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BsepgeHue. BHimaHve K peikum 3aboneBaHnaM Bce 60sblie Bo3pacTaeT, 0cOGeHHO B NnocsieAHee aecAtunetve. Bmecre ¢ tTem, AaHHble
0 YKCsIe NALMEHTOB U PaCNPOCTPAHEHHOCTY PefKMX HO300M A ONpeaeneHbl 4na eAVHNYHbIX 3a00neBaHNIA, YTO BlleyeT HEOOXOANMOCTb
COo3[aHuA 1 pa3BUTUA PErMCTPOB OpdaHHbIX 3aboneBaHNI.

Lienb: aHanu3 anyaeMmnonornyeckmnx AaHHbIX BbIGOPKIN POCCUNCKUX NAaLMEHTOB ¢ 6ynnesHbiM anugepmonuzom (b3) no gaHHbIM perucTpa
6narotBoputenbHoro ¢poHma «bIJ1A. letn-6aboukn» (Pernctp BOD).

Mertoppl. [poBefeH 1 NpefcTaBneH aHanm3 NonoBO3PACTHBIX XapaKTePUCTHK BbIOOPKM C CyMMMPYOLWMMYM AaHHBIMY MO dpefepanbHbiM
OKpyram, AonA BbIOOPKY C NPOBEAEHHbIM MONIEKYNAPHO-TeHETUYECKUM nccneaoBaHmnem. MpeacTaBneHbl CBeAeHNA O CMEPTHOCTH,
C yKasaHuem Tuna b2 1 Bo3pacTa netanbHOro NCXoAa NauMeHToB, BKUeHHbIX B Pernctp bO. Paccuntana pacnpocTtpaHeHHocTb b3
BCEX TUMOB BMeCTe 1 KaXKAoro B OTAENIbHOCTU Ha 1 MITH HaceneHus.

Pesynbratbl. B cTaTbe npefcTaBneHbl anugeMmonornyeckne n gemorpaduryeckme aaHHble 548 naymneHtos c b3 n3 Pernctpa BO.
PacnpocTpaHeHHocTb B3 B Poccniickon Oepepauun (PO) coctaBruna 3,77 Ha 1 MITH HaceNeHWA, YTO 3HAUNTENTIbHO HIXKE, YeM B APYrnX
nonynauunax. MNauneHTbl ¢ B3 npoxnBanu B 75 pernoHax PO 1 6biny npeacTaBieHbl BO BCEX BO3PACTHbIX rpynnax. bonbwmHcTBo
nauneHToB 6bino feTbmuy Mnaguwe 18 net — 76%, No HauMoHaNbHOCTU Npeobnafany pycckue — 56,7%. PacnpepeneHue no 0CHOBHbIM
TMnam B3 okasanock cnegyowmm: guctpodpuueckuii Tun b3 - 59%, npoctoit Tun — 30%, NorpaHUYHbIN T1N — 6%, CHAPOM KnHanepa — 2%,
HeyTOUHeHHbIN TN — 3%. OXBaT MONEKYNAPHO-TEHETUYECKUMMN NCCeA0BaHNAMN cocTaBmn 86%. OLeHMBaNoCh Hanmune NananaTMBHOro
cTaTyca 1 CTaTyca-MHBanuAa y naymeHToB ¢ b3, KoTopble 3aperncTprpoBaHbl y 9,7% 1 55,3% cOOTBETCTBEHHO.

BbiBopbl. [onyyeHHble JaHHble MNO3BONAT KOPPEKTHO MIaHUPOBaTb AMAarHocTuYeckue, neyebHole, peabunntaLyoHHbie 1
npodunakTnyeckne meponpuaTua ana Kaxaporo gefepanbHoro okpyra PO ¢ yyeTom N0OKanbHOro pacnpocTpaHeHns naLmneHToB
C OCHOBHbIMY TMNamu B3 1 TAXKECTbIo NX TeueHnA. AHanu3 cBeAeHW U3 PerncTpoB NaLMeHTOB C peaKMY 3aboneBaHnAMMN ABNAETCA
3¢ PEKTVBHBIM HCTPYMEHTOM, HEOOXOAUMbIM AN1A MPaKTUYECKOro 3[PaBOOXPAHEHMA N HayUHbIX Lieneil.
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Background. Attention to rare diseases is increasing more and more, especially in the decade. However, data on patient enrollment
and prevalence of rare nosology associated with the occurrence and development of orphan disease registries.

Aim: analysis of the epidemiological data of group Russian patients with epidermolysis bullosa (EB) according to the data of the register
of the charitable foundation «BELA. Butterfly Children» (BF).

Methods. An analysis of the age and sex characteristics of the patient’s group was carried out and presented with summarizing data
for federal districts, the number of patients with molecular genetic results. Mortality index is provided, indicating the type of EB and the
age of death of patients included in the BF Register. The prevalence of EB of all types together and each with exceptions per 1 million
population was calculated.

Results. The article presents epidemiological and demographic data of 548 patients with EB from the BF Register. The prevalence of EB
in the RF was 3.77 per 1 million population, which is significantly lower than in other populations. EB patients were represented by all
age-related diseases living in 75 regions of the RF, most of which were in children under 18 years of age — 76%. The dominate nationality
among patients was Russians — 56.7%. The distribution according to the main EB types was as follows: dystrophic EB — 59%, simplex
EB - 30%, junctional EB — 6%, Kindler syndrome - 2%, unspecified EB — 3%. The coverage of molecular genetic studies was 86%. The
presence of palliative status and disabled status in patients with EB was assessed, the presence of which was registered in 9.7% and
55.3%, respectively.

Conclusions. The obtain data will make it possible to correctly plan diagnostic, therapeutic, rehabilitation and preventive measures
for each federal district of the Russian Federation, taking into account the local distribution of patients with the main types of EB and
the severity of their course. The analysis of information from the registers of patients with rare diseases is an effective tool necessary
for practical public health and scientific purposes.
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BBepgeHune

€TUCTPBI PeAKNX 3200J1eBaHuii. 3a TIOCICIHNE TOIbI B

Poccuiickoit @enepariyiy (PD) 3HaunTEIHHO BO3POC-

JIa IOTPeOHOCTh B PETUCTPax MAIlMeHTOB C Pa3Ind-
HBIMU PEIKUMM 3a00JIeBAHUSMM, B TOM YHMCJIC HACIICICTBEH-
HOM pupoasl. B IIMpoKOM CMBICIIE PeTUCTPHI TTALIMEHTOB
SIBJISTIOTCSI YIOOHBIM M JIOCTYITHBIM MHCTPYMEHTOM JIJIST pe-
IIEHMST OOJIBIIIOTO KOJMYECTBA OPTaHMU3AIIMOHHBIX U MCCIe-
JIOBaTeJIbCKUX BOTpocoB [1]. Ha coBpeMeHHOM 3Tamne cTaH-
JapTU3alMs U CTPYKTYPU3aIvs CBEICHUI B 00IaCTH 31pa-
BOOXpaHEeHMSI, olieHKa 3((HEKTUBHOCTUA U O€30MaCHOCTH
Tepanuu, pelreHrue OpraHn3allMOHHBIX, (papMaKo-3KOHO-
MMYECKUX U IPYTUX 32124 (hOPMUPYIOT 1LIeJI CO3MaHUsI pe-

TUCTPOB U BJIEKYT 3a COOOI pa3BUTHE TAHHOTO HaIpaBJie-
Hus [2]. Kpome Toro, coznaHue u pa3BUTUE PErMCTPOB CBSI-
3aHO C pa3pabOTKON creuu@UUHbIX METOIOB JIEUECHUS
MalMEeHTOB C PeNKUMU 3a00IeBaHUSIMU U UX OBICTPBIM BHE-
JPpeHNEM B KIIMHUYECKYIO MTPAKTUKY.

