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TocynapcTBeHHBII HAyYHBIH IIEHTP AepMaTOBEHEPOJIOTY 1 KocMeTostornu, Mocksa, Poccuiickas Deneparus

DnuaeMHoJ0rus ¥ COCTOAHUE OKa3aHus
MeJIMIIMHCKOM MOMOIIM 00JbHBIM BPOXKJIEHHbIM
OyJ1J1Ie3HBIM MM AEPMOIU30M
B Poccuiickoii ®@enepanumn

Obocrosanue. Bpoxcoennwiii 6yanesnotii snudepmorus (BBD) sersemcs nHacaredcmeennvim 3abonesanuem. Kavecmeo u npodoaxcumenvHocns
JHcu3HU 60AbHbIX Hauboree msagceavimu munamu BED — ducmpoghuueckum u noepanuunsim — 3Hauumensro cHuxcensl. Tepanus 6oavHvix BED
giAIOHACM UCHOAb308AHUE CPEICNE PAHO3ANCUBASAIOUWe20 Jelic8usl, AedeHue 0CA0JcHeHull 3a00aeeanus. Lleab uccaedosanus — usyuums pac-
npocmpanenHocmy U 3a00.1e6aeMOCHb 8PONCOCHHbIM OYAAe3HbIM InUdepMmoau3om é cybsekmax Poccuiickoit Pedepayuu, coyuanrvho-oemoepadu-
yecKue Xxapakmepucmuku 604bHbIX, 008eMbl 0KA3b18aeMOU MeQUYUHCKOU nomowu. Memoowt. /lns nposedenus uccaedosanus 0viau pa3padomamsl
Kapmul, no3goasoujue 0600uums demoepaguueckue u MeouKo-coyuanrvHole cgederus o 60avHoix BB, komopuie 0viau Hanpasaens: 8 KOWCHO-
8eHeponoeuyeckue OUCHAHCepyl U UeHmMPbl CReYUAIU3UPOBAHHOU MeOUyUHCKOolU nomouu cyosekmos Poccuiickoii Pedepayuu, okasvigaroujue
MeOQUUUHCKYI0 ROMOUb NO NPOpUAI0 «DepmamoseHeposoeus». anHble 0 6oabHbix BED 3a nepuod 2014—2016 ee. noayuaiu memooom blKORUPOBKU
U3 MEOUUYUHCKUX Kapm NAUUeHma, noay1arnueco MeOuyUHCKY noMoub 6 amoyiramopHolx ycaosusix (yuemuas gopma No 025y). Kpumepuem
BKAIOUEHUS D0NbHO20 8 UCCAe008aHUE OblA YCMAHOBACHHBLI OUAHO3 «BpodicdenHbiil Oyane3nbiil snudepmonus». Ha ocnosanuu noayuentoix daHHbix
U OQHHbIX 0 HUCACHHOCMU HACeACHUS U yucae podusuuxcs no cyosekmam Poccuiickoi Pedepayuu ¢ 2014—2016 2. paccuumoiéanru noxkazamenu
pacnpocmpanennocmu u 3a6onesaemocmu Bb3 6 cybsexmax PD. Pesyavmamot. [loayuenst dannvie 0 439 6oavnoix BED u3 70 cyosekmos PD no
cocmosiHuto Ha koney 2014 2., 0 404 6oavnvix uz 59 cybsexmos P® — no cocmosanuio na kotey, 2015 e., 0 417 60avnbix uz 60 cyosekmog PO — no
cocmosiHuto Ha Koney 2016 2. B 2014 2. cpedu 60abHb1x BB D, Haxodusuiuxcs nod HabawoeHuem ¢ 0uazHoCmupos8aHHbim munom 3a001e6aHusl, npe-
o6aadanu 6oavrbie npocmoim (19,6%) u ducmpopuueckum (11,6%) BED. Y 6orvwuncmea (66%) 6oavroix BBD mun 3ab6onreeanus ve o6via ycma-
Hoeaen. B 2016 2. npeobradaau 6oavhvie npocmoim (48%) u ducmpoguueckum (24,2%) BBD. YV 25% 6oavrvix mun BBD ne 6vin ykazan. Coenacho
ouyenke, pacnpocmpanennocms B9 ¢ P® 6 2014 e. cocmasuna 3,6 na 1 man nacenenus (no dannoim 70 cyosexmos), 6 2015 e. — 3,8 (no dannvim 59
cybsexmos), 6 2016 e. — 3,9 (no dannvim 60 cybsexmos). 3abonesaemocmos BED 6 2015 e. cocmasuna 0,22, a ¢ 2016 2. — 0,33 na 1 man nacenenus.
Sakarouenue. B 2016 . no cpasnenuro ¢ 2014 yseauuunace 0045 604bHbIX ¢ YeMaAHO8ACHHBIM Munom BBD. 3navumoii dunamuku pacnpocmpaneH-
Hocmu BBD na meppumopuu cyosexmos Poccuiickoii Dedepayuu He ommeueHo.

Karouesvie caosa: 6posicoennvlii 6yaie3nblii SNUOEPMONU3, PACHPOCMPAHEHHOCHY, 3A001€6aeMOCHb, 006eMbl MEOUUUHCKOU NOMOWU, UHBANUOHOCHTb.
(Maa yumuposanus: Kyoanos A.A., KapamoBa A.D., Yukun B.B., bornanosa E.B., MoHuakoBckass E.C. DnuaeMHOIOTUS U COCTOSTHUE
OKa3aHMs MEAUIIMHCKOM MOMOIIY OOJBHBIM BPOXIECHHBIM OYyJJIe3HBIM 3nuaepMoin3omM B Poccuiickoit denepanuu. Becmuux PAMH.
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OobocHoBanue

Onpenenenune, Tunsl BBD

BpoxnenHslii Oymie3HbIi aruaepmoin3 (BbD) — rpymnma
HACJIEICTBEHHBIX TEHETUYECKU OOYCIOBICHHBIX 3aboyieBa-
HWI, XapaKTepU3yOIINXCs HapyIIeHNeM TTPOLYKIINY 0COOBIX
CTPYKTYPHBIX OEJIKOB KOXW, O0ECIeYNBAIONINX WHTPAIITH-
NepMaJTbHbIe WU TePMO-3TTUIEPMAIIbHbBIE CBSI3U, YTO MTPUBO-
T K GOPMUPOBAHUIO TTy3bIPEli HA KOXKE U CIU3UCTHIX 000-
JIOUKax Mpu MexaHn4yeckoM Bozaeiictsuu [1]. B 3aBucumoctu
OT YPOBHST 00pa30BaHUS TY3bIPST BRIACISIOT 4 TUTIA BPOXKIEH-
HOTO OYJIJIE3HOTO SMUAEPMOIIN3a — TIPOCTOM, ITOTPAaHUIHBIIA,
nuctpodrueckuii u cuaapom Kunmnepa [2], KoTopsie cyiie-
CTBEHHO Pa3IMYaioTCs 0 BBIPAKEHHOCTH TOPAKEHUS KOXH,
CJIMBUCTBIX 000JI0UEK 1 OOIIEMY COCTOSTHUIO OOBHBIX [3—5].

Jnarnoctnka BBD

CornacHO pPOCCHUCKUM (eaepadbHbIM KIMHUYECKUM
PEKOMEHIAIUSIM 110 BEACHUIO OOJTbHBIX BPOXICHHBIM OYJI-
JIE3HBIM SIHUACPMOJIM30M, a TaKKe KIMHUYECKUM pPEKO-
MEHIAIUSIM, TPUHSITBHIM 3apyOeKHBIMU MEIMIMHCKUMU
coobmiecTBaMu, auarHoctuka BBD B Hacrosmiee BpeMs
OCHOBBIBACTCS Ha aHalM3e¢ KIWHUYECKUX TIPOSIBICHUIA,
aHaMHe3a 3a00JIeBaHUSI M Pe3yJbTaTOB J1aOOPAaTOPHBIX HC-
ClIeIOBAaHUN — WMMMYHOMIIOOPECIIEHTHOTO AHTUTEHHO-
ro KapTUPOBAaHUS WJIN TPAHCMUCCUOHHON 3JEKTPOHHOM

MuKpockornuu [2, 6]. UMMyHO(DIIOOPECLIEHTHOE AHTUIEH-
HO€ KapTHUPOBAHWE TIO3BOJSET YCTAHOBUTDH, JKCIIPECCUS
KaKoOTO M3 CTPYKTYPHBIX OEJIKOB KOXW HapylreHa. TpaHc-
MUCCHUOHHAsI DJIeKTPOHHAsT MUKPOCKOIMS OOHApYXKUBaeT
VIBTPACTPYKTYPHBIN HeheKT KIETOYHBIX U BHYTPUKIETOU-
HBIX IECMOCOM, TTOJTYIECMOCOM, KEPATMHOBBIX (DMIIAMEHTOB,
KPeTsIuX (SIKOPHBIX) (PUIaMEHTOB, KPETSIINX (SIKOPHBIX)
GubPWIT 1 ypPOBEHD €r0 PACIIONOXEHUS B STUACPMICE WIIN
0aszanbHOI MeMOpaHe.

leneTnueckue wmcciIemOBaHUS TO3BOJISIOT BBISIBUTH MY-
Talllu, JIeXalle B OCHOBE Pa3BUTHS OOJIe3HU, OMHAKO B Ha-
cTosIIIIee BpeMsi OHM PEKOMEHIOBAHBI JIUIID C 1IETbI0 TeHETH-
YECKOTO KOHCYJIbTHPOBAHUS TIPU TUIAHUPOBAHUU POKICHMUS
pe6enka [2]. Junsg nmuarHocTnku BBD renetmdeckme mccie-
MOBaHUS He cuuTaioTcsl HeobxommMbimMu. Tak, B Mcnmanuu
65% 60AbHBIM TUCTPODUUCCKUM OYJUIE3HBIM SITUACPMOIIU-
30M TMAarHO3 OB yCTAHOBIIEH 0€3 TTPOBEICHUS TEHETUUECKIX
uccaenoBanuii [7]. Tounas nHdopmauusi 0 MyTalli CMOXET
MOJTyYUTh KIIMHUYECKOE 3HAUYEHME JIUIIb B TOM CIIydae, eciu
OyImeT BHeApeHa B MPAKTUKY CUMTAIONIASICS B HACTOSIIIEE Bpe-
MsI OKCTIEpUMEHTAIbHO TeHHas Tepanusl. He pekomeHmyeTcst
HCTIOB30BATh TONYIYCHHYIO B Pe3yIbTaTe TeHETUYECKUX MC-
cenoBaHui MHGOPMAIIUIO O MyTaIlUU TSI TPOTHO3UPOBAHUS
teueHust BBD, Tak Kak TSXKeCcTb U TedeHWe O0Je3HU MOTYT
CYIIECTBEHHO Pa3IMIaThCs AaKe CPeau POJCTBEHHUKOB C Ofl-
HOU MyTallyei, TIPeATIoI0XKUTETbHO B CBSI3U C BO3MOXKHBIM
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BIUSTHUEM JKOJOTMUECKUX VI MOIUMPUIIUPYIONINX TeHETH-
yecKux (pakTopos [2].

