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®IBY «[ocynapCTBEHHbIN HAY4HbIN LEHTP AepMaToBeHeponiorun n Kocmetonoruu» MuHsapasa Poccum
107076, Mocksa, yn. KoponeHko, a. 3, cTp. 6

Llenb. N3y4nTb pacnpocTpaHeHHOCTb BPOXAEHHOMO 6ynne3Horo anuaepmonusa (Bb3) cpeau HaceneHus Poccuiickon
®epepauun.

Marepuan u metopbl. CBeieHus 0 yucne 60nbHbIX BB B cyobekTax Poccuitckoin ®eaepauum, nx Bo3pacte 1 Tune
3a60s1eBaHNA ObIIN MONYYeHbl NOCPEACTBOM aHKETUPOBAHNS. AHKETbI 6bINY HAaNpPaBsieHbl B MEAWULMHCKNE OpraHn3aLum
AepMaToBeHeponorunyeckoro npocpunsa 85 cybnektos Poccuiickon Geaepaumin. Mokasatenu pacnpocTpaHeHHocTy BB3

B cyb6bekTax Poccuiickon ®eaepaunn Obinn paccynTaHbl Kak OTHOLLIEHME Yicna 60MbHbIX BB B cy6bekTe Poccuniickoil
defepauunn K YACNEHHOCTN HACeNIeHUs 3TOro CyObeKTa, B NepecyeTe Ha MUSIIINOH HAaCeneHns.

PesynbTartbl. 113 70 cy6bekToB Poccuiickonn defepauni nosiyydeHbl cBeeHns 0 Hanndum 438 605bHbIX BB (210 »eHLuH
1 228 myxx4unH) B Bospacte o1 0 4o 66 net (no coctosHuto Ha 1 aHBapsa 2015 r.). Tun 3a6onesaHuns B fuarHo3se 611 ykasa
y 139 60nbHbIX (NpocToit BB — y 86 60MbHbIX, AUCTpouyeckuii — y 50, norpaHunyHbiii —y 3). Y 299 (68,26%) 60MbHbIX
[aHHbIX 0 TUNe 3a6051eBaHMs NPeCTaBNIeHO He ObI10. PacnpocTpaHeHHOCTb BBA B cybbekTax Poccuiickoin Gepepaunn
Bapbupyet ot 0 o 19,73 Ha 1 000 000 HaceneHus.

3akntoyenue. [onyyeHHble CBEAEHNS 0 pacnpocTpaHeHHoCTH BB B 70 cybbekTtax Poccuiickon OeaepaLui cONOCTaBUMbI
C AaHHbIMN NINTEPATYPbI, YKa3bIBAKLLMMI HA pacnpoCcTpaHeHHOCTb B3 B HEKOTOPbIX 3apy6exXHbIX CTpaHax. [ony4eHHbIe
[aHHble SBAIOTCA NEpPBbIM LLIArOM K pa3paboTke KMHUYECKUX PEKOMEHAALMIA Mo BeeHN0 60/1bHbIX BB 1 co3aaHmto
peructpa 6onbHbIx BB3 B Poccuiickoin ®epepauun.

Knioyesble C10BA: BPOXAEHHbIA Gynne3HbIA INMAEePMONn3, INUAEMUONOrusi, PpacnpocTPaHEHHOCTDb.

KoHTakTHas nHcopmaumst: bogdanova@cnikvi.ru. BectHik aepmaronorun v sexeponorin 2015; (3): 21—30.
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Goal. To study the prevalence of hereditary epidermolysis bullosa (HEB) in the Russian Federation.

Materials and methods. The data on the number of HEB patients by subjects of the Russian Federation as well as their age
and disease type were obtained based on questionnaires. The questionnaires were sent to dermatovenerology healthcare
institutions from 85 subjects of the Russian Federation. The HEB prevalence rates in the subjects of the Russian Federation
were calculated as the ratio of the number of HEB patients in the subject of the Russian Federation to the population size in
the subject per million residents.

Results. Information about 438 HEB patients (210 female and 228 male) aged 0—66 was collected in 70 subjects of the
Russian Federation as of January 1, 2015. The disease type was specified for 139 patients (86 patients with common HEB,
50 patients with dystrophic HEB and 3 patients with the borderline form of HEB). No details about the disease type were
provided for 299 patients (68.26%). The HEB prevalence rate in the subjects of the Russian Federation varies from 0 to 19.73
cases per million residents.