OnbIT €BPOIMENCKUX CTPAH SBJISIETCS IeMOHCTpaluei
BOCTpeOOBAHHOCTH TaHHOTO MHCTPYMEHTa B paboTe ¢ pefi-
KkuMHM 3aboneBaHusiMu. 1o naHHBIM oTyeTa pecypca Op-
¢anet B 2021 r. IMAEpaMU MO KOJIUYECTBY PETUCTPOB PEI-
KUX 3a00s1eBaHui siBisioTCs ['epmanust 1 @paHIus, B KO-
TOPBIX BeayTcst 165 u 146 pervcTpoB pa3InyHOrO YPOBHSI
COOTBETCTBEHHO [3].
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Crenyet 3aMeTUTb, 4YTo B Poccuu mepBbie perucTpbl
nosiBusMch B 70—80-X romax mpouwioro Beka, U OTHUM
M3 TIEPBBIX OBLIT PErMCTp OCTpOro nHdapkra Muokapaa [1].
Ha nannbiii MomeHT B P® nmeeTcs rpyIia IeiicTBYIONIX
PEruCTPOB MAIMEHTOB, (DYHKIIMOHUPYIOIIUX Ha pa3idd-
HBIX YPOBHSIX OpraHu3aluy 3apaBooxpaHeHus. [Ipemano-
CBUIKOM JUIsl pa3pabOTKM PErMCTPOB MalleHTOB Ha dejie-
paJbHOM YpOBHE CTajia IporpamMma JeKapCTBEHHOTO 00e-
crie4yeHus1 OOJIbHBIX C 3a00JIEBAaHUSIMU «7 HO30JOTUil»,
JIeYeHUe KOTOPBIX SIBJIIeTCS BbICOKO3aTpaTHBIM [4]. B 2018
rojy ObLIM BHeCeHbl M3MeHeHUsl B DenepaibHblil 3aKOH
«O0 ocHOBax oxpaHbl 3I10pOBbs rpaxkaaH B Poccuiickoii
Denepanym» U CIUCOK paciIvpeH 10 12 3abojieBaHUiA
[5]. B 2021 romy 1o ykasy IIpe3unenra P® 6wl co3man
rocyaapcTBeHHbI MOHI OMIEPKKM IETeil C TSKEIbIMU
JKU3HEYTPOXKAIOIIMMU Y XPOHUYECKUMU 3a00JIeBAaHUSMU,
B TOM yucie penkumu (opdaHHbiMu) — «Kpyr nobpa». Ie-
pedeHb 3a00JeBaHuii, 110 KOTOpLIM (hoHa «Kpyr nodpa»
obecrieunBaeT JOPOrOCTOSIIMMU WM He3aperuCTPUPO-
BaHHBIMU B PD jlekapcTBEHHBIMM TTpeTiapaTaMy BKJIIOYaeT
B cebst 56 HO30J10rNii IO TaHHBIM Ha aBryct 2022 rona [6].

OnHaKo CYyIIEeCTBYIOT TaKXe pa3IMYHbIe HErocymap-
CTBEHHbIE PETUCTPHI M PEECTPhI, KOTOPbIE OpraHW30BaHbI
JI160 npodeccuoHATbHBIMU aCCOLMALIUSIMU METULIMHCKUX
CIIEeLIMAIMCTOB, MO0 HEKOMMEPUYECKUMU OpraHU3aLIusI-
MU, OOBEIUHSIONIMMHY TAlIMEHTOB C ONPEAeIEeHHOM HO-
3onorueii [7,8]. B HacTosee BpeMsi, perucTpbl NalueH-
TOB 10 HO30JIOTHMSIM SIBJISTFOTCSI € IMHCTBEHHBIM CITOCOO0OM
MOJIYYEHUST TOCTATOUHOTO 00beMa BHIOOPKM ITPU PEIKUX
3a00J1eBaHUSIX, HEOOXOAMMOI ISl MU MUOIOTMUECKUX
/WM KJIMHUYECKUX UCCliefoBaHul [4].

Tak, B 2019 rony baarorBoputenbHbiil hoHa «bIJIA.
Hetn-6a6oukm» (B®), KOTOPHIN 3aHUMAETCST BCECTOPOH-
Hell MOMOIBIO AETSIM, CTPalalollMM FeHHbIMU JepMaTo3a-
MM, ITpY (pMHaHCOBOM noaiepxkke DoHaa MPe3naeHTCKUX
IPAHTOB HayvaJl peajn3allnio IpoeKTa 1o pa3padboTke «Pe-
TMCTPa FEHETUYECKUX U IPYTUX PENKUX 3a001eBaHUi» (na-
nee Peructp), omHoi 13 1ieiei SIBsiIach CUCTeMAaTHU3alsT
cBeneHMI o TToponedHbix b®. B PerncTp BKIIOYEHEI CBe-
JIeHust 000 Beex noporneyHbix b®. boibiias yacth mono-
neyHbiXx B® — 3T0 manmeHThl ¢ HaCAeICTBEHHBIM 3a00J1e-
BaHUEM KOXU — OyJuie3HbIM anuaepmosn3oM (b3), B Pe-
TUCTP TaKXKe BKIIIOUEHBI CBEIEHUs O TAallMeHTaX C IPYTUMU
penKuMu 3a00JIeBaHUSIMU KOXH.

Byanesnsiit smunepmom3. bD oTHOCUTCS K rpyIine pe-
KX HACJIEICTBEHHBIX HApYIIIEHUIA XPYITKOCTH KOXHU, ¢ 00pa-
30BaHMEM ITy3bIPEil Ha KOXe W CJIM3UCTBIX ITOC/Ie He3HAYM -
TeJIbHOI TpaBMbI. [laToreHHbIE BapUaHThI B 16 pa3IMyHbIX
reHax MPUBOIIST K YEThIPEM OCHOBHBIM THUIIaM bD — mpo-
ctomy (ITB3), morpannunomy (ITob3d) 1 gucTpopuueckoMy
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(Ab3D) Tunam u cunapomy Kunniepa (CK). Tunbsl b3 noa-
paznensitoTrcs Ha 30 KITMHUYECKUX ITOATUIIOB B 3aBUCUMOCTU
OT CTENEHM TSDKECTH: C JISTKUMU, MHOTIA ITOYTH He3aMeTHBbI-
MU TTPOSIBICHUSIMU, WU TSKETBIMUA KOXKHBIMU 11 BHEKOXKHBI-
MU TTOPaXKEHUSIMU, & TAKXKE B 3aBUCUMOCTH OT 00BeMa I1o-
pPaXkeHMs — JIOKAJIM30BaHHbIE WIK TeHepaIu30BaHHbIE [9].