Knnnnueckue nposisienus, ocjaoxaennss BBD

Haubonee TsokenbIMU TIPOSIBICHUSIMHU XapaKTepU3YIOT-
csl MUCTPOPUIECKU M TOTPAHWIHBIA TUITBI BPOXKIECHHOTO
OyinesHoro snuaepMoiu3a [8]. Ha Mecte He3HAUMTETbHBIX
TpaBM (GOPMUPYIOTCS ITUTETHLHO He3aKWBalolue WHOUII-
pPOBaHHBIE 2PO3UU U SI3BBI, O0Pa3yloTCs aTpouieckue Min
runieptpouueckue pyousl. [lopaxkatoTcss mpuoaTkyu KOXHU
C pa3BUTHEM aJIOTIEIINN U OHUXOIUCTPODUil pa3ImyHON cTe-
TIEHN BBIpaXXeHHOCTU. MOXeT pa3BUThCS TMOpaxkeHue 3yO00B
B BUIIE TUTIOTIIA3UY dMaJli, MHOXECTBEHHOTO Kapreca U BbI-
mafgeHust 3yooB. Bo3aMOXHO TopaxkkeHue KeTyToqHO-KHIIed-
HOTO TPaKTa B BUIE PYOIIOBBIX CTPUKTYP M CTEHO30B THUIIIE-
BO/a, CUHAPOMA HAPYIIEHHOTO BCACHIBAHUS, XPOHUYECKUX
3aM0pOB, TPEIIMH aHyca M CTeHO3a aHAIBHOTO OTBEPCTHSI.
IMopaxxeHre MOYETIONOBON CHCTEMBI TIPOSIBIISIETCSI CTPUKTY-
pamMu ypeTphl, CTEHO30M OTBEPCTUSI MOYEHCITYCKATEILHOTO
KaHaixa, pyolaMy W CTPUKTYPaMM BIATaJWINa, PEIUIUBU-
pPYIOIIMMU TIUCTUTAMU. MoXeT HaOmonaThesl MOpaXeHue
OTOPHO-BUTATEILHOTO arapaTa, MPOSIBISIONIeecss OCTe0-
TIeHNel M OCTEeOMOpPO30M, CTUOATENILHBIMI KOHTPAKTypaMu
KOHEYHOCTe, TICeBIOCHHIAKTUINSIMU. Bo3MOXHO pa3BuTne
aHeMnu. B TsoKenbIx cirydasix HaOmoaaeTcst OTCTaBaHue OOTb-
HBIX B pocTe U (GU3NIECKOM Pa3BUTUU.

JJisT TIOTPaHMYHOTO U PEIeCCUBHOTO MUCTPOMUIECKOTO
BPOXIEHHOTO OYJIJIE3HOTO STUAEPMOJIN3a XapaKTepHO 3Ha-
YUTEJIbHOE COKpAIIEHNE TMPONOJIKUTETbHOCTU KU3HU 0OITh-
HBIX. TsoKenbIM ocinoxkHeHMeM BBD, yrpoxamoommm Ku3HU
OOJBHBIX, SBIISIETCS CETICUC. XapaKTePHBIM TSI AUCTpoduIe-
ckoro THUTa 3a00yieBaHMs SIBJIsieTcsl (POPMUPOBAHUE TIIIOCKO-
KJIETOYHOTO paka Ha yJacTKax PyOIIOBBIX U3MEHEHUI WU TI0
KpasiM JJINTEIbHO He3aKMBalouxX neGekToB Koxu [9—11].
BricTpoMeTacTazupyiommii "HBa3WBHBIN TUIOCKOKJIETOYHBII
paK KOXW SIBNISIETCSI OMHOUW M3 HambojIee JacThIX MPUINH
cMepTH OOJBHBIX TUCTpoduaeckum oM BBD [12].

ORIGINAL STUDY

Pa3HoobOpa3ue KIMHUIECKUX TTPOSIBIEHUI BPOKIEHHOTO
OyJUIE3HOTO SIUAEPMOIIN3A U €TO OCTIOXHEHU OTpenessieT
HEOOXOIMMOCTh HAOIIONEHMS OOIBHBIX Y CIIEIIUATINCTOB pa3-
JmaHoTro Tipoduiis [8]. boabHBIe HYXKIAOTCS B KOHCYIbTAIIN-
SIX HE TOJBKO NEPMATOJIOTa, HO M MEIMIIMHCKOTO TeHeTHKa,
OTOPWHOJAPWHTOJIOTa, CTOMATOJioTa, HEOHAaTOJoTa/Tenua-
Tpa/TeparneBTa, TaCTPOIHTEPOIIOTa, XUPYPra, OHKOJIOTA U CTIe-
LUAIUCTOB Apyrux npoduieit. TsxecTb cOCTOSAHUS OOJBHOTO
MOXeT TOoTpedoBaTh ero rocmuTanu3anuu. [lokazaHo, 4To
TUTSI B3POCITBIX OOJIBHBIX 3aTPAThl HA TOCTTUTAIM3AIINIO HAPSITY
C 3aTpaTaMu Ha IMOCEIIeHUST MeTUIIMHCKIX PAOOTHUKOB U Me-
OULIMHCKWE W3IENUs COCTaBIsUIA OONBIIYI0 YacTh TIPSIMBIX
MEeIVIIMHCKUX 3aTpat. B To ke Bpemst 1yis neteil mpeodiamanu
3aTpaThl Ha TOCEIIEHUS] MEIUIIMHCKUX PAOOTHUKOB, TOCTIH-
TIU3aIMU U TIPSIMbIe HEMEIUIIMHCKNE 3aTpaThl, T.e. 00yde-
HUe JIUI, OCYIIECTBIISIONINX YX0I 3a pebeHKoMm |[13].

Jleuenue BBD

O0beM MEIMIIMHCKON TOMOIIM, HEOOXOZMMOM OOJIb-
HoMy BBD, 3aBUCHUT OT BBIPaXKEHHOCTH MOPAXKECHUS KOXU
W CIU3UCTBIX 000J0YEK, HAIMYUS OCIOXHEHWN M COIyT-
CTByIOIIMX 3abosieBaHMil. B Hacrosiee Bpems Tepamus
BPOXIEHHOTO OYJJIE3HOTO SIUACPMOJIN3a 3aKI04YaeTCs
B yXOJle 3a JUINTEbHO He3aXWBAIOINMU MedeKTaMu KOXHu
W KOPPEKIWHU Pa3BUBIIMXCS OCIOXHEHUII Ooye3Hu [14].
Jnsg TmaHupOBaHUS 00BEMOB MEIUIIMHCKONM TTOMOIIM, He-
o6xomumoit 601bHBEIM BBD, MpokuBaommM Ha TEpPUTOPUN
cyorekToB Poccmiickoit Denepaumu, a TakKe WX JeKap-
CTBEHHOTO OOecTeYeHUsT M 00eCTIeYeHUST MEIMIIMHCKUMU
W3IeTUIMA HEOOXOIMMEBI JaHHBIC O 4ucie 6oJbHBIX BBD
M TSDKECTU 3a00JIeBaHUS.

OnHako gaHHast H030J10Tus B (popMax deaepabHOTO cTa-
TUCTUYECKOTO HAOIIONECHUS OTAEIbHO He BhIIEICHA, IO 3TOU
NpuYrHEe B Hacrosiiee BpeMs B Poccuiickoit Denepanmu
oduIMaTbHBIe CTATUCTUYECKUE TaHHBIC IO PACIIPOCTPaHEH-
HOCTH U 3a00JIcBAEMOCTU HACEJICHUST BPOXICHHBIM OyJuIe3-
HBIM STHUIACPMOJIU30M, a TaKKe M0 00beMaM OKa3hIBaeMOM

A.A. Kubanov, A.E. Karamova, V.V. Chikin, E.V. Bogdanova, E.S. Monchakovskaya

State Research Center of Dermatovenereology and Cosmetology, Ministry of Healthcare of the Russian Federation,
Moscow, Russian Federation

Epidemiology and Providing of Healthcare for Patients
with Inherited Epidermolysis Bullosa in the Russian Federation

BACKGROUND: Inherited epidermolysis bullosa is a group of genetic skin disorders. In most severe forms, such as junctional and dystrophic
subtypes, quality of life and life expectancy are significantly decreased. Therapeutic approaches include wound care and complication treat-
ment. AIMS: To evaluate the incidence and prevalence of inherited epidermolysis bullosa in the Russian Federation, sociodemographic char-
acterisrics and provision of healthcare. METHODS: To conduct the research forms summarizing demographic, medical and social information
on inherited epidermolysis bullosa patients were developed. The forms were sent to state outpatient dermatologic clinics in federal subject of the
Russian Federation. Data on inherited epidermolysis bullosa patients from outpatient dermatologic clinics were obtained within the period of
2014—2016 by extracting information from their medical charts. A confirmed inherited epidermolysis bullosa diagnosis was considered as an
inclusion criterion for the research. Based on the collected data prevalence and incidence rate were estimated. RESULTS: Data on 439 patients
from 70 federal subject at year-end 2014, 404 patients from 59 federal subject at year-end 2015 and 417 patients from 60 federal subject at
year-end 2016 were collected. In 2014 EB simplex was diagnosed in 19.6% patients, dystrophic EB — in 11.6% patients. In most patients (66%)
EB type was not diagnosed. In 2016 patients with EB simplex (48%) and dystrophic EB (24.2%) prevailed. In 25% patients an EB type was
not specified. In 2014 the prevalence rates were estimated as 3.6 (in 70 federal subject), in 2015 — 3.8 (in 59 federal subject), in 2016 — 3.9
per 1 million population (in 60 federal subject). The incidence rates were estimated as 0.22 and 0.33 per I million population in 2015 and 2016
respectively. CONCLUSIONS: In 2016 the percent of patients with established EB type has increased in comparison to 2014. No significant
changes in prevalence rates has been registered.

Key words: inherited epidermolysis bullosa, incidence, prevalence, healthcare delivery/provision, disability.
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MEIULUHCKON IMOMOIIM OTCYTCTBYIOT, YTO U TTOOYAMIIO K IIPO-
BEICHMIO HACTOSIIIETO UCCACIOBAHMSI.

Ienp uccrenoBaHusi — WU3YYUTb PACIPOCTPAHEHHOCTH
1 3a00J1eBa€MOCTb BPOXIEHHBIM OYJUIE3HBIM 3TUIEPMOJIN-
30M B cyObeKTax Poccuiickoit @eaepanmu, CouaabHO-IeMO-
rpacuyeckre XapakKTepuCcTUKU OOJIbHBIX, 0ObEMbI OKa3bIBae-
MOM MEOULIMHCKOU ITOMOIIIN.

MeTtonasl

Jusaiin uccaedosanus
HpOBeI[eHO Ha6IIIO,[[aTeJ'[bHO€ OIHOMOMEHTHOC 2ITUIEMUNO-
JIOTUYECKOEC UCCIICA0OBAHUC.