Conclusion. These data on the HEB prevalence rate in 70 subjects of the Russian Federation are comparable to the data
specified in literature sources providing information on the HEB prevalence rate in some foreign states. The data represent
the first step to the development of clinical recommendations concerning HEB management and establishment of a register
of in the Russian Federation.
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| BpoxaeHHbIn 6ynnesHbii anngepmonms (B6J) — re-
HeTu4eckn obycrnoBfieHHoe 3aboneBaHue, XapakTepu-
3yIOLLEECH YMEHbLUEHNEM YCTONYMBOCTM KOXM K Mexa-
HUYECKNUM BO3LOENCTBUSAM, KIMMHUYECKM NPOSBSOLLEECs
opmMMpoBaHMEM MNy3bipen 1 9po3uii. BeigensaoT 4 oc-
HOBHbIX Tuna BB3, Bknto4aloLwmx npoctor 6ynnesHbIn
3aNMAEPMONM3, NOrPaHNYHbIN ByNNe3HbIN ANMAEPMONN3,
ancTpodmyeckmii 6ynnesHbIn anMaepMonnu3 u CUHAPOM
Kungnepa, cpeam KoTopbix onvcaHo okono 30 cy6Tu-
nos [1]. Ot Tuna BB3 3aBucuUT cTeneHb TsXecTn 3abo-
neBaHusA, KoTopas onpefenseTcs pacnpoCcTpaHeHHOCTbIo
BbICbIMaHWI, NErkoCcTblo (POPMUPOBAHUA U OSIUTENBHO-
CTblO CYLLECTBOBAHUSA 3PO3UIA, Pa3BUTUEM OCMOXHEHUN
60Ne3HN — MHPULMPOBAHNSA CYLLECTBYIOLLNX AedEKTOB
KOXMW, nx pybLieBaHusa ¢ hopMMpoBaHNEM MCEBOOCUHOAK-
TUNWIA, KOHTPAKTYpP, CTPUKTYP, 3a0ep>XKn pocTa 1 pas-
BUTUSA, CMHOPOMa Manbabcopbumm, NiIOCKOKIETOYHOro
paka koxwu. Ona nogTBepXAeHUs guarHosa u onpege-
neHuns Tuna u cy6Tmna 3abonesaHuns B cTpaHax Esponebl,
B CLUA n AscTpanumn ncnonb3yrTcs TPaHCMUCCUOHHAasA
3NIEKTPOHHaaA MUKPOCKOMNUA, No3BondLlas yCTaHOBUTb
YPOBEHb (DOPMMPOBAHMWSA My3bIpsi B 30HE AepMO-3nuaep-
MasibHOro COeAVHEHUs1 U BbIBUTb AedeKTHble CTPYKTY-
pbl KOXMW; HenpamMas peakums MMMYHOMIIOOPeCLEHLMM,
BbIsiBNAOWAa aecmumnt 6enka, NpogyKLmsa KOTOPOro CHu-
XeHa B pesynbTare MyTauuum COOTBETCTBYHOLLEro reHa
[1—3]. B Poccuickon depepaumm gnarHo3 BbB3I ycra-
HaBNMBAETCH Ha OCHOBAHMMW OaHHbIX aHaMHe3a U KINHU-
YeCKOW KapTUHbI; MHCTPYMEHTanbHasa 1 naboparopHas
OMarHoCcTnkKa He NpUMeHsieTcs.

Bo MHoOrmx ctpaHax muvpa co3gaHbl perncTpbl U Be-
ayTcsa 6as3bl gaHHbIX 60nbHbIX BBEJ. C 1986 r. Begetca
peructp 6onbHbIXx BE3 B CLUA, ¢ 1991 r. — B UTanun,
c 1996 r. — B ABCTpun [4—6]. Pernctpbl 60nbHbIX BB
cosgaHbl B AscTpanuu, Nepmanum, LWotnangmm [7—10].
Bo ®paHuun Begetca anuaemuonornyeckas 6asa gaH-
HbIX pepkux 3a6oneBaHnin CEMARA, B KOTOpYK BHOCAT
JaHHble 0 60nbHbIX BB3 [11], B BenukobputaHum cy-
LecTByeT HaumoHanbHasa 6a3a gaHHbix BBEI [10]. Kpo-
Me Toro, nHdopmauus o 6oneHbix BBO Hakannusaetcs
B OTOENEHUSX MEeXOyHapogHoW accoumaumm 60MbHbIX
BB3 DEBRA (Dystrophic Epidermolysis Bullosa Research
Association).