Kiunnueckuit nmoarun b u TskecTh TeueHUs 3a0071e-
BaHUS ONPEIESIOT PUCKU BOSHUKHOBEHUS OCJTOXKHEHU I
Y TIPOIOJIKUTEIBHOCTD XKM3HU IMaueHToB. [1pu Hanbo-
Jiee TSDKEJIBIX IOATUIIaX OTMEYalOTCsl BBICOKAsi CMEPTHOCTh
B MJIaJIECHYECKOM WJIM MOJIOJIOM BO3PacTe WU PAHHSISI MH-
BaJIMAM3aLMs nanyeHTa. Takue mauueHThbl TPeOYIOT BbI-
COKO03aTpaTHOM CUMIITOMATUYECKON TepaIuu, JeuyeHus
MYJIbTUAUCUUIUIMHAPHON KOMaHIOM CIIeLMalnuCTOB,
a TakoKe TPUHSTUSI Mep COLMaIbHOM MomIepkKu. B cBsi-
3H C 3TUM, BCECTOPOHHEE U3ydyeHue podiaeMbl bD sBiser-
cs1 BaXKHOM 3a/1a4yeil 3mpaBOOXpaHeHMsI, B TOM YMCJIE C Lie-
JIbIO TIJIAaHMPOBAHUSI 00bEMOB MEIMKO-COLIMATbHOM T10-
Moiu. Kpome Toro, BaxkHei11ie MUPOBbIE TOCTUKEHMS
B pa3paboTKax pamuKaJbHOIO JIYEHHS 3TOro 3aboJieBa-
HUs TpeOyIOT BHUMAaHUSI K MpobiaeMe bD co cTopoHbI Ha-
yuHoro coobuectna [10]

B naHHOIi cTaThe MpencTaBIeHO ONMUCAaHUe BEIOOPKU
nanueHToB ¢ bO u3 Perucrpa, aHaau3 OCHOBHBIX IeMOIpa-
(brmyeckux 1 AMUAEMUOIOTMYECKUX TaHHBIX.

MeTopbli

OOBEKTOM HCCIIEIOBAaHMS TOCTYKHWJIN TaHHBIC
n3 Perucrpa manneHTOB, MMEIOIINX T'paXXaaHCTBO PO,
¢ nuarHo3oM B3O Bcex TumoB. Peructp — MeaguumHcKas
nHGOPMAIIMOHHAS CUCTeMA IS yI6Ta 1 aHAIM3a JaHHBIX
0 MalMeHTax, UMEIOLIMX FeHETUYECKHUE U IPYrue XpOHU-
yecKue 3a00JIeBaHUsI, B HACTOSIIEE BpeMsI CITCIIMATN3H-
pylolasicsl Ha TeHHBIX JepMaTo3ax. PerucTp rnocrpoeH Ha
web-TeXHOJIOTHSX U TIpeIHAa3HAYCH Ul cOOpa M aHaIu3a
YHUGUIIMPOBAHHBIX TaHHBIX O mareHTax. ComepskaTeb-
HOE HaMOJHEHMWE U CTPYKTYpHAas OpraHu3alus KJIMHUuYe-
CKMX JAaHHBIX ObLJIM pa3paboTaHbl C YUETOM IKCIEPTHBIX
3HAHUI Bpauyeil-crielinaIMCTOB, pabOTaIOIIMX C MallMeHTa-
mu ¢ BD 1 mipyrumMu TeHHBIMU IepMaTO3aMHM, ¥ BKITIOYAIOT
B ce0s1 memMorpacdriecKue TaHHbIC, IITMPOKUIA CITEKTp KITH-
HUYECKUX MTapaMETPOB, OTPAXKAIOIIUX OCHOBHbIE TTPOSIBJIE-
HU 3a00J1€BaHMSI U TTO3BOJISIIONIMX Hanbosiee MoJIHO oxXa-
pakTepr30BaTh OCHOBHBIC TUITHI U TIOATHUITE BD, TSoKecTh
TeueHusI 3a00JIeBaHM s, BO3MOXHbBIEC OCTOXHEeHUS. Takxke
Peructp BKIII0YaeT pe3yabTaThl MOJIEKYJISIPHO-TEHETUYE-
CKUX ucciienoBanuii. Pabora ¢ mepcoHaaIbHBIMU JaHHBI-
MU MalMEHTOB MPOBOAUTCS B COOTBETCTBUU 3aKOHOM
No152-®3 o 3ammTe mepcoOHATbHBIX TaHHBIX.
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COop ITaHHBIX OCYIIECTBIISICS Ha Teppuropun PO
Cpeay MalMeHTOB BCEX BO3PACTHBIX IPYIII, 3apETUCTPUPO-
BaHHBIX B BD ¢ 2011 1. mo 01 peBpanst 2022 r., ¢ KIMHUYE-
CKH YCTaHOBJIEHHBIM nTuarHo3oM b3. BB ObL1 nuarHocTu -
pOBaH Ha OCHOBAaHUU TUITMYHOTO CUMITTOMOKOMILIEKCA,
pacro3HaBaeMOIo B paHHEM JIETCKOM U B3POCJIIOM BO3-
pacre, a y HOBOPOXAECHHBIX JETEN — HAa OCHOBAHUU UME-
IOIMXCS KJTIOYEBBIX MpU3HaKoB bD, HanpuMep, reHepa-
JIN30BaHHbBIC MY3bIPU, YUYACTKU arlla3uy KOXU, TOpaxkKe-
HUE CJIM3UCTBIX 000JI0UEK U Jp.

B ananmm3 BKiIouau clieayronme TaHHbIe: IToJ1, BO3pacT,
tun b3, aTHUYECKYI0 TPUHAIIEKHOCTh, HAJTMYKE COLIAATb-
HOTO WJIM TMaJTMaTUBHOTO cTaryca. [IpeacraBiieH aHaiu3

23
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Puc. 1. PacnpegeneHvie naymeHTOB MO NOAY 1 BO3PacTy.
Fig. 1. Distribution of patients by gender and age.
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IOJIOBO3PACTHBIX XapaKTEPUCTUK C CYMMUPYIOIIMMU TaH-
HBIMM 110 (DeiepalbHbIM OKPYTaM, OXBAaT, TPOBEACHHBIM MO-
JIEKYJIIPHO-TEHETMYEeCKIM uccienoBaHueM. [IpencraBieHb
CBEIIEHUsT O CMEPTHOCTH, C yKa3aHueM Turia bD u Bo3pacra
JIeTaJIbHOTO Mcxona. Paccunrana pacripoctpaHeHHOCTh BD
BCEX TUIIOB BMECTE 1 KaXKJIOTO B OTACIBHOCTU Ha 1 MIIH Ha-
ceJieHus1. JlaHHbIe 0 YMCIIEHHOCTH HaceIeHUs CyObeKToB PD
ObUIM TTOJTyYeHBI Ha caiite DenepaabHOI CITYKObI ToCynap-
ctBeHHoI ctatuctuku (Poccrat) B pasnene «/JIemorpadusi:
YucieHHOCTh U cocTaB HaceneHus» [11].