Kpumepuu coomeemcmeus

B HNCCICOJOBAHHUEC BKIIIOHYAJIU OJAaHHBIEC O OOJIbHBIX BpOXK-
JECHHBIM 6y)UI63HI>IM SIMUACPMOJIN30M 00oero Toia J1000ro
BO3pacra.

Yenosus nposedenus

HccnenoBanue BBITIONHSUIM Ha 0asze OToeNa IepMaToio-
ruu ®I'BY «['ocymapcTBeHHBII HAyYHBIN LIEHTP JepMaTOBE-
HEepOJIOTUY 1 KocMeTosorun» Mun3snpasa Poccun.

IIpoooarxcumearvrocmo uccaedosanus
HccnenoBanne nmpoBommiock B riepuoxn ¢ 2015 mo 2017 T.

Hcxodvt uccredosanus

YcraHaBIMBaIM YUCIO OOJIBHBIX Pa3IUYHBIMU THUIIA-
MU BPOXICHHOTO OYyJ/UIE3HOTO 3MUIACPMONIN3a B CYObEK-
tax Poccuiickoit @emepaunu 3a mepuon 2014—2016 rr.,
OIICHUBAJIM MX pacrpeiesieHue 1o Moy U BO3pacTy, B TOM
YUCJIe OMPENCSUIA YUCIO HECOBEPIIEHHOJIETHUX OOIbHBIX.
PaccuuThiBaJIM pacrpoCTpaHEHHOCTh BPOXKICHHOTO OyIIIe3-
HOTro 3nuaepMon3a B cyobekrax Poccuiickoit denepanuu,
OIICHUBAIM JUHAMMKY TOKa3aTesiell pacrpoCTPaHEHHOCTH
BPOXKIIEHHOTO OYyJUIE3HOTO 3MUAepPMOJIn3a B cyobekTax Poc-
cuiickoit @enmepauun ¢ 2014 mo 2016 r. Onpenensin duc-
J0 cinydyaeB BBD ¢ aMarHo3oM, yCTaHOBJIGHHBIM BIIEPBBIC
B KM3HU, PAaCCYUTBIBAJIN COOTBETCTBYIOLIME IOKA3aTeIn
3200JIeBAEMOCTH.

PaccuuThIBaiu CTPYKTYPY WHBAJIMIHOCTH IO TPYIIaM
MHBATMIHOCTH. OLICHUBAIN 00BEMbI OKa3bIBAEMO# GOJTBHBIM
MEIUIIMHCKON TIOMOIIHU 1 JIEKAPCTBEHHOTO JICYCHMSI.

Memoodot pecucmpauuu ucxodos

Iyt IpoBeieHUsT UCCIIeIOBaHMUsI ObUTM pa3paboTaHbl Kap-
ThI, TIO3BOJISIIOIIAE OOOOIIUTh NAHHBIE O YHMCIE OOJBHBIX
¢ nuarHo3oM BBD, ux pacrpesiesneHue 1Mo tunam OOJIE3HU,
nemorpadudeckue (BO3pacT, MOJ) U MEIUKO-COIMaTbHBIC
(HayIMYMe UHBAJIUIHOCTU) CBeIeHUsT O 6OsbHBIX. KapThl co-
NepXaiu Takxke TMpeIHa3HAUYCHHbIC ISl 3arOJIHCHUST TIOJISt
06 00beMax OKa3bIBaeMOil OOJbHBIM MEIMIIMHCKOW TOMO-
I, JIeKapCTBEHHOM JiedeHnH. Pa3paboTaHHbIC KapThl ObLTH
HamnpaBJeHbl B KOXHO-BEHEPOJIOTMUECKUE HUCITAHCEePhI
M LEHTPHl CHEUATU3UPOBAHHON MEIUIIMHCKON TOMOIIN
cyobekToB Poccuiickoii @Denepalini, OKa3bIBAIOIIUE MEIM-
LIMHCKYIO TOMOIIb 1O MPOMUII0 «1epPMaTOBEHEPOJIOTHSI».
Haunsie o 6obHBIX BBD 3a meprox 2014—2016 rr. mmonyyanu
METOIOM BBIKOMMPOBKKM W3 MEIMLMHCKUX KapT IMallUeHTa,
MOJTYYAIOIIEero MEAUIIMHCKYIO TTOMOIIb B aMOYJIaTOPHBIX yC-
noBusix (yuetHast popma Ne 025y). Kpurepuem BKITIOUeHUS
MalyeHTa B MCCIEIOBaHUE ObLT YCTAHOBJICHHBIN IMAarHO3
«BpoXneHHBIl OYyJIe3HbI 3MUIEPMOIN3», TOATBEPKICH-
HBIl COOTBETCTBYIOIIMMH 3alUCSIMU B MEIULIMHCKOW KapTe
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MalrenHTa, TMoyJalonero MeIUIIMHCKYIO TTOMOIIb B aMOyia-
TOPHBIX YCIIOBUSIX.

Ha ocHoBaHUM TOTyYeHHBIX TaHHBIX OBLTH PACCUMTAHBI
MoKa3aTeIn PaclpoCTPaHEHHOCTH U 3abojeBaemMocTd BBD
B cyowekTax Poccuiickoit @enepannu. JlaHHBIE O YMCIICH-
HOCTM HacejleHusi B cyownekrax Poccuiickoit Penepanum
B 2014—2016 rr. ObuM ToMy4eHbl Ha caiite DemepaabHOIL
CITY>KOBI TOCYTapCTBEHHOM CTaTUCTUKM (WWW.gks.ru).

JnHaMuKy pacripoctpaHeHHocTd BBD 3a mepuon 2014—
2016 rr. oueHuBaau B cyObekTax Poccuiickoit Denepaumm,
KOTOpbIe TIPEIOCTABIIIA CBEICHUS O yncie O0ombHBIX B 2014
n 2016 rr.

DImuneckasn JKcnepmusa

IMportokosa ucciaenoBaHust ono0peH JIOKaJbHBIM 3THYE-
CKMM KOMUTETOM TpH (elepalbHOM roCyIapCTBEHHOM O10j1-
KETHOM y4pexaeHnn «[O0CymapCTBEHHBI HAydHBI LIEHTP
NEPMAaTOBEHEPOJIOTMM U KOCMETOJOTMU» MUHUCTEpCTBA
3npaBooxpaHeHus1 Poccuiickoit Denepanuu (BbIMUCKA U3
npoTtokosa 3aceqanust Ne 12 ot 16.10.2013).

Cmamucmuueckuil anaaus

JIjist ipe/icTaBIeHUsI U3YYEHHBIX TTOKa3aTesIel UCIOIb30-
BaJIi METO/bI OMKCATEbHOW CTaTUCTUKU. PacueTsl MpoOBO-
WK ¢ UCTIOJIb30BaHKEM TIporpamMMebl Statistica v.10 (StatSoft
Inc., CIIIA).

PesyabTaThbl

Yuacmuuxu ucciedosanus

BonbHbIe BpOXIEHHBIM OYJUIE3HBIM JIHUIEPMOJIU30M,
npoxuBaoire B cyobektax Poccuiickoit @eneparimu.

JlaHHBIE O GOJTBHBIX BPOXKAEHHBIM OYJUIE3HBIM STIHIEP-
Mosm3oM Ha KoHell 2014 r. 6puti TiosrydeHbI U3 70 cyObeKTOB
Poccutickoit @enepannn, Ha Konerr 2015 r. — u3 59 cyobex-
TOB, Ha KoHell 2016 r. — 13 60 CyOBbEKTOB.

AHanN3 MaHHBIX TT0 UHBAIMIHOCTUA, 00beMaM MEIUIINH-
CKOIl TTIOMOIIM U JIEKAPCTBEHHOMY JIEUEHUIO, TTOyIaeMOMY
6osbHBIMM BB, OBLT BHITIOJIHEH HAa OCHOBAaHUU MHGOpPMa-
u o 232 manueHTax, mpoxuBaBiux B 2015 1. B 18 cyobekTax
Poccuiickoit @enepammu.

Pezyavmamot uccaedosanus

B 2014 r. B MemunmumHcKnX opraHu3anusix 70 cyObeKTOB
Poccuiickoit @enepanu 1moa HabMOACHUEM cocTosn 439
6onbHbIX BB, u3 Hux 211 (48%) xenumH u 228 (52%)
MyxunH. O61ee unciao 6onbHbIX BBD B 60 cydonekrax Poc-
cuiickoii Menepauun Ha KoHer 2016 r. cocraBuio 417. Kak
u B 2014 1., HabGTIOMAIOCH HEKOTOPOE TTPeodIaTaHne MalreH-
TOB MYXCKOTO 1ojia — 52%.

B pesynbrare aHanmza maHHBIX 0 60JbHBIX BBD, cocTosB-
IIUX TT01 HabmoneHneM Ha KoHell 2016 r., BeIABIEHO 33 ce-
MBH, B KOTOPBIX UMeJIOCh Oojiee 1 cimydast 3aboseBanust. B 29
CeMBbSIX TIPUCYTCTBOBAJIO YKa3aHUE Ha Tepenady 3a00eBaHUsI
10 HACJENCTBY MeXIy MOKOJIeHWsSIMM wWin Hanmnmuue BBD
y cubcoB. B 3 cembsax Hanmuure BBD oTMeueHo B 3 MOKoIeHN -
X, B 7 ceMbsIX — B 2 mokosieHusix. B 21 cembe 3aboseBaHue
3aperucTpUpoOBaHO cpenn cubcoB. B 4 ceMbsix ObUTO yKa3zaHO
HaJIM4¥e OTSTOIIEHHOW HACTIeNCTBeHHOCTU 0e3 yTOUHEHWSI.

Bospact mammmenroB ¢ BBD Haxomuics B nuamnaszose oT 0
1o 79 ner. bosee monoBuHbI (62%) cocTaBIsIN ACTH U MO/~
poctku B Bo3pacte ot 0 mo 17 ner. PactipeneneHue mainneHToB
10 BO3pacTy MMEJO aCMMMETPWYHBIN XapakTep. CpemHwuit
BO3pacT (EcTaHmapTHOE OTKIOHEHHWe) OONBHBIX ObLT paBeH
16,1£14,0 ner, mennana — 13, moma (Hambosiee 4acTo BCTpe-
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yarolneecsl 3HaYCHWE B BO3pAacTHOM psimy) — 2 romam (25
namnyeHToB) (puc. 1).

Ha Bospactnayto rpynmy ot 0 no 5 netr mpuxonwnaceh 1/4
Bcex manueHTtoB (25,6%), 19,3% — Ha BO3pacTHYIO IpyIIy
6—10 ner (puc. 2).