C6op cBefeHuii o 6onbHbix BED obneryaercs cos-
JaHveM cneumanmanpoBaHHbIX LEHTPOB Oka3aHusa me-
OVUMHCKOM nomolumn 6onbHbiM BBD, Ha 6a3e KOTopbIX
BeOyTCs COOTBETCTBYIOLLME PErUCTPbI UK 6a3bl AaHHbIX.
B Hupepnanpax ¢ 1990 r. gencteyeT cnyxx6a BB3 Ha 6a-
3e LleHTpa ny3bipHbIx 3a6onesaHuii [12]. C 1995 r. npu
nopnepxke DEBRA peinctByeT HauuoHanbHbIA LEHTP
oéynnesHoro anugepmonuaa B Benrpun [13]. B Upnah-
ann ¢ 1996 r. gencTByeT crneumann3mpoBaHHbIN LEHTP
BB3 pna pgeten, a ¢ 2002 r. — gns B3pocnbix [14]. Bo
®paHumm B 2004 r. NPUHATO peLLEHNEe O CO3JaHUN crne-
LMann3npoBaHHbIX LLEHTPOB pefkux 3abonesaHui C ro-
Cy0apCTBEHHbIM (PUHAHCMPOBaHUEM, OOHOW U3 (DYHKLMI

KOTOPbIX ABNSeTCH cO0p INMAEMUONOTMYECKMX OaHHbIX.
B 4Mcno aTux LEHTPOB BXOAAT crneumann3npoBaHHbIe
ueHTpbl reHogepmaTto3oB (MAGEC), Ha 6a3e KOTOpbIX
oKasblBaeTcs MeauumMHeKasi momoLLlb 60nbHbIM BB [11].
B Asctpuu B 2005 r. gns okaszaHus NoMOLLM 6OSMbHbIM
BB3 Ha 6a3e megmumMHCKOro yHusepcuteta lNapauensca
(r. 3anbubypr) 6611 co3gaH [om 6ynne3Horo anuaepmo-
nm3a [6]. CneumannampoBaHHble MeguLMHCKME LEeHTPbI
ans 6onbHbix BBEJ, coTtpygHuyalowme ¢ accoumaumen
DEBRA, pevicteytoT B CLLUA, Mekcuke, Utanum [15—17].
B LLiBeuunn 6onbHble BBE3 HanpaenstoTcs gns ob6cnenosa-
HuA B LleHTp reHogepmato3os (r. Ynncana), a B GUHNAH-
avn, Oanmm n Hopeerun ob6cnepoBaHme 605bHbix BB
NpoBOANTCS B OEPMATONIOMMYECKNX KIIMHUKaX YHUBEPCU-
TeTcKux rocnutanen [18].

Bo mMHormx ctpaHax (®uHnangus, Wotnangusa, As-
ctpanuvs, Npnangus, BeHrpus, AecTtpus) npeobnagatot
naumneHTbl ¢ npocTeiM BBE3 (Tabn. 1).

Mpeo6bnapnaHne 60MbHbIX C AUCTPOPUHECKNM TUMOM
BB3 otmeueHo B Xopsatuu, CLUA, PymbiHun 1 Utanuun.
PacnpeneneHuve 605bHbIX [OMUHAHTHLIM U PELLECCUBHbIM
anctpodmyeckum BB3 BapbupyeT B pasHbiX CTpaHax.
B ®uHnaHgum v BeHrpuun npeobnagatoT 60SbHble C A0-
MUHaHTHbIM gucTtpodmyeckum BB, a B Xopsatuum, CLLA,
LLiseumn n NpnaHomm — ¢ peueccuBHbIM AUCTpodnde-
ckum BBO.

LLIseuus otnuyaeTcs npeobnagaHueM 60JibHbIX C No-
rpaHnyHeiM BB3, x0Ta BO MHOrMX CTpaHax 3TOT AuarHo3
VLW TPETUIA NO 4acToTe YCTAHOBJIEHUS MOCHE NMPOCTOro
n guctpodmnyeckoro BE3. Pexe Bcero yctaHaenmeaercs
amnarHo3 cuHgpoma KuHpnepa, 60nbHble KOTOPbIM Bbl-
AIBMEHbI NMULIb B OTAENbHbIX CTpaHax, 4Yalle scero B Uta-
nmm — 1,89% 60nbHbIX BES. B page cnyyaeB TO4HbIN
OmnarHos 3aboneBaHust yCTaHOBUTL He ypaeTcsa, u BBD
OCTaeTcs HeknaccuuumMpoBaHHbIM.