CrarucTtuyeckast 00paboTKa MTaHHBIX ITPOBeIeHA C MO-
Molblo nmporpammbl Excel ¢ ucronb3oBaHUEM 3JIEMEHTOB
OIMCATEIbHOM CTaTUCTUKM.

Pesynbrathbi

IIpoananusnpoBaHbl 1aHHbIE 13 Pernctpa b® o manm-
eHTax ¢ guardozoM bD u3 75 cydonsekToB PD, 3apeructpu-
poBaHHBbIX ¢ MapTa 2011 1. mo 01 peBpans 2022 r.

PacnpedeneHue nayueHmos no nosy u 8o3pacmy

o cocrosthuio Ha 01 deBpans 2022 r B Peructp b® BHe-
ceHa nHgopMalys o 548 mauyeHTax ¢ quarHo3om b9, n3 Hux
265 (48,4%) myxunH, 283 (51,6%) sxkeHiuuHbI (puc. 1).

ZKMBBIX MalIMEHTOB OBUIO 3apeTrUCTPUPOBAHO 525 ye-
JOBEK, U3 HUX 10 18 met — 417 (76%) yenosek, crapiie
18 iet — 108 (24%) yenoBek (puc. 1). YMepumx — 23 mna-
muenTa (B mepuoxa 2019-2022 rr.). MUHUMATBHBII BO3pacT

2011 2012 2013 2014 2015 2016 2017 2018 2019 2020 2021 2022

Puc. 2. lnHammKa peructpaumm nayMeHTos.
Fig. 2. Dynamics of patient registration.
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MaleHTOB COCTAaBWII 10 1 Mecsla XXU3HU, MaKCHUMaJlb-
HbIil — 76 1et. Cpennuii Bo3pacT — 13,2412 MOJHBIX JIET.

JuHamuka pezucmpayuu nayueHmos

JvHaMuKa perucTpalyy NaluyueHToB 3a epuo pado-
Tl B® 110 TOgaM BapbHpoBaia, MUHUMAJIBHOE KOJIMYECTBO
MaleHTOB 3aperucTprupoBaHo B 2012 romy — 18 yenoBexk,
MaKCHMaJIbHOE KOJIMYeCTBO oTMevanoch B 2021 r. — 89 ve-
JIOBEK (pHc. 2).

Ho 2018 r. B B® perncrpupoBaanch TOJBKO MALIMEHTHI
1o 18 net, mocie 2018 r. — Bce Bo3pacTHbIe TpynIibl. Co-
IJIACHO UMEIOLIMMCS TaHHBIM, ¢ 2018 T. exkerogHo oTMeva-
€TCSl TEHIEHLIMSI K POCTY J0JIM B3POCJIbIX IMALIMEHTOB, YTO
CBSI3aHO C MOCTMIKEHHMEM YacThlo eTeil Bo3pacrta 18 Jer,
perucTpanyeil poauTesen NalueHTOB-AEeTEN C ayTOCOM--
HO-IOMUHAHTHBIMU TUIlaMu bD.

B Ta6u. 1 npencrasieHo pacnpeneieHue MmauueHToB
¢ BD, npoxusamimux B pa3nnuHbeiXx okpyrax P®. Hau-
0oJIbllIee KOJIMYECTBO MALIMEHTOB, BKJIIOYask yMEPIIKX, 3a-
peructpupoBato B LIPO, [TOO u CKPO — 127, 99 u 82
cooTBeTcTBeHHO. [larueHTsr muaaiie 18 et cocraBu-
mu ot 70,2 no 89,8% ot obiero ymncna, crapuie 18 ger —
or 10,2 10 29,8%.

CyMMapHO HauOoJIbllIee KOTUUYECTBO YMEPIIUX Ta-
LIMEHTOB Bcex Bo3pacToB ¢ 2019 mo 2022 rr. oTMevanioch
B IODO, IBPO 1 CKDPO (110 4 mauneHTa B KaXkI0M), TIpU
stoM B naHHbIi niepuon B CPO u [TPO He 3apeructpupo-
BaHO JIETAJIbHBIX CIy4aeB Cpeay MaleHTOB cTapiie 18 jierT.

B yactu pernoHoB no gaHHBIM Perucrtpa He 3aperu-
CTPUPOBAHO HU omHOoro nauueHTa ¢ bA. K HuMm otHOCAT-
csa 11 pernoHoB: pecryonuka Anwires, EBpeiickast ABTO-
HomHas O6macte, KabapauHo-bankapckas pecyonka,
Kamuatckuii kpaii, KapauaeBo-Yepkecckas pecryonnka,
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pecnyonuka Kapenus, Koctpomckas odnactb, Henerkuii
ABtoHOMHBII Okpyr, CeBacTomnosb, pecnyoianka TriBa,
YyKkoTcKkuit ABTOHOMHBI OKpYT.

HayuoHaneHeil cocmas

HauuoHanbHbIA cocTaB yKazaH y 79,6% maLveHTOB,
y 20,4% manueHTOB HET CBEIEHUI O HAIMOHATbLHOCTHU.
Bcero umeercs ykazanue Ha 34 HaUMOHAJbHOCTHU, TIPU
3TOM OOJIBIIIMHCTBO MAIMEHTOB OTHOCST Ce0sT K PYCCKUM —
313 yenoBek (56,7%) Wy K MPENCTABUTEISIM IPYTUX Ha-
LMoHanbHOCTER — 125 yenoBek (22,8%). Pacnipenenenue
10 HAIIMOHAJIBHOMY COCTaBY IIPEICTAaBICHO B TA0.I. 2.

PacnpedeneHue nayueHmos no munam b3

Ipu peructparuu B B® Kaxk1mblii malMeHT MpeIoCcTaB-
JIIeT MeIULIMHCKUIA TOKYMEHT, TTOATBEPXXAAIOIINIA €ro T1-
arHo3. Hamu nmpoaHanu3upoBaHbl CBEACHUS O KJIMHUYE-
CKUX TUArHo3ax, ¢ KOTOPBIMU MallMEeHThI TIEPBUYHO PETH-
ctpupyiorcst B B, 3T cBeneHust oTpaxaoT nH(GopMaInio
o tumax b9, ¢ KoTopbIMU OHU HAOIIOAAIOTCSI U COCTOSIT HA
y4JeTe Mo MECTY XXUTeJbCTBA.

IIpu aHanu3e umerouxcs cBeaeHuit 271 namueHT
(49,5%) ne umen yrouHeHHoro tumna bD, nuardos ObL1 yKa-
3aH Kak BpoxaeHHbIt BO (BBD); 131 mauueHT umen au-
arHo3 [1B3, 143 nanuenTa — b9, 3 nanuenTa — [1obd.