TTpoBeieHO cpaBHEHUE CTPYKTYPBI pacrpenesicHus: 60b-
Hbix BBD, 3aperncrpupoBaHHbix Ha KoHel 2014 u 2016 rr.,
o turaMm 3abonesanusi. B 2014 . cpenu 6ompHBIX BBED, Ha-
XOIMBIIUXCS 1O HabmoaeHueM, y 19,6% ObuT TMarHocTupo-
BaH nipocToit, y 11,6% — nucrpodudeckuit, y 1,4% — npyroit
BBD, y 0,7% — norpanuunsiii, y 0,7% — HeyTOUHEHHBI
BBD. V GonbuuHeTBa (66,0%) GobHbIX BBD Tun 3adose-
BaHUS He ObUT ycTaHoBNeH. [Toutn monoBuHe 601bHBIX (200;
48,0%), HaxoouBILIMXCS 01 HabmoaeHneM Ha KoHel 2016 1.,
OBLT YCTAHOBJIEH TUATHO3 MPOCTOTO BPOKIEHHOTO OYJIJIe3HO-
ro srmmunepmonn3za (Q81.0). Inarnos mucrpodpudeckoro BBD
(Q81.2) 6b11 ycranosneH 101 6onbHOMY (24,2%), HEYyTOUHEH-
Horo (Q81.9) — 6 (1,4%), norpannunoro (Q81.1) — 3 (0,7%),
npyroro (Q81.8) — 3 (0,7%). Y 1/4 nauuenros (104; 25,0%)
i BBD He Obu1 yKazaH (puc. 3).

TakuM 0oOpa3oM, clienyeT OTMETUTh COKpAIeHHEe MO
MalMeHTOB, Y KOTOPBIX HE OBbLI TUATHOCTUPOBAH TUI 3a060-
neBanust, ¢ 66% B 2014 1. 1o 25% B 2016 1 COOTBETCTBYIOIICE

30 1
25 - 2,5 Mopa
/ 2ropa
MepuaHa
13 ner
20 -

15

Yucno 60MbHbIX, Yen.

10

6):420—430. ORIGINAL STUDY

YBEJIMUCHUE IOJIU MALMEHTOB ¢ MpocThiM (¢ 19,6% B 2014 1.
10 48% B 2016) u nucrpoduueckum (¢ 11,6 no 24%) tumnom
BBD.

Tem He menee B 10 u3 60 cyonekToB Poccuiickoit Dene-
palyy cpeny TMalreHTOB C YCTAHOBIEHHBIM TUIIOM 3a0oJie-
BaHUS Tipeobnananu 6onbHbIe auctpodumiaeckum BBD (Ap-
xaHrenbckasi, Bomoroackas, OpenOyprckasi, CaparoBckas,
Tamb6oBckast obmactu, 1. Cankr-IletepOypr, Pecmybnuka
Mopnosus, Yysauickas Pecriydnuka, XanTel-MaHcuiickui
u SImano- HeHetkuit aBTOHOMHBIE OKPYTa).

CpenHuii Bo3pacT, a Takke MeAuaHa W MOIa BO3pacTa
OBUTM CAaMBIMU BBICOKUMU B TIOATPYTIE OOJBHBIX, Y KOTO-
pBIX He OBbIT yKa3aH Tum 3aboieBaHus (CpemHMil BO3pacT
18,2+13,2 roma, mMenuaHa 15 jet, moma 8 Jyer). MenuaHa
BO3pacTa B TOATpYMIe OOMbHBIX MpocThiM BBD cocraBmia
12 ner, muctpodpuueckum — 10 eT, HEYyTOUHEHHBIM — 7 JIET,
a CpelIHHMI BO3pacT COOTBETCTBEHHO 16,8%+14,2, 15,0+14,7
u 6,715,1 roga. B ¢Bs131 ¢ MaJIbIM KOJIMYECTBOM HAOJIIONEHUIA
CpemHUit BO3pAcT OOTBHBIX MOTPAHUYHBIM U APYTUMU TUTIAMU
BBD He paccunteiBamm.

IIpakTrueckn BO BCeX BO3PACTHBIX TPYITAX MAIUEHTHI
¢ mpocThiM TUIIOM BB cocrasnsiiu okoso 50%. Ha nosio na-
LIUEHTOB ¢ aucTpoduyeckuMm Truom BBD mpunriocs ot 20 no

CpepHwuii Bo3pact
16 net

vvvlvvvvvvvvvvvvv!

02 46 81012141618202224 2628 30 32 34 36 38 40 42 44 46 48 50 52 54 56 58 60 62 64 66 68 70 72 74 76 78

Puc. 1. PacripenesieHrie 60JbHbBIX BPOXIEHHBIM OYJLIE3HBIM SITUIEPM:
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Yucno 60nbHbIX, Yen.

Bo3pacr, ner

OJIM30M I10 BO3pacTy

0-5 6-10 11-15 16-20 21-25 26-30 31-35 36-40 41-45 46-50
Bo3pacTHble rpynnbl, neT

Puc. 2. PacnpeﬂeneHI/Ie 0OJIbHBIX BPOXICHHBIM OyJLIE3HBIM SMNUACPMOJIN30M I10 BO3PACTHBIM IpyIramM
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30%. Momst maieHToB, y KOTopbix T BB He ObLT yKazaH,
ObUTa HaUMeHbIei cpenu nereit B Bo3pacte 0—5 ner (16%)
u 6—10 ner (24%), a HauMHas ¢ BO3pacTHO# rpynmsl 11—15

n=438

He pnarvocTupoBaH
66%

e
LucTtpothnyeckui

15%

MpocToi
20%

2014
Puc. 3. PacnipeneneHue GOTbHBIX BPOXKICHHBIM OYJIJIE3HBIM SITUICPMOM30M B 3aBUCUMOCTH OT TUIa 3a6ojeBanust B 2014 u 2016 rr.

JieT cocTapisuia okoso 30% (puc. 4).
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Yucno 60nbHbIX, Yen.

20 -
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n=417

He pnarnocTupoBaH
25%

Luctpodmyeckuii
24%

MpocToi
48%

2016

Beutn paccumTaHbl TIOKa3aTeNd PaACIPOCTPAHEHHOCTHU
BBD B cyobekTax PD. B 2014 r. pacnpoctpaneHHOCT BBD
BappupoBana ot 0 mo 19,82 Ha 1 MJH HaceNleHUsI, COCTABIISISI
B cpenHeM B 70 cydbekTax 3,6 Ha | MiIH. MakcUMaJIbHBIE TIO-
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Puc. 4. PaCHpCI[CJ'[CHI/IC OOJIBHBIX PA3JIMYHBIMU TUIIAMH BPOXICHHOTO GYHHCSHOFO SIMUACPMOJIM3a IO BO3PACTHBIM IpyIiramM
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Kaszatesu pacripoctpaHeHHocT BBD, B 4—5 pa3 mnpesbiiiato-
e cpegnuii mo 70 cydobekTaM mokasaresib, ObUTH OTMEYCHBI
B pecrryonukax Jlarecran (19,82), Yeuenckoii (14,72), Mop-
noBckoit (13,57) u Tomckoit o6mactu (17,72).

B 2015 r. yncno 6ompHBEIX BBED B 59 cyonekTax PD co-
craBuio 404. IToka3zartesb pacrpoOCTPAaHEHHOCTH BapbUPOBAJ
ot 0 mo 21,03 Ha 1 MJIH HaceJIeHMSsI, COCTABJISISI B CPEIHEM T10
59 cyonekram 3,8. MakcuMasbHbBIe TTOKa3aTeIn ObLTN 3aperi-
CTpUpOBaHHI B pecityomkax Mopmosust (21,03), MurymeTus
(14,95), Kpemm (11,04), TamboBckoit (15,15) n Tomckoii
(13,02) obmacTsx.

B 2016 r. uncio 6oabHEIX BBD B 60 cyonektax PD cocra-
Bwito 417. Iloka3zaTeslb pacIpoOCTPaHEHHOCTH TI0 CyOBheKTaM
HaxomuJjcs B Tex ke mpexneinax — ot 0 mo 21,03 Ha 1 MiH Ha-
CeJIeHUsI, COCTaBUB B cpeqHeM 3,9. MakcumalibHble MoKa3a-
TEJI TO-TIPEKHEMY COXPaHSIUCh B peciydnKkax MopaoBust
(21,03), Kpeim (11,52), Unarymerus (14,68), B TamO0oBCcKOIA
(15,31) um Tomckoii (13,92) obnactsax. [Janusie u3 Pecryomu-
ku Jlarecran u Yeuenckoir Pecrmybimkm 3a 2015—2016 rr.
MOJTy4YEHBI HE OBLIH.

AHamM3 AMHAMUKU PACIPOCTPAHEHHOCTU BPOXKICHHOTO
OyJUIE3HOTO BIMUACPMOIN3a ObUT MPOBENEH C MCIOJb30Ba-
HMEM JIaHHBIX, MOJIYYEHHBIX U3 53 cyobekToB PD, KOTOpHIE
npenocraBuwin nHbopMannio 3a 2014 u 2016 rr. 3a aHaau3M-
PYEeMBIi TIepHOJL TIPUPOCT TOKa3aTesIel pacpOCTPAHEHHOCTH
6osiee yeM B 2 pasa (WM ero U3MEHEHHUE OT HYJsI) OTMEUCH
B 16 cyobekrax Poccuiickoit @enmeparmu: B TaMOOBCKOi1
(6,57 B 2014; 15,31 B 2016), Apxanrensckoit (0,84 B 2014;
3,42 B 2016), Kanmununrpanckoit (1,03 B 2014; 5,09 B 2016),
Actpaxanckoi (2,94 B 2014; 10,79 B 2016), YibsHOBCKOI
(2,37 B 2014; 5,58 B 2016), Tromenckoit (2,11 B 2014; 8,46
B 2016), Yensabunckoii (1,43 B 2014; 3,43 B 2016), Omckoii
(0,51 B 2014; 3,54 B 2016) u Caxanunckoii (2,04 B 2014; 4,11
B 2016) obGmactax, B pecnyoaukax Komm (2,30 B 2014; 4,68
B 2016), Tarapcran (1,56 B 2014; 3,09 B 2016), YyBaickoii
(1,61 B 2014; 4,04 B 2016), Bypsitus (0 B 2014; 2,03 B 2016)
u KabGapnuno-bankapckoit (0 B 2014; 2,32 B 2016), a Takke
B ITepmckom kpae (0 B 2014; 2,66 B 2016) u Xantsi-MaHcHii-
CKOM aBTOHOMHOM OKpyre (3,12 B 2014; 6,72 B 2016).

Yucao ciiydaeB BPOXIECHHOTO OYJJIC3HOTO STMHUIEPMO-
JM3a C MUArHO30M, YCTAHOBJICHHBIM BIIEPBBIC B KU3HMU,
mo ma"HHbIM 60 cyobekTtoB P®D cocrasuio 23 u 35 B 2015
u 2016 TT., COOTBETCTBYIOIIME IMOKAa3aTeau 3aboJieBacMO-
ctu — 0,22 n 0,33 nva 1 mMaH HaceneHus. Yuciao OOJbHBIX
BBD, KOTOpBIM AMAarHO3 ObUT YCTAHOBJIEH HA MEPBOM TOIY
ku3HU, coctaBuio 14 (58%) B 2015 1. u 19 (54%) B 2016.
COOTBETCTBYIOILIMIT TOKa3aTeab 3abojeBacMocT BBD u3
pacueTta 4yuciia ciydyaeB 3a00JIeBaHUSI C BIIEPBbIC B XU3HU
YCTAHOBJICHHBIM TMATHO30M Cpe/iu jieTeil B Bo3pacte ot 0 10
1 roma Ha 1 MJIH XMBOPOXKIECHHBIX ObLI paBeH 9,96 B 2015 .
u 13,90 B 2016.