Mmetolmeca OaHHble yKasbiBatoT Ha 3HAYMTESbHbIE
pas3nu4us 3a6onesaemocT BB B pasHbix cTpaHax. B Ce-
BepHov Mpnangum 3a6onesaemoctb BB3 coctasnset 1,4
Ha 1 000 000 poxaeHHbIX XuBbIMK B rog, a B CLLUA — 19,6
Ha 1 000 000 poxAeHHbIX XUBbIMKU, B PyMbiHUM — 25 Ha
1 000 000 poxxzeHHbIX xumBbiMK [15, 19, 22].

My>XUMHBI M XEHLMHBI CTPa[aoT aTuM 3aboneBaHneM
B paBHOM cTeneHn [7]. Noka3aHo, 4TO BO3pacT 60MbHbIX
BB3, 3apernctpupoBaHHbIX B aBCTPaIMNCKOM pErncTpe
6onbHbIX BEJ, coctaenan 24,1 roga (ot 0 go 99 ner, me-
OnaHa Bogpacta — 18,0 roga). CpeaHuin BO3pacT 60J1bHbIX
npocTtbiM BB3 coctaenan 26,2 roga (ot 0 go 99 net, me-
onaHa — 20,0 roga), AOMUHAHTHBIM AUCTPOUHECKMM —
21,8 ropa (ot 0 go 73 net, megnaHa — 18,0 roga), peuec-
CYBHbIM AaucTpodmyeckum — 27,8 roga (ot 0 o 78 ner,
mMeguaHa — 22,5 roga), norpaHunyHeiM — 7,9 roga (ot 0 go
35 net, megmnaHa — 2,0 roga) [7]. B Cayposckoli Apasum
75% 60nbHbIXx BES nmenn Bospact ot 0 go 10 net [21].

[MpooomKNTENBHOCTb XU3HU 60MbHbIX C 6OMbLUNH-
CcTBOM cy6TMnoB npoctoro BB 1 gommHaHTHOro amctpo-
uyeckoro BB conoctaBrma ¢ NpogoHKUTENbHOCTBIO
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| Tabnuua 1 YacToTa BCTPEYaeMOCTI pa3ninyHbIX TuNnoB B63 B cTpaHax 1 pernoHax Mupa, %

Tun BB3
e npocrof oo AEROTESD  Kemeps  posaion
Vpnangus [14] 51,7 2,4 44,7 (15,8 + 28,9) 0 1,2
Benrpus [13] 51 3 46 (33 +13) 0 0
Asctpus [6] 51 14 30 1 4
Asctpanus n Hoas 3enanans [7] 53 10,8 35,2 0,4 0
WoTnanans [9] 57,5 0,77 417 0 0
LUseuns [18] 13,9 57,0 29,1 (9,7 +19,4) 0 0
[Nanus [18] 474 21,0 31,6 (15,8 + 15,8) 0 0
Hopserus [18] 37,5 70 28,75 (16,25 + 12,5) 0 0
®unnangua [18] 64,8 8,1 27,0(21,6 +5,4) 0 0
WTanus [5] 28,7 9,14 58,42 1,89 1,78
Pymbinns [19] 22,5 0 65,2 1,1 11,2
CLUA [15] 28,4 12,5 59,1 (15,7 + 43,4) 0 0
Xopsartus [20] 15,9 4,5 68,2 (4,5+63,7) 0 11.4
Caypmosckas Apasus [21] 31,3 0 68,7 (6,8+62,5) 0 0

lMpumeyarne. QB3 — [OMUHAHTHBIA AMCTPOCMYECKMIA Bynne3Hblin anuaepmonud; PB3 — peueccuBHbIi AncTpodnyeckinii 6ynnesHblil annaepmMonms.

XW3HKU B o6Ler nonynauuun. OgHako cy6tunel BB, xa-
pakTepuayoLLmMecs TSXXebiM TeHEHNEM, — PELIECCUBHbIN
onctpodpmyeckmii BB n norpanunyHein BB3 Mepnuvua ot-
NMYaoTCA BbICOKUM YPOBHEM MPEXOEBPEMEHHON CMEpPT-
HOCTK [23—26].