Ha MomeHT aHanu3a gaHHbIX Perucrtpa y 00JbLIMH-
CTBa MAlMEHTOB AUArHO3bI ObLIM YTOUHEHBI 1O OCHOB-
HbIX TUNIOB b3. JlnarHocTrKa MpoBOAUIACH PA3TUYHBIMU
METOJaMU, UCTOJIb3yEeMbIMU B KIMHUYECKON MPaKTUKE,
WA UX COBOKYITHOCTbBIO, TaK KakK B TeueHue padbotel bD
OOJIBIIIMHCTBO MallMEHTOB ObLIX THIATEIBLHO OOCaen0Ba-
HbI B MEIUILIMHCKUX YIPEKIECHUSX PETUOHAIBLHOTO U (he-
JIePaTbHOTO YPOBHEIA.

Ta6bnuua 1. PacnpeneneHVle NnauneHToB, NpeacTaBNeHHbIX B PeI'VICTpe, no MeCTy XNTeNbCTBa.

Table 1. Distribution of patients represented in the Register by place of residence.

Pervion PO Bcero KommuectBo nereii | KoanuecTBO B3pOCITBbIX Konnq(e;eT: /(;grg;epmnx
UentpanbHeii penepanbHbiii okpyr (LLDO) 127 90 (72%) 35(28%) 1/1
OxHbBI bpenepanbhblil okpyr (KODPO) 53 36 (73,5%) 13 (27,5%) 2/2
CeBepo-3amnanHelii dhenepaibHbiil okpyr (C3dDO) 62 46 (74,2%) 14 (25,8%) 1/1
HanbHe-BocTtounblii henepaibHbiii okpyr (JIBDO) 44 28 (70,2%) 12 (29,8%) 3/1
Cubupckuit penepanbHbiii okpyr (CDO) 43 29 (70,8%) 12 (29,2%) 2/0
Vpanbckuii henepanbHbiit okpyr (YDO) 38 30 (83,3%) 6 (16,7%) 1/1
IMpuBomxkckuii henepanbbiit okpyr (I[TDO) 99 73 (78,5%) 23 (21,5%) 3/0
CeBepo-Kaskasckuii dhenepanbhbiii okpyr (CKDO) 82 70 (89,8%) 8(10,2%) 2/2
HUTOIo 548 402 123 15/8
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Puc. 3. CpaBHeHMe BXOAALLEro f1MarHo3a npwv perncTpauum 1 noaTBepXAeHHOro ANarHo30B.
Fig. 3. Comparison of incoming diagnosis at enrollment and confirmed diagnosis.

Tabnuua 2. HaunoHanbHbI COCTaB NauyMeHToOB B PerncTpe.
Table 2. National structure of patients in the Registry.

HaunonanbsHocTh KonmuecTBo nayeHToB HammonansHOCTh KomuecTBo maiyeHToB
ABsapert 28 Mapuen 1
Asep0baiimkaHer| 3 Mopnsa 2
AnTaeng 1 Hanaen 1
ApMSIHUH 3 Hewmernr 1
Adranern 1 Henanernt 1
Bankup 1 Pycckuii 313
Benopyc 2 Tabacapan 1
Bonarapun 1 Tamxuk 3
Bypst 1 Tanbim 1
Haprunert 20 Tarapun 14
WHrym 1 YkpauHel
Ka3zax 2 Lbiran 1
Kanmbik 1 YeueHen 8
Kuprus 1 Yysaiir 3
Kymbik 4 DcTOoHeIl 1
Jlak 2 Ayt 2
Jlesrun 10 Het nannbix 110
MakenoHen 1
Bcero 548
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M3MeHeHurs BO Bcex TpyIIax TMarHO30B IIpeIcTaBIIe-
HBI Ha puc. 3.

IpenckazyemMo, 9TO KOJIMYECTBO MALIMEHTOB C TUATHO-
30M BBD 10/3KHO O BpeMeHeM CTpeMUThCS K HYJI€BbIM 3Ha-
YEeHMUSIM, U MTALMEeHTBI U3 3TOM IPYIIITHI [IepepacipeaesIsiioTCs
B KOHKpeTHbII Tin BD. OfgHaKo ocTtaeTcs 4acTh MallMeHTOB,
KOTOpBIE e1lle He MMEIOT YCTaHOBJIEHHOro Thma bd 110 pas-
HBIM IIPUYMHAM, W UX A0JIs1 cocTaBuwia 3% OT Bceld BHIOOP-
Ku1. MakcuMaIbHOe KOJTMYeCTBO rmofaoreyHbix b nmeer mu-
arHo3 Ib3D, HecMoTpst Ha OOJIBLIYIO PACITPOCTPAHEHHOCTh
T1B3 cornacHo aMuaAEMUOAOTMYECKIM JaHHbIM [12]. O6pa-
aeT Ha ce0s1 BHMMaHUe, YTO IIPU PETMCTPALIMKM HA Y OTHOTO
MalyeHTa He ObLT YCTaHOBJIEH IMarHo3 cuHapoma Kunmie-
pa, KOTOPHIi BITOC/IEACTBUY ObLT MaAeHTU(ULMpoBaH y 10 ma-
LIMEHTOB. BeposiTHO, 3TO CBSI3aHO C TPYAHOCTSIMU KJIMHUYE-
CKOI IMarHOCTHUKM JaHHOTO TUIa bD, 0COGEHHO B IETCKOM

Ta6nuua 3. Ctpyktypa Tinos b3 B Bo3pacTHbix rpynnax no ®O
Table 3. Structure of EB types in age groups by Federal District

Medical genetics 2023.Vol. 22. Issue 9

Bo3pacTe. Y psifa MalreHTOB OKa3aIcsl HEBEPHO KIIMHUIECKU
onpenesieH TMI BD, uTo Yallle Bcero 0ObSICHSIETCs HelocTa-
TOYHOI MUH(DOPMUPOBAHHOCTHIO MEIULIMHCKOTO ITepcCoHasa
0 COBPEMEHHOI KJlaccu(uKaluy 3a00J1eBaHMsI.

B Tada. 3 npeacTaBieHbl JaHHBIE 110 YTOYHEHHBIM
tunam bD 6e3 yuera ymepuiux nauueHToB no gene-
panbHbIM okpyram (PQO), KoTopble pa3aeieHbl Ha IpyI-
MBI IO Bo3pacTHOMY (10 18 jeT u ctapuie) u reorpadu-
YeCcKOMY Mpu3HakKaM. Bce maumeHTsl pacnpeneaninuch
ciaenytomnM obpasom: IBD — 311 (59%) nmauneHTOB,
BB — 157 (30%), ITobd® — 31 (6%), CK — 10 (2%),
BBED — 16 (3%).