W3 18 cyosekToB PD monydeHa mHbopmanus o6 MHBa-
JIUITHOCTH, 0OBbEMaxX METUIIMHCKON MOMOIIM U JIEKAPCTBEH-
HOM JICUCHUHU, MojydaeMoM 6oibHBIMU BBD, B cBsI3U ¢ ueM
aHaJIM3 JIaHHBIX MIPOBEICH Ha BBIOOpKE, cocTosiiiein u3 232
OOJIbHBIX.

MHuBanunaMu 66111 PU3HAHBI 60J1€€ TTOJIOBUHBI OOJbHBIX
BBD (134; 57,8%) (puc. 5), B ToM unciie 86 neteii (KaTeropust
«pebeHoK-uHBaMMI») u 48 B3pocibix. Toabko 38 (16,4%)
6o1bHBIX BB He umenu mHBanumHocth. OmHako mist 60
(25,9%) nmanumeHTOB AaHHbBIC MO WHBATMIHOCTH TMpEACTaBlie-
HbI HEe OBUIN.

Cpenu nmereii B Bo3pacte 0—17 net, cTpamatonux BBD,
NOJIST MHBAIMAOB coctaBwia 69%, cpenn B3pocibix 18 jer
u crapuie — 45%. Cpenu B3pocbix I11 rpyrina MHBaIMIHOCTH
6buta yctaHosieHa B 23 (9,9%) caywasx, I rpymma — B 20
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Pe6eHoK-uHBanua
86; 37%

HeT paHHbIX
60; 26%
HBannaHocTb
OTCYTCTBYET
38; 16%

uBanua | rpynnel

uBanna 3:1%

(6€3 ykazaHus rpynmbl)

2;1% MuBanug Il rpynnsl

Nreanua Il rpynnbi 20: 9%

23;10%
Puc. 5. Haauure MHBAJIMIHOCTH Y OOJBHBIX BPOXKICHHBIM OYJIIe3-
HBIM 3ITUIEPMOTIU30M

(8,6%), I rpymma — B 3 (1,3%). He mpencraBieHo TaHHBIX
O IPYIITe MHBAIUAHOCTH Y 2 GOJbHBIX.

O6sembt MeOUUUHCKOT NOMOULL, OKA3AHHOU O0AbHBIM
BPOHCOCHHBIM OYAA€3HBIM INUOCPMOAUZOM

B 2015 r. yncno mocemieHUit Bpadeii-IepMaToOBEHEPO-
JIOTOB KOXXHO-BEHEPOJIOTUIECKUX MUCIIAHCEPOB/IEHTPOB 18
cyonekToB PD mrg 232 GonbHbix BBD cocraBuino 617. Cpen-
Hee YUCJIO TTOCeIIeHW omHUM OobHBIM — 2,7 (6e3 ydeTa
He obpamasimuxcs B TeueHue 2015 r. — 3,2 mocenieHusT Ha
onHoro OoJsibHOro). Ilpu 3TOM pazdpoc uucia ToceleHuin
Ha ofHOTO 60JTEHOTO B TOx cocTaBisut oT 0 mo 27. Hu pasy 3a
TOl K Bpauyy-IepMaTOBEHEPOJIOTY MENUIIMHCKOW OpraHu3a-
IV, TIOJBEOMCTBEHHOU OpraHaM MCTIOJTHUTEbHON BIACTU
cyobrekta PD B cdepe oxpaHBI 300pOBbs, He 0OpaTHiINCh 37
(15,9%) 6onbHBIX. BoNbIIMHCTBO Xe naueHToB ¢ BB (75%)
TOCENIAoT Bpavya-AepMaToBeHeposora ot 1 1o 4 pa3 B rom.
Tak, 3a 2015 1. OTHOKpPATHO WJIMA ABaXKIbl MOCETUIN Bpada-
nepMatoBeHeposiora 1o 21% maiueHToB, TpU TOCEIICHUST 3a
rox notpedoBanock 17%, uetbipe — 16%, nisith u 601ee — 9%
manueHToB (puc. 6).

Bonbueim BBD 6puta 0ka3aHa KOHCYIBTaTUBHAST TIOMOIIb
Bpayveil MIpyrux crennaabHOCTed. BOoNbIIMHCTBO MAllMeHTOB
(70,7%) momy4ynid KOHCY/IbTALMIO ITeararpa/TepareBra (89
MAIMEeHTOB OBLTM TIPOKOHCYABTUPOBAHBI TEAUATPOM, 75 —
TepareBToM). bosee ueM monoBuHe GOJLHBIX TOTPeOOBAIACH
KOHCYJIbTalust otopuHonapunrosora (137; 59,1%) u cro-
matosiora (134; 57,8%). Okono 1/3 nauuenrtos (81; 34,9%)
OBUTN TIPOKOHCYJIBTUPOBAaHBI xupyproM. Kpome Toro, O6bum
MPOBEIEHBI KOHCYJIbTAlMU TacTpodHTepoaorom (51; 22,0%),
Heposiorom (27; 11,7%), sumokpuHosorom (14; 6,0%).
BpauoM-reHeTukom ObUIM MPOKOHCYJIBTUPOBAHBI TOABKO 11
(4,7%) 6onbHBIX. HeckoIbKO MAaIMEeHTOB ObUTM HATPaBJICHBI
Ha KOHCyJIbTalMio K remarosory (8; 3,4%), uMMyHOJIOTY-
ameprosory (7; 3,0%), obransmonory (6; 2,6%), oproneny
(5; 2,2%), nedpomnory (3; 1,3%), a Takke K MHGMOEKUNOHUCTY,
rncuxuarpy, ruHexosory (mo 2 nauuenra; 0,9%). ITo 1 (0,4%)
0OTHLHOMY TIOTYIWIIM KOHCYJIBTAIINY TIPOKTOJIOTA, TUETOJIOTa,
peanumaTtojora (Tabm. 1).

Jleuenue, noay4eHHoe O0abHBIMU GPOchaEHHbIM
0yA1€3HBIM INUOEPMOAUZOM

BoJsibHbIC BPOXIEHHBIM OYJUIC3HBIM STTUIEPMOIU30M T10-
JIYYAIOT KaK CUCTEMHOE, TaK U HApYXXHOE JIEYCHUE TI0 TTOBOY
CBOErO 3a00JieBaHMsI, a TAaKXe HA3HAUYCHMsI, KacalolIrecs
nutaHust (Tadu. 2). CortacHO pe3ysibTataM MPOBEACHHOTO UC-
cnenoBanust, B 2015 1. ieKapcTBEHHAs Tepariust TPOBOINIACH
218 (94,0%) GoOnbHBIM, M3 HUX HapyXHasl JeKapCTBEHHast
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Yucno noceyeHui

Puc. 6. PactipeneneHue 601bHBIX BPOXKACHHBIM OYJIJIC3HBIM SMUACPMOIU30M (n=232) 1O YMCIy TTOCEIIEHMIT Bpaya-IepMaTOBEHEPOJIoTa 3a To/1

Ilpumeuanue. Io nanuwiM 18 cyonekToB PO, 2015.

Taomna 1. KoHcynbTaiuy 60JbHBIX BPOXKIEHHBIM OYJIJIC3HBIM 3ITH- Tabmmna 2. JlekapcTBEHHOE M HeJIEKApCTBEHHOE JieueHUe OOJIbHBIX
nepmonu3oM (n=232) BpayaMu-crienuainucraMu (Mo JaHHBIM 18 BPOXKICHHBIM OYJIJIE3HBIM SMUACPMOIU30M (IO TaHHBIM 18 cyObeK-
cyonekToB PD, 2015) ToB PD, 2015)
Yuciao 00IbHBIX, KOTOPbIM MPOBEIEHA Yuciao 00IbHBIX, MOTYYABIINX
426 Bpaun-crnenuaamcTsi KOHCYJIBTaUMs Hasnauenus Tepanuio (n=232)
n % n %
OTOPUHONIAPUHTOJIOT 137 59,1 CucremHoe nekapcTBenHoe 926 41.3
JIeYeHne, BCero ’
CromaTtosor 134 57,8 ButamMuHbL 359 25,4
Memmatp 89 38.4 AHTUTMCTaMMHHBIE MpernapaThl 31 13,4
MMMyHOMOIYISATOPBI 23 9,9
Xu 81 34,9
pypr AHTUOMOTUKU 17 7,3
TepaneBt 75 32,3 Makpo- 1 MUKPO3JIEMEHTBI 6 2,6
TacTPOSHTEPOIOT 51 22,0 AHTHaHEMUYECKHE CPENCTBA 4 17
(CTUMYJISTOPBI TEMOTI033a) ?
Hesporor 27 11,7 KoppeKTopbl MUKPOLMPKYJISILINT 3 1,3
DHIOKPUHOIOT 14 6,0 3aMEHUTEIH 1a3Mbl U APYTUX ) 0.9
KOMIIOHEHTOB KPOBHU ’
Tenetnk 1 4.7 CraGuTenbHbIE CPENCTBA 2 0,9
TeMaTosior 8 3.4 CucTeMHOE JIEKapCTBEHHOE
sieyeHue (0e3 JIOTONIHUTETbHBIX 28 12,1
VIMMYHOJIOT-aJLIeproJior 7 3,0 YTOUHeHMii)
Hapy:xHoe J1ekapcTBeHHOE
Odranbmoror 6 2,6 Jleyenne 217 93,5
Oproren 5 29 PereHepaHThI 1 perapaHThl 72 31,0
AHTUCETITUKU U 54 233
Hedponor 3 L3 Ne3NH(PUILUPYIOIINE CPENCTBA >
Wndexumonmct 2 0,9 AHTHOUOTHUKHU 26 11,2
[MroxoKOpTUKOCTEPOUIBI 9 3,9
TIcuxuar 2 0,9
P TTpoTuBOrpruOKOBLIE CPENCTBA 3 1,3
Trexornor 2 0,9 HapyxHoe neyenue (6e3 126 543
JIOTIOJIHUTEJIbHBIX YTOUHEHUIA) ’
ITpokTonor 1 0,4
Juera u/nm
[uetonor 1 0,4 CHenuaIn3MpOBaHHbIE IPOAYKTBI 17 7,3
JUISE QHTEPATHHOTO MATAHUS
Peanumarosor 1 0,4
®@usnorepanus (Ja3eporepanus) 2 0,9
JlaHHbBIE HE TIPEACTaBIEHbI 23 9,9 He ykasano 10 4,3
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Tepanus — 217, cucTeMHast JieKapCTBeHHast Tepanust — 96.
He norpeGoBaoch JeKapcTBEHHOTO JeueHust b 4 (1,7%)
nanpeHTaM, ist 10 (4,3%) GOJNbHBIX TaHHBIC TIPEICTABICHBI
He ObUIN.