PacnpocTpaHeHHocTb BB3 (Ha 1 000 000 HaceneHust)
B pa3nnyHbIX CTpaHax BapbMpyeT B LUMPOKUX Npedenax —
ot 3,8 B Janun po 49,0 B LWotnaHgum (taén. 2). Coot-
BETCTBEHHO, BapbMpyeT pacnpoCTPaHEHHOCTb OTAENbHbIX
Tunoe BBE3S. B opgHux ctpaHax (CesepHas WpnaHgus,
LWoTtnangus) npeobnagaet npocton BEJ, B gpyrux (Xop-
BaTus) — amMcTpodmyeckui, a B LLIseunn 6osnbLue BCero
BbIABNIEHO 60NbHbIX NorpaHnMyHbIM BBE3.

OTmeyaloTca Bo3pacTHble OCOBEHHOCTU pacnpocTpa-
HeHHocTu cy6Tunos BB, xapakrepmayoLLmxcs TaxXenbim
TEYEeHVEM U aCCOLMMPOBAHHBIX CO CHVKEHMEM MPOAOS-
XWUTENbHOCTM XMN3HWU. OHM 6onee pacnpocTpaHeHbl cpeam
neten, 4yem B o6Len nonynsauun. B WcnaHun oueHuBa-
eTcsl, YTO pacnpocTpaHeHHOCTb aucTpoduryeckoro BB
Cpeaun BCero HaceneHus coctaensieT 6,0 Ha MUNOH,
a cpegu HaceneHusa oo 18 net — 15,3 Ha munnuoH [27].

BbisiBNeHHble B pasHbiX CTpaHax pasnuyus pacnpo-
cTpaHeHHOCcT BB moryT cyLecTBoBaTth peanbHO 1 ObiTb
CBS3aHbl C 3PPEKTOM «OCHOBATESNSA», KOTOPbIA 06YCIOB-
NEH HanMyMem B NONynsauun mMyTauui, Hacnegyembix oT
obuero npepka [27]. OpgHako [onyckaeTcs, YTO 9T pas-
nmumsa MoryT 6biTb OLLIMOOYHBIMU WU BO3HUKaTb BCnefn-
CTBME HeJoCTaTOYHOro oxeara nonynauumn. [daHHbele, co-

BecTHWK gepmaTonoruv n BeHeposnorum

6upaemble permctpamm 60nbHbix BB, MOryT 6biTb He-
MOMHBIMA N B CBSI3N C 3TUM He OTpaxkaTb UCTUHHYIO Kap-
TUHY pacnpocTpaHeHHocT BBE3 1 ero otaenbHbIX opMm.
3aHmXKeHne CBefeHni, NpefocTaBnsaemMbiX B PErncTpbl,
NPOVCXOAMUT MO HECKOJSIbKUM MPUHMHAM.

HenonHota BbIABNEHUSA 60fbHbLIX, OCOBGEHHO C MpO-
cTbiM BB, MOXeT 6bITb CBfi3aHa C HeobpaLlaeMoCTbio
60bHbIX 3a MeauUMHCKOM nomolubto [28]. B LoTtnaHgmm
HUKorga He Habnoganuce y gepmatonora 30% onpoLueH-
HbIX 6OMbHbIX C NMPOCTbIM 6YNNEe3HbIM ANNOEPMONN3OM
N OOMUHaHTHbIM guctpodudeckum BB [9]. B Ucnanum
77% 60nbHbIX guctpodudeckmum BB He Habnoganuce
B creumannanpoBaHHbIX LeHTpax [27]. B CesepHoii Vp-
naHgun 3a nepuog ¢ 1962 no 1984 r. gnarHo3 BB3 6bin
ycTaHoBneH 48 60nbHbIM B 32 CeMbsX, 0OOQHaKO npu 06-
CrnefoBaHnUn YIEHOB 3TUX CeMeln [OMONHUTENIbHO 6bINo
BbISIBNiEHO ewle 36 605nbHbIX [22]. HanpotmB, 60MbHbIE
c cy6tmnamm BB3 Tsxenoro TeveHus (NorpaHuyHbIN
BB3, peueccuBHbii guctpodmyeckuin BBJ) B 60nbLuei
CTeneHn HyXAarTca B MeQULMHCKON NOMOLLM, YTO MOBbI-
LIaeT BEPOATHOCTb MPaBUSIbHOM ANArHOCTUKM 3aboresa-
HUS 1 perncTpaumm 3Tmx 60MbHbIX. OTO MOXET MCKaXaTb
KapTUHY UCTUHHOW pacnpocTpaHeHHocTn BBO n co3ga-
BaTb BrevaTtneHne 60onbLUen pacnpoCTPaHEHHOCTHU TsXe-
NbIX Cy6TUMNOB 3a601eBaHUS.