IIpencraBieHHbIe JaHHBIE AEMOHCTPUPYIOT IIPe00-
JlagaHue naiueHToB ¢ JIbD cpenu Bcex TUIIOB, HAUOOJb-
1ee KOJIMYECTBO MallMeHTOB MJjaniie 18 et mpoxkuBaeT
B PO, a crapure 18 et — B [TPO (puc. 4, 5). Takoe npe-

BBD b5 B> J100)5C) CK BBD ABD J115C] IMobd CK
®0 o 18 net Crapine 18 et
oo 6 54 26 4 0 1 17 13 2 2
jle]0]0) 2 15 18 0 1 1 4 4 3 1
C300 1 27 15 2 1 0 8 6 0 0
AB®O 0 15 11 2 0 1 7 4 0 0
COPO 1 21 7 0 0 0 11 0 1 0
YOO 0 21 8 1 0 0 4 1 1 0
Moo 2 40 25 6 0 0 18 4 1 0
CK®O 1 44 14 6 5 0 5 1 2 0
BCET'O 13 237 124 21 7 3 74 33 10 3
Ta6bnuua 4. OxBaT MONEKYNAPHO-TEHETUUYECKMMN UCCIIeAoBaHMAMM NaureHToB ¢ 53 no ®O
Table 4. Coverage of molecular genetic studies of patients with EB in Federal District
[0]0) o 18 ner B % Crapure 18 ner B % VYmepiue B %
Hdo 88,9 80,0 100
j{e]0]0) 94,4 92,3 100
C300 91,3 71,4 50
ABO®O 92,9 75,0 50
CDdO 86,2 91,7 50
Y®O 83,3 66,7 50
noo 90,4 87,0 100
CK®O 82,9 87,5 25
BCETO 88,6 82,1 65,2
MeoduyuHckas 2zeHemuka [Medical genetics] 2023; 22(9) 25
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obiagaHue anueHToB ¢ JIBD B 006enx Bo3pacTHBIX TpyM-
I1ax, BEpOSITHEE BCETO, CBSI3aHO C 00JIee TSKEIbIM KIMHM -
YeCKUM TeueHueM aToro tTumna b u 6osblieil moTpedHo-
CTbIO B MEIULIMHCKOM MOMOIIY U COLMATIbHOM MOIAEPKKE
B JIIOOOM BO3pacTe, YTO OTPaKaeTcss Ha aKTUBHOM peru-
crpauny nanyeHToB ¢ 1D B B® u nmpuBoauT K 3aMeTHO-
My YHMCJIEHHOMY TepeBecy, 0COOEHHO B BO3PACTHOM TPYII-
ne muannie 18 yer.

MoneKynﬂpHo-eeHemuquKue ucciedo8aHus

ITo coctosiHuio Ha 01 deBpans 2022 r. MoJeKyIsIp-
HO-T€HETUYECKOe UccieoBaHKe ObUIO MpoBeaeHo 472 na-
LIMEHTAaM, YTO COCTaBUJIO 86,1% OT 061Lero yncia, B rpyn-
e 10 18 ner — 88,6% mauuenram, crapiue 18 ner — 82,1%,
cpenu yMepIluX rmaiueHToB — 65,2% (tadu. 4, puc. 6).
B Ta6i. 4 npencraBieHsl cyMmMapHbie qaHHbIe 110 DO.
MaxkcuMaibHbIii 0XBaT MPOBEIEHHBIMU UCCIEI0BAHMS -
mu otMmeuasics B FODO u cocrasun 94,4% u 92,3% cpenu
nauueHToB 10 18 u crapuie 18 jieT cooTBeTCTBEHHO. Mu-
HUMAaJIbHBIN OXBaT OTMeYaJICs y alleHTOB cTapiie 18 et
B Y®O u cocraBui 66,7%, cpeay nmalydeHTOB Mailie
18 1er B CKDO — 82,9%.
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Fig. 6. Coverage of molecular genetic studies
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WHBanuoHocme (usbix 525 nayueHmos ¢ b3)

B Peructpe 3acpukcupoBaHa nHpopmauus od odpa-
LIEHUH WX He 00pallleHUM MalleHTOB 32 MEIUKO-COLIM-
anbHoOI skcnepTusoit (MCD) nnst opopmieHUs cTatyca
«MHBaJIUI», BCETO TAKMUX MALMEHTOB ObLI0 55,3%, 13 HUX
15,8% nauueHTOB He obpamanuch 3a MCD.

Cpenn nuil 1o 18 net, odopamasimxcs 3a MCD, 35%
naureHTaM co Bcemu Tuitamu b npucBoeH craTtyc «pebe-
HOK-MHBaJIUI», 3% OTKa3aHO B yCTAHOBJICHUU CTaTyCca MH-
Bajnaa, 8% malKeHToB 1o 18 et He obparianuch 3a MCD.
Ot 54% nanyeHToB HET CBEACHUI O HAIMYUU WJIN OTCYT-
CTBMU CTaTyca MHBajMaa (puc. 7).

Pacnpenenenue no tunam bD geteit co ctatycoM «pe-
OCHOK-MHBAJIUI» MpeacTaBieHo Ha puc. 8. [Ipeobnana-
Jolee KOJIMYECTBO MNallMeHTOB UMeeT auartHos: JIbD —
101 pedeHoK.

Cpenn nauneHToB ctapiue 18 et 49% malueHToB co
Bcemu Tunamu bD umerot 1,2 unu 3 rpynmy MHBaJIUIHO-
ctu: 1 rpynma — 23,3%, 2 rpynmna — 23,3%, 3 — 53,3%.
IIpu o6paiennu 3a MCD 4% nanyeHTaMm ObUIO OTKa3aHO
B cTaTyce uHBanuna, 14% e obpaianics B MCD, nio 33%

nalueHTaM JaHHbBIX HeT (puc. 9).
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Pacnipenenenue no tunam b mamueHToB crapiie 18
JIeT npeacTaniaeHo Ha puc. 10. BoablIMHCTBO MalMeHTOB,
TakxXe Kak U cpeau Aeteil, umeeT auartHo3 J1bO — 45 na-
LIMEHTOB, TAKXe CPEeIU B3POCIbIX MALIMEHTOB ¢ MHBATU/I -
HOCTBIO €CTb 2 O0JIbHBIX C HEYTOUHEHHBIM TUIOM B3.

N imetor MW OTkasz M He obpauy HeT faHHbIX

Puc. 7. luBanuaHoCTb Y NauneHToB Ao 18 net (%)
Fig. 7. Disability in patients under 18 years of age (%)
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lMannuamueHeiti cmamyc

BD gaBasgerca MHBaIUAU3UPYIOIINM 3a00JeBaHUEM
TP CPEIHEM U TSDKEJIOM TeUYEeHWHU, 1 MHOTHE MallMeHThI
HYXIal0TCsl B najuiatTuBHoi noMoiiu. I1o nanHeiM Peru-
cTpa 13 525 NmaleHTOoB MMaJUIMAaTUBHBIN CTaTyC €CTh TOJbKO
v 9,7% nauuenTos, 100% KoTopbix UMeIOT nuarHo3 b3,
y 0,4% naLKeHTOB U3BECTHO, YTO MAJJIMaTUBHOTO CTATYy-
ca Her, 970 Takxke manueHTsl ¢ JIBD. ITo 89,9 % mauuen-
TaM HET CBEACHUM.