JIJist CUCTEMHOTO JIEKapCTBEHHOTO JieUeHUsT Haubosiee
yacto OosibHbIM BBD Ha3Hauanu mpenapaThl BUTAMUHOB
(25,4%), anturucramuuubie (13,4%), UMMYHOMOIYJSATOPBI
(9,9%), a takke antubuotruku (7,3%). Heckosabko maiueH-
TOB TMOJIyJaJId TIPErapaThl TPYIIbl MAKPO- U MUKPO3JIEMEH-
ToB (6; 2,6%), anTranemuueckue cpencrea (4; 1,7%), kop-
pekTopbl MUKpoUupKyssiiiu (3; 1,3%), 3aMeHUTEN T11a3Mbl
M Ipyrux KOMIIOHEHTOB KpoBu (2; 0,9%), cinaburenbHbIE
cpenctBa (2; 0,9%). He yTouHeHbI TaHHBIC O Ha3HAYEHHBIX
JICKAPCTBEHHBIX Tperaparax Ui CUCTEMHOTO TPUMEHEHUSI
y 28 (12,1%) GOMbHBIX.

HapyxHast Teparusi MpOBOIWJIACH TIperiapaTaMu TpPYIII
pereHepaHTOB U pernapaHToB (31,0%), aHTUCENITUKOB U Jie-
s3uHbUIMpyIUX cpeacts (23,3%), aHTUOMOTUKOB [UIsl Ha-
pyxHoro npumeHenust (11,2%). Kpome sToro, oTrmeyeHo
MPUMEHEHHUE TIIIOKOKOPTUKOCTEPOUIOB U TMPOTUBOTPUOKO-

ORIGINAL STUDY

BBIX IIPENApaToB IjIs HapyXHoOro npuMernenus (y 3,9 u 1,3%
MalMeHTOB COOTBETCTBEHHO). He yTOUHEeHbI TaHHBIE O TpeTa-
parax [Uisi Hapy>KHOI#i Tepanuu, poBoauBieiics 126 (54,3%)
OOJIbHBIM.

O mpUMEHEHWM MUEThl W/WIK CIEHUATU3UPOBAHHBIX
MPOAYKTOB ISl SHTEPATBHOTO MUTAHUS OBLIO YITOMSIHYTO
wist 17 (7,3%) Oonbubix. IBa maumenrta (0,9%) momyvanu
JIa3epoTeparmio.

VY GompHbix BBD misa mepeBsi3ok Hambosiee 4acTo uC-
nonb3ytotest MaseBbie (y 114; 49,1%) u mapiesbie (y 104;
44,8%) moBsa3ku. Y Kaxmoro nsaroro 6ossHoro (53; 22.8%)
IUTSL TIEPEBSI30K MCTIONB3YETCSl Heaare3MBHBII MepeBsI30UHbBIN
Marepuan (puc. 7).

B GombimmHcTBe ciaydaeB (188 GombHbIX, 81,0%) mpro6-
peTeHue NepeBsI30UHBIX MATEPUAIOB OCYIIECTBIISIIOCH 33 CYET
CPEJICTB MAlMeHTa/CeMbH MAIlMeHTa. 3a CYEeT CPEICTB OI0IKe-
Ta cyobekra Poccuiickoit Denepaiiviy mepeBsi30uHbIe MaTe-
puainsl onyvanu 45 (19,4%) nauuenros, 20 (8,6%) — 3a cuer
cpenctB GnarorBoputesibHbIX (oHmoB, 1 (0,4%) — 3a cuer
CPEICTB KOKHO-BEHEPOJIOTUIECKOro AKcraHcepa (puc. 8).
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Puc. 7. Yacrora TIPUMEHCHUA PA3JINYHBIX TUIIOB IMOBA30K ITPU JICHEHUHN OOJIBHBIX BPOXICHHBIM 6yJ'IJ'[63HI)IM SIMUACPMOJIM30M, %
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Puc. 8. VICTOYHMKY CPEICTB sl IPUOOPETEHMS TIEPEBSI30UHBIX MATEPHAIOB Y OOJIBHBIX BPOXKACHHBIM OYJIJIE3HBIM SITUAEPMOIN30M, %

ITlpumeuanue. KBJl — KOXHO-BEHEPOJIOIrMUECKUI TUCITAHCeP.
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O6cyxnenne

Bo3MoxHOCTH TIpOBeIeHUS SMUAEMUOJIOTHUECKUX HC-
CIeIOBaHUI penkuxX 3a00JeBaHUil, K KOTOPBHIM OTHOCHTCS
BPOKIEHHBIN OYJIE3HBIN STMUIEPMOTN3, OTPAHUICHBI B CBSI-
31 C HEOOJBIIUM pa3MepoM TOMYyISIIUKU OONBHBIX. B 31X
CITy4yasix HeIPUMEHUMBI OOBIYHBIE METOIBI OLIEHKHU 3a001eBa-
e€MOCTH M pacripocTpaHeHHOCTH 0ojie3Hu [15]. Tak, B CILIA,
ABctpanuu, PymbiHum, LloTnanauu nis oueHKU 3abosieBa-
eMOCTU U pacTmpocTpaHeHHocTu BBD ncnonb3oBanuch maH-
HbIE, TIOJIyYeHHbBIC U3 COOTBETCTBYIOIINX peructpoB [16—19].
B cmyyae otcyrcTBUS peructpa Uil BBISIBICHUST OOJTBHBIX
HAIPaBJSUTICH 3alIPOCH B MEMUIIMHCKNE YUPEXKAECHUS, B KO-
TOPBIX HAOIIOAAIOTCS MM 00cienyloTcst oTu nmauueHTsl (Mc-
manus, CeBepHast Mpmannus, Xopsatust) [7, 20, 21]. Xots
Y TIPU3HAETCS, UTO OTU METOIBI COOpa MHGOPMAIIUN CBSI3aHbI
C HETIOTHOTO, HEOYyIeTOM IMOTyJaeMbIX JaHHBIX W aCCOLIM-
MPOBAHHO C 3TUM HEOOIIEHKO! Yyncia OOTbHBIX, MMETOIIN-
ecsI K HaCTOsIIIIeMY BpeMeHU cBelleHus 0 60bHBIX BBD B paz-
JIMYHBIX CTPAHAX MTOyYeHBl UMEHHO C MX ITOMOIIIBIO.

[To pesynbraTam MpoOBeNeHHON OIIEHKU, TMOKa3aTenu 3a-
o6oneBaemoct BBD B Poccuiickoit denepanu HIXKe, yeM
B Apyrux crpaHax. Tak, ecnmu B Poccuiickoit @enepanmm
3200JIeBaEMOCTh BPOXIEHHBIM OYJUIE3HBIM SIHUICPMOIN30M
cocrasuia 0,22 na 1 mura Hacenenus B 2015 1. n 0,33 B 2016,
to B CeBepHoit Mpnanaum 3TOT mokaszateiab cocTaBisut 1,4,
B otnanauu — 0,68 Ha 1 muH [19, 20]. W3 pacuera yucia
ciydaeB 3a00eBaHUS Ha | MJTH XKMBOPOXIEHHBIX 3HAUCHUE
roKasaTessi 3a00J1eBaeMOCTH BPOXKICHHBIM OYJITIE3HBIM DITH-
nepmosm3oM B Poccuiickoit @enepaiiiiy orieHEHO Ha YpOBHE
9,96 B 2015 1. m 13,90 B 2016, Torma Kak aHAJIOTMYHBII CpeI-
Huit mokazatenb B CLLA, corimacHO JaHHBIM HAIITMOHATTLHOTO
peructpa, coctaisut 19,57 [16]. Otmeuaercs:, 4to 3abo0JieBa-
eMoctb BBD B PyMbIHMM coctaBmiia 25 Ha 1 MJIH HOBOPOX-
IeHHBIX [18].

MuHuManbHas OlleHKa PacTIpOCTPAHEHHOCTH BPOXKIEH-
Horo Oyie3Horo anunepmonusa B Poccuiickoit @eneparinm
cocrapisteT 3,6—3,9 Ha | MJIH HaceJIeHMSs, YTO TaKXKe HIDKE
pacIpoCcTpaHEeHHOCTH B eBporelickux crpaHax, CIIIA n AB-
crpanuu [16, 17, 19, 20, 22]. Tak, pactipoctpaHeHHOCTh BBD
B PymbiHmnu cocrasnsiet 4,4 [18], B CLLIA — 8,2, B XopBatunm —
9,6, B ABctpanuu — 10,3 [21], B CeBepHoit Upnanauu — 32,0
Ha 1 muH HaceneHus [16—18, 20, 21]. HaubGosee BbICOKHE
TOKa3aTen PacIpoCTPAHEHHOCTU BPOXKAEHHOTO OYJIIIE3HOTO
snuaepMonu3a 3apeructpuponadbl B lotnananm (49,0 Ha
1 mH Hacenenwmst) [19]. U Bce xe B psine cyobekToB Poccuii-
ckoit Menepannn (TamboBckast, ToMckass o0acTu, peciry-
onmuku MopnoBus, bamikoprocraH, [larecraH, WMHrymeTus,
Yeuenckast, Kppim) mokasarenu pacripoCTpaHEHHOCTH BITOJI-
HE COIOCTaBUMBI CO CPETHEEeBPOTEHCKUMU W TIPEBBIIIAIOT
rokaszatenu pacrpoctpaneHHoctu B CILIA, momyueHHble Ha
OCHOBAHWU TaHHBIX HAIIMOHATBHOTO PETUCTPA.

CTOUT OTMETHUTD, UTO TTOJTYIeHHBIE MTAaHHBIE O YHCIIe OOTb-
HBIX B KaxkmoMm cyowbekre P® 3aBucar or obOpaimmaeMocTu
MAlMeHTOB, CTPANAONINX NTaHHBIM 3a00JieBaHUEM, B MEIU-
LIMHCKWE OPTaHM3allU TOCYIapCTBEHHOU (hOPMBI COOCTBEH-
HOCTH, OKa3bIBAIOIINE MEIUIIMHCKYIO TIOMOIIH TIO TTPOQUITIO
«fiepMaToBeHeposioTrsi». OTCYTCTBUE OOpaIleHN OOTBHBIX
BBD 3a MeAMIIMHCKOI MOMOIIBIO CHUXKAET YPOBEHb UX BbI-
sineHust. B Ceseproit Mpinanauu ¢ 1962 o 1984 r. BBD 6bu1
MMAarHOCTUPOBaH y 48 OONBHBIX, OJHAKO TIPU 00CIeNOBAHUN
YJIEHOB CeMell ATUX MAlMEHTOB ObUTO TOTIOJHUTEIHHO BBISIB-
neHo eme 36 6oapHbIX [20]. B IloTnanauy oGHApYKEHO, YTO
30% naiMeHToB ¢ TOMUHAHTHBIM AUCTPOGDUIESCKUM WU TTPO-
cteiM BBD HUKorma He obparmanuch 3a MEMUIIMTHCKON TTOMO-
1Iio K nepmaronory [19]. CoriacHo mosydeHHBIM HAMU TaH-
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HBIM, HM pa3y 3a 2015 r. k nepmaroBeHeposiory KB/l /menTpa
He obparanuch 15,9% 6GonbHbix BBD, paHee mosy4aBiimx
MEIUITMHCKYIO TIOMOIIIb B 9TUX MEAUIIMHCKUX OPTaHU3AIIMSIX.