Tak kak BBO sBnsaetcsa pegkum 3aboneBaHnemM, MOryT
NMeTb MECTO OLLMOKM AMArHOCTUKMK, B CBA3W C YeM 60Jb-
Hble C NerkMMu cyoTmnamm 6051e3HN He HanpaBnsTCs
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| Tabnuua 2 PacnpoctpaHeHHocTb BB3 B pasnnyHbIx cTpaHax 1 pernoHax (Ha 1 000 000 HaceneHus)
Tun BB3
CTpaHa
npocTon MOrPaHNYHbIN ANCTPOUYECKIIA BCEro™

Wotnanaus [9] 28,6 0 20,4 49,0
CeepHas Mpnangus [22] 28,0 0,7 3,0 32
Hopserus [18] 6,0 54 4,6 16,0
Benrpus [13] — — — 15
LLseuns [18] 1,4 59 3 10,3
Xopsarusg [20] 1,5 0,4 6,1 9,56
CLUA [4.15] 4,60 0,44 1,91 8,22
®uHnangma [18] 48 0,6 2 74
PymbiHuns [19] 0,99 0,0 2,88 4,42
[auusa [18] 1,8 0,8 1,2 3,8
Asctpanus [7] 5,6 0,7 39 —
HogbIii KOXHbIii Yanbc, ABcTpanus [7] 10,5 2,1 8,0 —
Hosas 3enaHaus [7] 2,9 0,0 1,0 —
Wcnauua [27] — — 6,0 —

* Bknto4as HeknaccumumpoBaHHbIid BB3.

Ans nabopaTtopHOM AMarHOCTUKM CBOEro 3abofieBaHus.
Hanpumep, B ABCTpanuu 66110 06HapPYy>KeHO, YTO MHOrve
60nbHble ¢ NpocTeiM BBEJ Habnwoganncb ¢ aMarHo3om
9K3emsbl [7]. He Be3ge BO3MOXHO NPOBELAEHNE 3NEKTPOH-
HO-MWKPOCKOMUYECKUX NCCEefoBaHNA Unn nuccneposa-
HUA METOOOM HENnpsMon UMMyHodroopecLueHunn [16].
MokasaHo, 4To B McnaHmm 60nbLUNHCTBY (65%) 605bHbIX
anctpodmyecknm BB He 6b110 NpoBedeHO reHeTude-
CKoro o6cnefoBanus [27]. B oTcyTcTBME faHHbLIX naéopa-
TOpHOro 06cnefoBaHNst MOXET ObITb YCTAHOBMIEH Henpa-
BWIbHbIA OMAarHO3, 0COGEHHO B Cly4asX fIErkoro Te4eHuns
cpefgHeTaxenoro norpaHnyHoro BBO un taxenoro teve-
HuA npocToro BB3, Korga knnHu4eckas KapTmHa pasnuy-
HbIX Cy6TUNOB 3a6051eBaHNs MOXET ObITb MOX0Xa.

Tepanusa 6onbHbIx BB BkntoyaeT ncnonb3osaHve
CPeACTB paHO3aXUBAAKOLLEro AeWCTBUSA, Nle4eHne oc-
NOXHeHW 3abonesanua [29]. [Ins yxoga 3a nopaxKeHHom
KoXel 60NbHbIM HEo6XoOMMbl crieyuanbHble Heapare-
3MBHblE MepPeBsA304HbIE cpeacTBa. B HacTosiee Bpemsi
Ha pasfMyHbIX CTagusax pas3paboTKM HaXOOATCH FeHHbIE,
6€e/IKOBO-3aMeCTUTENbHbIE N KNETOYHble METOAbI Tepa-
nun 6onbHbiXx BBES. CoBpemeHHble cpeacTea u obopy-
JOBaHWe, Ucnonb3yemMble Ans o6crnegoBaHns u Tepanum
60nbHbIX BB, 0TnIMyaoTca BbICOKOW CTOMMOCTLIO, 1 ANsi
onpepeneHns 3arpar, TpebyeMbIX A5 OKa3aHWs HY>XHO-
ro o6bema MeguLUMHCKOM NOMOLLM, HEOO6XOOUMbI OAaHHbIE
0 Konm4yecTee 605bHbIX BB, npoxwmsaioLwmx Ha Tepputo-
puun cTpaHbl.