CmepmHocme

B Peructpe npemcraBiieHbI TaHHBIE TT0 23 yMEPIIAM Ta-
meHTaM B rrepron ¢ 2019 mo 2022 rT., cpeaHuii BO3pacT co-
craBui 13,74+11,02 net. B manHoii Koroprte 15 manneHToB
OblTM B Bosdpacre 1o 18 net. dois nereii 1o 1 roma — 60%,
B TAHHO BO3PaCcTHOM TPYIITIe MalieHTaM ObIT yCTAaHOBJICH
nnarHo3 [TobD, reHepanu3oBaHHbIN oaTum. [Tpomxomku-
TeJIBPHOCTH XKU3HU BapbupoBajia oT 2 1o 10 MecsiieB, cpen-
HUI BO3pacT — 5,2 Mecsiia. J1oJis MameHToB cTapiie roga
coctaBuia 40%, Bo3pacT 00JbHBIX OT 1,5 10 14 neT, Bcem
ObL1 ycTaHOBIIeH quarHo3 JIb3. Ha puc. 11 mpencraBieHo
pacrpeneneHne ymMepimmx naureHToB ¢ b mo ®O.

B Peructpe umeroTcs cBeaeHUS O 8§ yMEPIINX MaIH-
eHTax cTapire 18 jer, cpegHUiIT BO3pacT, KOTOPHBIX CO-
craBwmia 21,9+13,1 meT, BceM mamueHTaM OBLI YCTaHOB-
neH nuarHo3 IbD. Ha puc. 12 npencrasieHo pacmpe-
nenerue mo PO.

Mob3 CK

Puc. 8. KonnuecTtBo naymeHToB Ao 18 neT co ctaTycom pebeHoK-MHBanmg

Fig. 8. Number of patients under 18 years of age with the status of a disabled child
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PacnpocmpaHeHHocms

O6masg pacrpocTpaHEHHOCTb BceX TUITOB b,
no gaHHbIM Permctpa, cocrtaBasier 3,77 Ha | MJIH
HaceneHus. PacmpocTpaHeHHOCTb OCHOBHBIX TUTIOB bD
coctaBuna: [1BD — 1,08 na 1 muH HaceneHus, I[TobD —
0,21 Ha 1 miH Hacenenus, JAbBD — 2,14 Ha 1 MaH Hacele-
Husg u CK — 0,07 va 1 mutH HaceneHust. HeyrouHeHHbBIe
tinel BD — 0,11 Ha 1 MJTH HaceJleHUsI.

Orpavaeva ncanepoBaHnA

ITo pe3ynbTataM MeAUKO-T€HETUYECKOTO KOHCYJIb-
THUPOBAHUS ceMeli momonedHbix b® momydena nHdop-
Malus 00 OOLIMPHBIX POAOCIOBHBIX NalueHToB ¢ [1B3D,
JABbD, MHOTHE OOJIbHBIE U3 KOTOPBIX HE SIBJISIOTCS MOI0-
neuyHsIMi B® 1 He yuTeHBI B JaAHHOM MCClIeqoBaHUM. Jler-
Kasl CTeNeHb TSKEeCTU 3a00JIeBaHMs BO MHOTOM OIpeneisi-
€T HU3KYIO MOTPEOHOCTh WJIU €€ OTCYTCTBUE B OOpallleHU
3a MEIULIMHCKOM MOMOILIBIO U TIOMOIIBIO 0JIATOTBOPUTEb-
HbIX OpraHU3alMii, YTO UCKaXaeT UCTUHHYIO pacrpocTpa-
HEHHOCTH bD B PD.

O6cyxpaeHne

B HacTosI111eM MccieIoBaHUM MOJYYeHbI TaHHBIC, OT-
paxkarolre OCHOBHbIE MUAEMUOJOTHYECKUE U IeMOTpa-
(mueckue xapaktepuctuku bD B PD.

Bb3

Mob3

Mne3

JilE)

0 5 10 15 20
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HanexxHbie anmuaeMuoaorndeckue TaHHble, OCHO-
BaHHBIE Ha XOPOIIO OXapaKTepU30BaHHBIX KOrOpTax
MalMeHTOB, BaXHBbI IJIsI PeIKUX 3a00JIeBaHUI, TAKUX
Kak bO. OHM uMeloT NpUKiIagHOe 3HaAYeHUe IS 3apa-
BOOXpaHEeHUsI, AaBasl IpeICcTaBleHUe O MTOTPEOHOCTSIX

H WmeoT B OTka3 M Heo6pauw, M HeT gaHHbIX

Puc. 9. lnBanuaHocTb y naumeHToB cTaple 18 net (%)
Fig. 9. Disability in patients over 18 years of age (% of patients)

25 30 35 40 45 50

Puc. 10. PacnpefeneHve naumeHToB cTapLue 18 neT, UMetoLwmx UHBAMAHOCTb

Fig. 10. Distribution of patients over 18 years of age with disabilities
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Fig. 12. Distribution of patients who died after 18 years of age by Federal District
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B MEIUIIMHCKOI MOMOIIIH, 00beMe ee (DUMHAHCUPOBAHUS
B KOHKPETHOI CTpaHe, MTO3BOJISIIOT BBISIBJSATH STTUIEMU-
0JIOTMYECKMe TEHIEHIIMU, TOMOTAIOT B pa3paboTKe KOH-
CEHCYCHBIX PEIICHUI U PeKOMEHIAIMI CO CTOPOHBI Bpa-
yeOHOro coobuiectBa. Kpome Toro, 3T 1aHHbIE UMEIOT
KJII0YeBOE 3HAYCHME B Pa3BUTUM HayUYHBIX pa3paboTOK,
MaTOTeHETUYECKOM Tepanuy U MPOBEAECHUM KIMHUYEC-
CKUX uccienoBaHuii [13].

CornacHO MUPOBBIM TaHHBIM, BD oTHOCHUTCS K pen-
KUM 3a00JIeBaHUSIM, PACIIPOCTPAaHEHHOCTh KOTOpOro B P®
JMIOCTOBEPHO HEe U3yyeHa, YaCTOTa BCTPEYaeMOCTH pa3iny-
HBIX TUIIOB HE OIpeesieHa, XOTs UMEIOTCS OTAebHbIe CO-
obmmeHust 00 snuneMuosoru bD B PO u B oTAeNBHBIX pe-
ruoHax [14—16].