B 1O Xe Bpems, Kak ObLIO OTMEYEHO, B 16 cyObekrax
P® 3a paccmarpuBaembiii mepuon (2014—2016 rr.) umcio
60mpHBIX BBD 1 COOTBETCTBEHHO OlieHKA TOKa3aTelsss pac-
npoctpaHeHHocT BBD yBenmumnuce Gonee uem B 2 pasa
(W1 UI3MEHWJTUCH OT HYJIST), YTO TIOMUMO CITy4aeB POKIEHUS
neTeil ¢ MJaHHBIM 3200JIeBaHUEM MOXET ObITh 00YCIOBIEHO
KaK aKTUBU3alllel pabOTHI IO TUCTIAHCEPHOMY HAOTIOIEHITIO
MaleHTOB BpayaMy-IepMaTOBEHEPOJIOTaMy, TaK 1 TIOBBITIIE-
HHEM OCBEIOMJICHHOCTU M HACTOPOKEHHOCTH Bpadeil B OT-
HOIICHUY BBISIBJICHUS U TUAaTHOCTUPOBAHMS 3a00IeBaHUS.

B cBsa3u ¢ penkocThio 3a00eBaHUST BO3MOXHBI TMAaTHO-
CTUYECKHE OIIMOKM TpU obcaenoBaHnu 60JbHBIX BBD, oco-
OEHHO B CITyJae JIETKOTO TeUeHUsT O0JIe3HU, YTO CITIOCOOCTBYET
CHIDXEHUIO YPOBHS BBISIBICHUST OONbHBIX. Tak, B ABCTpannu
Y MHOTHX OOJIbHBIX TTpOCcThIM BBD mepBoHavanbHO OblTa qu-
arHoctupoBaHa sk3eMa [17]. JuarHoctuueckuM oOIlIMOKam
CITOCOOCTBYET TaK¥kKe OTCYTCTBUE BO3MOXKHOCTH TIPOBEIEHUS
J1abOpaTOpPHOTO OOCIENOBAHUS METOAMU UMMYHOMDITIOOpEC-
LIEHTHOTO KapTUPOBAHUS WJIM TPAHCMUCCUOHHON 2JIEKTPOH-
HOU MUKPOCKOIINY, HEOOXOAMMOTO IIJIsT YCTAHOBJICHUS TUTIA
3aboneBaHus. CorTacHO MOyYeHHBIM HAaMH JaHHBIM, B 2015
u 2016 rr. TMarHo3 Ha MEPBOM IOy KU3HU ObLT YCTAaHOBJICH
TOJBKO 58 1 54% GONbHBIX COOTBeTCTBeHHO. [lo3nHee ycra-
HOBJICHUE MUArHo3a Kak B CBSI3W C TO3THUM OOpalieHueM
CcaMOTO TallMeHTa, TaK ¥ 10 IPUINHE TTePBOHAYAILHOTO yCTa-
HOBJICHUS IPYTUX TUATHO30B TaKXe OTYACTU OOYCIIOBIMBAET
HEIOOIEHKY ITOKa3aTeJieil pacipOoCTpaHEHHOCTH U 3aboie-
BaeMOCTU BPOXKIEHHBIM OYJIIe3HBIM dHaepMonn3oM B Poc-
cuiickoii Penepannu.

Takum 00pa3oM, HM3KWE OTHOCHUTETBHO APYTUX CTpaH
MoKa3aTe PaclpoCTPaHEHHOCTH U 3abojeBaemMocTd BBD
B Poccuu MoryT 0OBbICHSTHCS HU3KOM 00paliiaeMoCcTbio 00JIb-
HBIX C JIETKUM TeYeHHeM O0JIe3HU, HEIOCTATOYHBIM YPOBHEM
MMAarHOCTUKHU 3TOTO PENKOTO 3a00JieBaHUsI, OOYCIOBICHHBIM
MMO3HEN AMATHOCTUKOM, OIIMOOYHBIM YCTAHOBIIEHUEM B PsIIe
CJTyyaeB MHOTO TUArHO3a, HU3KOU JOCTYITHOCTHIO JIabopaTop-
HBIX METOJIOB TUATHOCTUKH.

B 1o e BpeMsi yBenmueHUe MOIU TAIMeHTOB C YCTAHOB-
JleHHBIM TUIIoM BBD B cTpykType HO30m0rMM B 2016 T. 10
cpaBHeHUIO ¢ 2014 . MOXeT CBUIETETLCTBOBATH O HEKOTOPOM
VAYYIIEHUN KauecTBa TUATHOCTUKU.

[Ipeo6mananue cpenu 60gpHBIX BBD HecoBepieHHOMET-
HUX MOXET OBITh 00YCJIOBJIEHO CYIIECTBEHHBIM COKpPAIIIEHU-
€M TIPOIOJKUTETLHOCTU XW3HU OONTBHBIX C TUTIAMU 3a00Je-
BaHUS, XapaKTePU3YIOIIUMHUCS TSKEJBIM TeueHneM. Tak, o
TITaHHBIM ABCTpaJIiicKoro peructpa 6oabHbBIX BBD, cpemnss
MPOIOIKUTETHHOCTD XU3HU OOJBHBIX PEIECCUBHBIM IHC-
TpoduieckuM TUTIOM 3aboJieBaHuUs coctaBuia 29,4 roma [17].
C mpyroit CTOpOHBI, B3pOCIIble OOMBHBIE C JIETKUM TEUeHUEM
3a0o0yieBaHUs He 00palaloTcsl 32 MEIUIIMHCKON TOMOIIBIO,
YTO TaKKe MPUBOAWT K YBEJIMICHUIO B CTPYKType obparae-
MOCTH IO OOJbHBIX MJIAMIIIETO BO3pacTa.

B To xe Bpemsi GONBHBIE C TSKETbIM TEUeHHEeM 3aboie-
BaHUSI (PEIeCCUBHBIN MUCTPOMUUECKUN W TOTPAHUIHBIN
TUTIBI) C OOJBIIEH BEpOSITHOCTHIO OOpAIIAIOTCS 3a CIIeIH-
ATN3UPOBAHHOI MEAUITMHCKOI TTOMOIIBIO, YTO CITOCOOCTBYET
YCTAaHOBJIEHWIO TIPAaBWJILHOTO MMArHo3a U ux ydery. Bce aTo
MPUBOIUT K HEKOTOPOMY WCKaXXKEHUI0 KapTWUHBI MCTUHHOM
pacmipoctpanernHoct BBD, co3nasast BrieuaTieHue Oombieit
PpacTIpoCTpaHEHHOCTU TUTIOB OOJIE3HU C TSKEIBIM TeISHUEM.

[Ipeobnanaromum TUOM 3aboneBaHusi B Poccuiickoit
®Denepauu SBISIETCS TIPOCTON OYIIE3HBIN STUIEPMOITU3,
MMAarHOCTUPOBAHHBIN TTOYTH Y TIOJIOBUHBI MMAIIMEHTOB. B oT-
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NeNbHBIX cyOobeKTax Poccuiickoit @eneparu cpenu 607Tb-
HBIX C TUATHOCTMPOBAHHBIM TUTIOM 3a00JeBaHUS OTMEUEHO
npeobagaHne MalueHToB ¢ auctpodudyeckum BBD, 4uto
MOXeT OBITh CBs3aHO C d(PGHEKTOM «OCHOBATENSI», KOTOPHIi
00yCTIOBNIEH HATMINEM B TIOTTYJISIIINY MYyTalluiA, HACTETyeMbIX
OT obmero mpenka. B mpyrux crpaHax Takke OOHApyKeHO
npeobmaganue 6oabHBIX TpocThiM BBD (CILLA, IlotmaH-
Iusi, ABCTpanusi), XOTsI B HeKoTopbix (Mrammst, Pymbraus)
npeobianaoT GobHbIe aucTpodudeckum BB [16—19, 23].
B T0 xe Bpemst B Poccuiickoit @enepaiivt o151 TAIIUEHTOB
C HEYCTAaHOBJICHHBIM THUIIOM 3a00JieBaHMsI, HECMOTpPS Ha ee
cylIeCTBeHHOe cokpaiieHue ¢ 66% B 2014 r. mo 25% B 2016,
0OCTaJIach BHICOKOMA.

ToMrMO MEAMITMHCKOI TIOMOIIN TI0 TIPOMWITIO «IepMa-
TOBEHEpOoJIoTus» 00abHBIM BBD Takke TpeOyeTcss MeaUIIMH-
cKasl TIOMOIIIb CTIeIIMATMCTOB APYTUX MPOMIIeii o TpUInHe
BHEKOXHBIX OcoxHeHWi BBD u Tskectn wmMeroterocs
nmaToJornyeckoro mpoiiecca. Yarie Bcero 6ospHbIe BBD 06-
pamraTcs K BpayaM OTOPWHOJAPWHTOJIOTY U CTOMATOJIOTY.
O TsKecTH 3abojieBaHUS y 00JdbHBIX BBD, mpokuBarommx
B cyonekTax Poccuiickoit denepaiivu, CBUNETENHCTBYET BbI-
SIBJICHHBI BBICOKWII yPOBeHb MHBAIMIN3AINN — OoJee To-
noBUHBI (57,8%) GOJNBHBIX.

B Hactosiiee Bpemsi BemeTcsl pa3paboTKa HOBBIX METO-
OB Teparnmuu 00JdbHBIX BBD — reHeTmyeckmx, OEIKOBBIX,
ki1eTouHbIX [8]. Tem He MeHee OCHOBHBIM METOIOM JICUEHUSI
6ompHBIX BBD ocTaeTcst HapyxHas Teparnuist ¢ UCTIONb30BaHU-
€M CIeINaTbHBIX HEaNTe3WBHBIX TIePEeBI30UYHBIX MATEPUAIIOB,
YTO TIPUBOIUT K CYIIECTBEHHBIM YKOHOMUYECKUM 3aTpaTtam,
B TIEPBYIO OYepenb CO CTOPOHBI ceMbU TanmeHTa. Hecmotpst
Ha TO, YTO TIPUMEHEHUE ITUX MATEPUAIOB CUUTAETCS TIPemd-
TIOUYTUTENIBHBIM B Tepanuu 6onbHbIX BB, cormacHo momy-
YeHHBIM TaHHBIM, JIUIIb 22,8% TMalMeHTOB UCIIOIb3YIOT He-
anre3VBHBIE TOBSI3KU. [Ipy 3TOM OOJBITMHCTBO TMAIUEHTOB
(6onee 80%) mpuoOpeTarOT HEOOXOMMMBIC TEPEBSI30YHBIC
MaTepuabl 32 CIeT COOCTBEHHBIX CPEICTB.