[o HacToswero BpemeHn B Poccum ctatmctnyeckui
y4eT 60nbHbix BB He Bepetca. VI3BeCTHbI OTAENbHbIE

JaHHble nUTepaTypbl O MOMNYNALUNOHHOW YacToTe 6yn-
nesHoro anugepmonunsa B Poccuu, KoTopasi cocTaBnsieT
1:50 000—1:300 000, 1 0 NMPOrHO3MPYEMOM EXEroHOM
konu4yecTtee 6onbHbIX BB B Poccuickon depepaumm —
14—34 Ha 17 000 000 HoBOpOXAeHHbIX [30].

Llenb HacTosiLen pa6oTbl — U3y4eHne pacnpocTpa-
HeHHocTn BBE3 cpean Hacenenusi Poccuickon ®epepaumn.

Matepuan n metofbl

[Ona peanusauuu nNocTaBneHHOW Lenu paspadoTaHa
aHKeTa, B KOTOPOW MpefyCcMOTPEHbI pasaesbl, MO3BONSH0-
Lue nony4aTb MHOPMALMIO O Yucne 60JIbHbIX, UX BO3-
pacte n o Tune 3abonesaHus. AHKeTa Obifla HanpaseHa
B MeOVLMHCKME opraHusaumv gepmMaToBeHeponormye-
ckoro npodumnsa B 85 cybwektax Poccuitckon depepa-
ummn. PacnpoctpaHeHHocTb BBO B cy6bektax Poccuit-
ckor depepauunn paccymMTbiBany Kak OTHOLLEHME Yucna
605nbHbIX BBD B cy6beKkTe K YMCNEHHOCTU HaceneHws
cybbekTa B nepecyete Ha 1 000 000 HaceneHws. OaH-
Hble O YACNEHHOCTWN HacesleHNs cy6beKTOB Poccuinckon
®depepayunm 6bIIM NonyveHbl Ha cante depepanbHOM
cny>x6bl rocyapcTBeHHOW cTatucTmkmn (PoccTaTt) B pas-
gene «[demorpadums: OueHka YMCNEHHOCTU HaceneHns Ha
1 aHBapsa 2015 r. n B cpegHem 3a 2014 r.» (0Ny6nMKOBaHO
17.03.2015) http://www.gks.ru/wps/wcm/connect/rosstat_
main/rosstat/ru/statistics/population/demography/#.

YuntbiBanu [onto 60/bHbIX, Y KOTOPbIX ANArHo3 3a-
6oneBaHuns BKAYan ero tun. PaccunteiBanu pacnpepe-
neHve 60IbHbIX MO BO3PaCTHbIM rpynnam, onpeaensnm
[0OJ10 HECOBEPLLEHHONETHUX 60NbHbLIX BB3.
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Pe3ynbratbl

N3 70 cybbekTtoB Poccunckon ®depepaumm 6binn
npencTaBrieHbl JaHHble 0 Hanu4um 438 6onbHbIX BB —
210 (48%) »eHLWmH n 228 (52%) Myx4unH. Bo3pacTt 601b-
HbIX cocTansan ot 0 no 66 net. OTmMe4eHo, 4To B 35 ce-
MbSIX UMENoChb He MeHee 2 6onbHbIx BED. CornacHo no-
NyYeHHbIM AaHHbIM, B 11 cembax BB3 cTpaganv ogmH 13
poaoutenen n 1—2 pebeHka, B 27 cembax — cubebl (bpa-
Tbs 1 cecTpbl). N3 15 cybbekToB Poccuinckon depepaunm
nHbopmauusi o 60nbHbIX BB He 6bina nonyyena.

OunarHo3 ¢ ykasaHvem Tuna BB3 6bin ycTtaHoBMEH
y 139 (31,74%) 60nbHbIX BBE3, cpean KOTopbIX NpOCTOM
BB3 6bin gmnarHoctupoBaH y 86 (19,64%) 60nbHbIX,
anctpoduyeckmit BB — y 50 (11,42%), norpaHuyHbIn
BES —y 3 (0,68%) (puc. 1).

VY 299 (68,26%) 4enoBek anarHo3 BB He Bkntovan
TN 3abonesaHus, Npu 3ToM y 6 (1,37%) 13 HUX 6bin
amnarHocTtupoBaH cornacHo MKB-10 gpyrown 6ynnesHbin
anungepmonus, y 3 (0,68%) — 6ynnesHbin anuaepmo-
U3 HEYTOYHEHHbIN, a Yy 60MbLUMHCTBA 60MbHLIX — Yy 290
(66,21%) 6bIN yCTaHOBIEH AUArHO3 BPOXAEHHbIN 6ynnes-
HbIN anuaepmonns3 6e3 ero yToyHeHusa cornacHo MKB-10.