IMonyyeHHass HaMU PaCIPOCTPAaHEHHOCTh BCEX TH-
noB BD B PD ouennBaercs Kak 3,77 Ha | MJTH HaceJIeHUs],
M OHa OYEBUIIHO OTJIMYACTCS OT OITyOJIMKOBAHHBIX TaHHBIX
B IpYI'UX cTpaHax. Tak, moka3aTeau paclipoCcTpaHEeHHOCTH
B CIIIA, EBponeiickux ctpaHax, ctpaHax baukHero Boc-
TOKa, ABCTpaJIMU KoJieOmtoTcs oT 4 1o 54 Ha 1 MJIH Hace-
nenus [17—20]. IlonoOGHast BaprabeIbHOCTh MOXKET OBbITh
o0bsicHeHa (haKTopaMM, BIMSIIOIIMMM Ha PErMCTPAIIAIO
cJlyyaeB, HallpUMep, CBI3aHHBIMU C CUCTEMOI1 3paBOOX-

Medical genetics 2023.Vol. 22. Issue 9

paHEeHMsl, Tlie BaXKHOE 3HaUEHUE UMEIOT TUarHOCTUYEeCKIe
BO3MOXHOCTH, OCBEIOMJIEHHOCTh CIIEIIMAIMCTOB, HaJIU-
qye [eHTPOB 9KCIepTU3bl 1o bD, win nemMorpaduyecku-
MU U KyJbTYPHBIMU OCOOEHHOCTSIMMU [21]

Pe3ybTaThl HACTOSIILIETO aHAIM3a COOTHOCSITCS C TO-
JTOOHBIMM, paHee onyoIrMKoBaHHBIMY B PD, nccenoBaHu-
smu. B Tada. 5 npeacraBieHo cpaBHEHUE psiaa TapaMeTpOB
¢ cepueil myonukauuit Kybanosa A.A. ¢ coasr. [14,15,22].
OTJIMYUTETbHO 0COOEHHOCTBIO SIBJISIETCST 0OJIbIIIEe KO-
YEeCTBO MALMEHTOB B HACTOSLLEM UCCIENOBAHUN TI0 CPAB-
HEHUIO C paHee MPOBEICHHBIMU, a TaKKe OOJIBIINIA Te0-
rpaduyeckuii oxsaT — 75 pernonon P®. Kpome Toro, oue-
BUIIHO pa3juyue B pacnpeneneHuu mo tumnam bO. Ha Hamn
B3IJISIIT, 3TO OOBSICHSIETCSI MHBIM ITOAXOI0M K PEerucrpa-
LIVY U YYEeTy KIMHUYECKKUX CBEIEHUI O TIallMeHTaX, BKIIIO-
yeHHBIX B Peructp b®. Tak, peryispHoe HaOI0IeHAE
3a OOJIbHBIMU, TTPOBEICHNE MOHUTOPUHTA KIMHUYECKUX
IapamMeTpoB ¥ aHaJIM3 TaHHBIX 00CIeI0BaHMIA B OOJIBIIIMH-
CTBE CJIy4aeB MO3BOJISIIOT JOCTOBEPHO UACHTU(DUIIMPOBAThH
tin bD 1 popMUpPYIOT SKCNIEPTHBINM MOAXOA K AUarHOCTU -
K€ CO CTOPOHBI Bpaueii-KOHCYJIbTaHTOB b®.

ITonydyeHHBbIE HAMU JaHHBIE TaKXkKe COOTHOCSTCS
C BMUIEMUOJIOTUYECKUM HCCIeI0BaHUEM, ITPOBEICH -

Ta6nuua 5. CpaBHUTENbHbIE AAHHbIE KIVHUKO-3MUAEMUONOTMYECKX NoKasaTenei

Table 5. Comparative data of clinical and epidemiological indicators

IMokazarenun 2014 r[14] 2016 [15] 2021r [22] Hacrosimee ucciienopaHue
Konunuectso nauueHToB 438 417 452 548 (525 XUBBIX)
MykunH 242 (52%) 52% 237 (52%) 265 (48,4%)
Kenumu 211 (48%) 48% 215 (48%) 283 (51,6%)
BospacTHoit nuamnazon 0-66 et 0-79 ner Cpemnuii Bospact 16,5+13,8 rona 0-76 et
Hetn 264 yenoBek H/1 (62%) 292 (65%) 417 (76%)

(60,3%)

Bapocibie 175 (40%) H/I 160 (35%) 108 (24%)

KonnyecTBo pernoHoB 70 60 68 75

ABD 50 (11,4%) 101 (24,2%) netu 97 (33%) 325(59,3%)
B3pocibie 50 (31%)

B> 86 (19,6%) 200 (48%) netu 162 (55%) 157 (28,6%)
B3pocibie 69 (43%)

ITobd 3(0,68%) 3(0,7%) HET JaHHBIX 40 (7,3%)

CK 0 0 HET JJaHHbIX 10 (1,8%)

BBD (neyrouHeH, ap, 299 (69%) 113 (27,1%) neru 33 (12%) 16 (3%)

He yKa3aH) B3pocibie 41 (26%)

MHBanmuaHOCTb oa/HET HET JaHHbIX 57,8%/16,4% 54%/35% (Bce) 34,5%/20,8% (netu)

Ja — 61% (netn) u 43% (B3pocibie) 48,8%/22,1% (B3pociibie)
PacnpocTpaHeHHOCTD 3,6 Ha | MTH 3,9 Ha | MuH HET JaHHBIX 3,77 Ha 1 MuTH HaceeHUsT
HaceJIeHUsT HaCeJICHUST
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ORIGINAL ARTICLES

HoM ¢ 2013 1o 2017 rr. Ha TeppUTOpUU MOCKBHI, B KOTO-
poMm ObLI 3aperucTpupoBaH 51 nmamueHT ¢ b, 6oabinas
YacTh MalMeHTOB OBbLIM JIMIA MYXCKoro moyia — 62,8%.
Bospact mauueHToB coctanisi oT 0 no 27 jget, npeod-
Jlajaloliei rpyrmnoi ObUInd IeTH B Bo3pacTe 10 18 net —
66,7%, B3pocibie B Bo3pacTe crapiie 18 jeT cocTaBUIn
33,3%. Taxxe ObUIO MPOAEMOHCTPUPOBAHO, YTO TTOKA3a-
TeJlb pacnpocTpaHeHHocT b cocrasun 0,4 ciyyas Ha
100 ThIC. HaceaeHUs (B MepepacyeTe aBTOPOB — 4 maru-
eHTa Ha | MuIH. HaceneHus) [17].

TakuM 06pa3oM, IIPOBEIEHHOE UCCIIEIOBaHUE TTOKa-
3aJ10, 4TO BeneHue Peructpa sBisieTcss BaxkHbIM U 3D dex-
TUBHBIM MHCTPYMEHTOM aHaJI13a 3MUAEMHUOJIOTUYECKUX,
neMorpaduyeckKux, KIMHUYECKUX TaHHBIX KOTOPTHI Ma-
HMeHTOB ¢ b, Kak 1 Ipyrux peakux 3a00eBaHui, KOTO-
pble MOTYT ObITh UCIIOJb30BaHbI 7151 TPAKTUYECKUX 1 UC-
CJIeI0OBATEbCKUX LIEJIEH.

3ak/oyeHmne

bnarogaps nHdopmaTtuzanum B cepe ydyeTa U aHa-
JiM3a MEeIULMHCKMX TaHHBIX BefeHue Pervcrpa nmauueH-
TOB ¢ BD saBisieTcst mokasarebHbBIM IIpUMeEPOM b dheK-
TUBHOI'O IPAKTUYECKOTO IIPUMEHEHUSI JAHHOTO MHCTPY-
MEHTa [UIsl aHAJIM3a pa3InYHbIX IT0Ka3aTesIeil U 03BOJIIeT
CTaBUTh JAJbHEHIINE 3a1a9M 10 PACITUPEHUIO aHAINTH -
YeCKUX BO3BMOXKHOCTEM JaHHBIX MMALMEHTOB U3 peajbHOMI
KJIMHUYECKOM MPAKTUKHU.
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