Akanemus crnocoOCTBYET PacnpoOCTpaHEHUIO MH(OpMaluu U COACHCTBYyeT B
HIOHCKE:

e KpynHeiimmx npousBoauTeneil abopatopHoro obopynoBaHust M peakTuBoB s JJHK-

JIMaTHOCTHKHY,

e OGopynoBaHHs U1l HHCTPYMEHTAIBHON THarHOCTHKH,

e OGopynoBaHus JUIsi BOCCTAHOBUTEIEHOTO JICYCHHUS M PeaOUITHTALINH,

e HoOBBIX JIeKapCTBEHHBIX IIPENapaToB U (HhapMIIPOU3BOAUTEIICH,

e [lanueHTCKUX OpraHu3aluui,

e OO0pa3oBaTeNnbHBIX IPOrPaMM,

e IH]opManuoHHO-IPaBOBOU MOAIEPKKU HIPOSKTOB B chepe MOIEKYIIPHOIT MEAUIIUHEL,
e JlenobIx napTHepos Ha Teppuropun KHP u PO.

BakHeHmuM acmeKToM [eATeNbHOCTH AKAaJeMHH MOJEKY/SIPHOH MEIHUIHHBI SBILLCTCS
OpraHu3alisl U IIPOBEJCHHE MEXIyHapomHoro ¢opyma «MonekynsipHas MeIUIIMHA — HOBas
Mmozenb 3apaBooxpaHenue XXI Beka». 24 — 25 okra6pst 2016 roxa npomen yxe Tpetuit Gopym B
kutaiickoM ropozae e Wxoy, cobpapmmii 6osiee 200 yueHbIX, NMPEACTaBUTEICH OPraHOB BIACTH,

YHHUBEPCUTETOB, (papMaleBTUYECKHX U MeTUIUHCKUX KommaHuii Poccun n Kuras. B Hosi6pe 2017
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rozja mpu ydactuu Axkagemuu npoxoaut |V dopym, MOCBSIIEHHBIH BOIPOCaM MOIEKYISIPHOH U
HEepPCOHANU3UPOBAHHON MEAULUHBI, T[e HEMATOBAKHYIO PONIb CHIFpAeT AeNeramus KUTaHCKHX
YYaCTHHKOB.

B 3aBepmieHne naHHOrO 0030pa HEOOXOOUMO MOMYEPKHYTb, UYTO IEPCIEKTUBHOCTH
COTPYIHHYECTBA HAIIMX JEpPKaB B 00JIACTH BBICOKOTEXHOJOTHYHOI MEIMIMHEI HECOMHEHHA. Tem
He MeHee, TpeOyeTcsl cephe3Helas MoAnepKKa JaHHOTO HAMpaBlIeHHs — KaK IoCydapCTBEHHas,
Tak ® dacTHas. ClemyeT KOHCTaTHpPOBAaTh, YTO HMEHHO ceifyac B CHIY CJIOXKUBIIHXCS
MOJUTHYECKHX U YKOHOMHYECKHX (paKTOpOB HanOojee OIarompHsATHBI MOMEHT JUIS PACIIMPEHUS.
COBMECTHOM aesiTenbHOCTH. Ha ceroqusmHmil eHp B3aMMHBIN UMITOPT ABYX CTPaH, K COXKaJICHHIO,
ele JOCTAaTOYHO HHM30K, HpH 5ToM KuTail He CIMIIKOM XOpOLIO 3HAKOM CO CTPYKTYpOH H
HOTPEOHOCTSIMH POCCHICKOTO PHIHKA, PABHO KaK M POCCHICKME KOMIIAHUM JICNAIOT JIUIIb HEPBbIC
maru npoxsikenns B KHP. B cBsa3u ¢ 3TuM 0co60ro BHUMaHUS TPEOYIOT CIEAYIOIINE MOMEHTBIL:

e Heobxomuma cepbe3Has roCyHapCTBEHHAs IOJJICPKKAa OTCUECTBCHHBIX Pa3pabOTOK U
HHUIMATHB COACHCTBUSL DAa3BUTHIO POCCUICKO-KMTAHCKUX MPOEKTOB B 00JacTH
MOJIEKYISIPHOI MEAUIUHBI, pa3pab0TKa KOHIEHIINH B3aHMOBLITOJHOTO COTPYIHHYECTBA
B COOTBETCTBHH C 3aKOHAMH PBIHKA,

e Pa3paboTka W TapMOHHM3aL¥s METONOB (DMHAHCHUPOBAHHMS M OPraHU3ALMH DBIHKA,
o0ecrieueHre YCTOIYMBOIO PAa3BUTHS TOProBO-DKOHOMHYECKHX OTHOLICHHH Kak Co
croponsl Poccun, Tak u Kutas,

e HeobOXomMO HE TONBKO 3aHHMAThCA BKCIIOPTOM, HO M OCYIIECTBISATH TpaHchep
TeXHOJIOTHH MeXIy AByMs CTPaHAMH, a 9TO 3HAYUT — paboTaTh Ha ILUIOIMAAKAaX oOMeHa
MHEHHsAMH, (opyMax M KOH(EpPEHIMAX, IHPOBOJAUTH COBMECTHBIC MHCCIICIOBaHMS,
chokycupoBaTbcsi Ha OOMEHE Yy4YEeHBIMHM, OOpa30BaHUM TAJAHTIMBOH MOJIOIEKH,
OpraHW3alMM COBMECTHBIX 00pa30BaTEIbHBIX IMPOrpaMM [ HPO(ECCHOHANIOB U
CTYJEHTOB H T.JI.

e Heobxomumo co3maBaTh peryisipHbIC IUIOMIAAKH IS OOLICHHMS, NEJNOBBIX M HAyJHBIX
KOHTAKTOB, ITOWCKAa HHGOpPMAIMH M OOMEHa ONBITOM. [IepBEIl ONBIT MOXOOHBIX
IUIOIIAJIOK YK€ JIOKa3al CBOIO pe3yldbTaTHBHOCT, KaK B Clydae AKaJeMHU
MOJICKYJISIpHOH MeauuuHbl. KpoMe Toro, HeoOXoJuMa TOCYJapCTBEHHas MOIUIEPIKKa

HOI[OGHBIX WHUIUATUB U IIPUBITYCHNUE YaCTHBIX ITAPTHEPOB.
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Hayunoe usnanue

MYJIbTUAACHUIITIMHAPHBIE ACIIEKTBI
MOJIEKYJIAPHOU MEJIUIIUHbI

CBOPHUK MATEPHUAJIOB
IV POCCUMCKOI'O KOHI'PECCA
C MEXKIYHAPOJHBbIM YYACTUEM
«MOJIEKYJISIPHBIE OCHOBBI KJIMHUYECKOM MEJJULIUHBI —
BO3MOKHOE U PEAJIHOE»

29 Hos10ps — 2 nexadps 2017 rona

1100 nayunoii pedaxyueit H.A. Maxcumueaga,
B.U. Jlapuonoesoii

H30aemcsa npu noooepicke Komumema no nayxe
u evicuienl wKoae

IMoxmucano B nevars 30.11.17. @opmar 60x84 1/16.
Ve neu. i1 8,0. Tupax 100 5x3. 3aka3 1653.

Wzparenscro CIIGIDY. 191023, Canxr-Iletepbypr, Canosas yi., 1. 21.

OrneyataHo Ha nonurpaduyeckoit 6aze CIIGI DY
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