Ocpanunenus uccaedo8anus

K orpaHndeHUsSM MPOBEIEHHOTO MCCICIOBAHUS CIICAYET
OTHECTH OTCYTCTBHE OTBETOB U3 psina CyObeKToB Poccuiickoi
Denepanuu, a TakKe €ro IU3aiiH, He TPEIIoJaralommii ak-
THBHOTO BBISIBJICHUST 001bHBIX BBED, uTto 00ycinoBnuBaer He-
MOJTHOTY TTOJIyYeHHBIX JTaHHBIX. Kak ObLTIO 00CYKIEHO BHIIIE,
MOJy4eHIEe TaHHBIX O OOJIBHBIX B HAIIIEM UCCJICIOBAHUN 3aBH-
ceJIo OT X 00pallaeMoCTy B MEIULIMHCKUE OpTaHM3alluy ro-
CyIapCTBEHHOM CHCTEMbI 3IpPaBOOXPAHEHUsI, OKa3bIBAIOILINE
MEIMLIMHCKYIO MOMOIIb MO TPOMUII0 «I1epMaTOBEHEPOJIO-
rusi». B ciydyae HeoOpallleHUsT O0JIbHBIX UM UX HAOIIOACHUS
B MEAUIIMHCKUX OPTaHU3AIUIX YaCTHON CUCTEMBI 3IpaBOOX-
paHeHUs MH(POpPMAaIMs O HUX He MOTJIa OBITh TIOJTydeHa U y4-
TeHa. Hemoonienka yuciia 60abHBIX BBD 1, COOTBETCTBEHHO,
HUBKMI TOKa3aTesb ero paclpoCTPaHEHHOCTH MOTYT OBITh
Takke OOYCJIOBIICHBI HEIOCTATOYHO BBICOKMM YPOBHEM IHa-
THOCTUKH 3TOTO PEIKOT0 3a00IeBaHUS.

11 Goyiee TOYHOI OLIEHKM pacmpocTpaHeHHocTH BBD
B cyobekTax Poccuiickoii Denepanu 11e1eco00pa3Ho Mpo-
BeIeHME TaJTbHEUIINX SIUIEMUOJIOTMUECKIX UCCICIOBaHMA,
MpeayCMaTPUBAIOIINX 00CIeIOBAaHUE POICTBEHHUKOB 0OJIb-
HBIX C LIEJIbIO BBISIBIICHUS 32001 BaHMSI.

OTCyTCTBHMEM B 3HAUMTEIBHOM UMCIIEC CIy4aeB MAHHBIX
0 Ha3HavyaBIIUXCS JIEKAPCTBEHHBIX MpeTapaTax 00ycaoBIcHa
HEIOCTaTOYHOCTh CBEIACHUWII O TepanuM, IPOBOAMBIICICS
OOJIBHBIM BPOXICHHBIM OYyJIJIC3HBIM 3muaepMoin3oM. Kpo-
M€ TOTO, TU3alfH UCCIeIOBAaHUS He IIPEIIToJiarai 00s3aTeb-
HOTO TOJIyYeHUSI JaHHBIX O Tepaliuy, Ha3HaYaeMoll BpauaMu
Ipyrux crneunanbHocTeil. C 3TUM MOXET OBITH CBSI3aHa
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BBISIBJICHHAs] B WCCJIENOBAaHWUM HU3Kas 4acTOTa Ha3Have-
HUS JIeKapCTBEHHBIX MPETapaToB psiaa hapMaKoIOTUIECKUX
TPYMI, HATIPUMEP aHTUAHEMUYECKUX CPEACTB (CTUMYISITO-
pPOB TeMOTI0932a), CTaOUTETbHBIX CPEICTB, a Takxke (Pu3no-
Tepamnuu.

3ak104eHne

BBD sgBisercs penkuM HacIeICTBEHHBIM 3a00JIeBaHM-
€M C TIOpaXXeHWeM KOXHU U CIU3UCTBIX 00O0JI0UEK, PacIpo-
CTpaHEHHOCTh KOTOpOTro B cyObekTax Poccuiickoit Deme-
paluy Ha TPOTSDKEHUM WCCIIEAyeMOro 3-JIETHEro Iepuona
(2014—2016 rr.) Haxomutcs B muamasoHe ot 0 mo 21,03 Ha
1 mutH HaceneHwus, a B cpenHeM 1o Poccutickoit @enepammu
MUHUMAaTbHASI OIleHKA PACIPOCTPAHEHHOCTH 3a00JIeBaHUS
cocrapnsieT 3,6—3,9 Ha 1 muiH. BbIsSIBJIEHHBI ypOBeHb pac-
npoctpaHeHHocTH BBD B Poccuiickoit Denepaniuy HILKe,
YeM BO MHOTHX CTpaHaX, YTO OTYACTU OOYCIOBIEHO yIETOM
OOTBHBIX, OCHOBAaHHBIM Ha WX 00paIiaeMOCTH B MEIUIIVH-
CKHE OpraHM3allii, a TaKKe HEeIOCTATOYHBIM BBISIBIEHHEM
OOJTBHBIX M OLTMOKAMU TUATHOCTUKY 3a00meBanus. OMHUM 13
CITOCOOOB YTOUHEHUS ynciia 00IbHBIX BBD MoXeT sIBISITHCS
00cenoBaHNe WIEHOB CeMeil OOTbHBIX.

Tsxenoe TeueHne BBD compoBoxkmaeTcst mopaxkeHUEeM
Pa3TMYHBIX OPTAHOB U CUCTEM, UHBAJIMAN3ALINEN U COKpaIe-
HHUEM TIPOIOKUTETLHOCTY KMU3HU TALIMEHTOB, YTO TpebyeT
OKa3aHUsI MEIWIIMHCKON TTOMOIIN JaHHOUW KaTeropuu O0JIb-
HBIX KaK TT0 TIPOMIITIO «IepMaTOBEHEPOJIOTUST», TAK U TIPU He-
00XOIMMOCTH TIO IPYTUM TTPODUIISIM, B TOM YUCIIE B YCITOBUSIX
CTaIMoHapa.

Hecmotrpst Ha BbIsiBIeHHOe 3a 3-NMeTHUI TIepUON Ha-
OJTIOeHNST COKpAIIEHUE 0N OONBHBIX C HEYCTAHOBICHHBIM
TUTIOM 0OJIE3HU, Y 3HAUUTEIBHON YacTH TIAIIMEHTOB TUAarHO3
3a00JieBaHMsT He BKovyasn Tun BBD, uTo ykasbiBaeT Ha He-
JIOCTAaTOYHOE WCIIONIb30BaHNE B AMATHOCTHUKE 3a00JIeBaHUS
JTaGOPaTOPHBIX METOIOB MCCIIENOBAHUSI — UMMYHOMDITIOOpeC-
IIEHTHOTO AHTUTEHHOTO KAapTUPOBAaHWS, TPAHCMUCCUOHHON
3JIEKTPOHHOU MUKPOCKOITAY OMOTITaTa KOXH, TeHETUYECKOTO
ncciuenoBaHus. B cBA3W ¢ 2TUM I AMArHOCTUKYU 3aboJie-
BaHUS HEOOXOMWMO BHEIPEHWE U WCIOJIb30BAaHUE WUMMY-
HOQIIIOOPECIIEHTHOTO WCCIeNOBaHUS OMOMNTaTa KOXHU WU
TPAaHCMUCCUOHHOM 2JIEKTPOHHOI MUKPOCKOTNH. [1oCKONbKY
B TTOCJIEIHYE TONBI B PA3TMYHBIX CTpaHaX BedeTcs pa3paboTka
TeHeTUYECKUX METONOB Teparuy 3TOrO 3a00JIeBaHUS, TTOBbI-
maeTcsl 3HaYeHNe TeHeTUIeCKOTO 00CIeqOBaHUST TTAlleHTOB
it yrounenust dopmsl BBD n ompenenenust Mmyraiuu, BbI-
3BaBIIIeil 3a00eBaHMe.

JlaHHBIE TIO SMUIEMUOTOTUN BPOXIEHHOTO OYJIIe3HO-
ro smuaepmonusa B Poccuiickoit ®Demepannu, a Takxke
10 OKa3aHWIO OOJTHHBIM MEIWITUHCKON TTOMOIIY TTOTyYeHBI
BriepBbIe. [l OMTUMU3AaIMK U TIOBBIIIEHUST KauyecTBa Me-
OUIIMTHCKON TTOMOIIN HEOOXOAMMO TPOJODKEHNE MCCIen0-
BaHUIi, B pe3yibTaTe KOTOPHIX OyIeT IMpencTaBieHa Oolee
TIOJTHAST AMUAEMUOIOTUYeCKast XapaKTePUCTHUKA PEIKOTO Te-
HETUYeCKN 00YCIIOBIEHHOTO 3a00JIeBaHUSI — BPOXKIEHHOTO
OyJIJIe3HOTO AMUAepPMOIn3a — Ha Tepputopun Poccuiickoit
Denepanmn.

JononnurenpHast ungopmamnms

Uctoynuk dunancupoanusa. lVcciengoBaHue MNpoBOAUIOCH
B pamKkax BeimosHeHUsI ['ocymapctBeHHoro 3amanust ®I'BY
«HIJK» Munzapasa Poccun Ha 2018—2020 romer. JlanHBII
TIPOEKT HEe UMEJT CTIOHCOPCKOM TTOMIEPKKI.
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VYuactue aBTopoB: Ky6aHoB A.A. — KOHLENUUs, pa3padoT-
Ka Ou3aifHa WMCCIeIOBaHUSI, OMOOpeHNEe OKOHYATETbHOMN
Bepcuu cratby; KapamoBa A.D. — KoOHIemuwus, AW3aiiH,
WHTEePIpeTalrs TOJIyYeHHBIX TaHHBIX, TTOATOTOBKA TEKCTa
cratbu; Ynukun B.B. — aHanu3 nurtepaTypbl, cCTaTUCTUYE-
ckass o0paboTka NaHHBIX, WHTEePIpeTanus NaHHBIX, Ha-
nucaHue Tekcra ctatbu; bornanosa E.B. — cOop maHHBIX,
craTucTrdeckasi oOpaboTKa MaHHBIX, HAaNMCaHUE TEeKCTa

Annals of the Russian Academy of Medical Sciences. 2018;73(6):420—430.

cratbu; MonuakoBckas E.C. — aHanmu3 nutepaTypsl, yda-
CTUe B HATMCAaHUU CTaTbu. Bce aBTOPHI BHECTH CyIIeCTBEH-
HBI BKJIaA B TIPOBEICHUE KCCIIENOBAHUS W TOATOTOBKY
CTaTbU, MPOWIN U ONOOPWIN (PUHATHHYIO BEpCHUIO IO Ty-
OIMKALUK.

KondaukT uaTepecoB. ABTOpbI TaHHOI CTaTbU MOATBEPIUIN
OTCYTCTBUE (DUHAHCOBOI TOMIEPXKKU/KOHGMINKTA WHTEpe-
COB, O KOTOPBIX HEOOXOINMO COOOIIIUTb.
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