CpepHuin Bo3pacT 60nbHbiIXx BB3J cocTtaBun
17,29 = 0,74 ropa. CpepgHuii Bo3pacT 605bHbIX MPOCTbIM
6ynnesHbIM anngepMonuaomM coctasun 14,26 + 1,27 ro-
na, guctpodumydeckmum — 13,38 + 1,77 roga, norpaHuy-
HbiM — 8,0 + 4,04 ropa.

AHanuM3 noBo3pacTHOro pacnpepenieHns 60JbHbIX
BB3O nokasan npeobnagaHve naumeHToB MnafLlero Bo3-
pacta (puc. 2). MakcumarsnbHoe yucno naumeHtoB — 115
(26,26%) npuxogunockb Ha Bo3pacTHyto rpynny 0—5 nert.
YcTaHoBMEeHO, 4To 264 (60,27%) 60nbHbIX BB He gocTur-
nm Bogpacta 18 ner, T. €. 6bIIM HECOBEPLLEHHONETHUMMN.
Jona HecoBepLUEHHONETHUX NuL cpean 60MbHbIX Mpo-

100 ——

80 ——

60 - SN S - ___
o -0
20 - g 1= B -

2 -1

19,64
_ 0,68
66,21 142
1,37
0,68

@ pocToit (@81.0)

@ [vctpochuyecknin (Q81.2)

@ HeyTouHeHHbIit (081.9)
MorpaHuyHbii (Q81.1)
Opyroin (081.8)
He ykasaH

Puc. 1. Pacnpepenenue 438 60n1bHbIX BB
13 70 cyobekToB Poccuiickoin ®epepatim
B COOTBETCTBUM C YCTAHOBNEHHbIM AWArHO30M
cornacHo MKB-10, %

ctbiM BBE3 coctaBuna 67,44%, auctpodundecknum BB —
70,00%, norpaHnyHbiM — 100%. BbisiBneHo, 4To ¢ yBenu-
YeHreM BO3pacTa H1Cno 60MbHbIX BBO ymeHbLLaeTcs.

M nNpocroii (081.0)

B Norpanmnynbii (Q81.1)
Auctpoconyecknii (081.2)
Opyroi (081.8)

HeyTto4HeHHbIn (Q81.9)
I He ykasaH

Bospacr, ner

Puc. 2. Pacnpegenexne 60nbHbIX BB no BO3pacTHbIM rpynnam, abe. 41cno

BecTHuK aepmMmartonorun n seHeposiormm
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| Tabnuua 3 PacnpoctpaHeHHocTb BB B Poccuiickon degepaunn

Cy6bekT ®enepannn ®efepanbHbIi OKpyr (P'f; quggpoagg :';gg;'; E Vﬁg
Pecny6nuka [arectan CeBepo-KaBkasckuit 19,73
Tomckas 06nacTb Cnbupcknit 17,68
YeyeHckas Pecny6nuka CeBepo-KaBKasckui 14,59
Pecny6nuka Mopaosus [Mp1BOMKCKMIA 13.60
Koctpomckas o6nactb LleHTpanbHbIi 10,70
Pecnybnunka balukoptocTaH MpuBomKCKMI 8,10
HoBsropoackas 06nactb CeBepo-3anagHbliit 8,08
Camapckas 06nactb MpuBOMKCKMIA 6,85
MaraaaHckas o6nacTb [lanbHeBOCTOYHbII 6,75
Tamb0BCKas 06nacTb LleHTpanbHbilii 6,59
r. GaHkT-lNeTepbypr CeBepo-3anaHbii 6,16
Hwxeropogckas o6nactb MpuBomKCKMi 6,12
VomypTckas Pecny6nuka MpuBomKCKMIA 5,93
Kuposckas 06nacTb MpuBomKCKMIA 5,37
MypmaHckas 06nactb CeBepo-3anagHblit 5,22
Bonoropckas o6nactb CeBepo-3anafHblit 5,04
PocTosckas o6nacts FOXHbIiA 4,71
lMpumopckui kpan [lanbHeBOCTO4HbI 4,66
Tynbckas 06nactb LleHTpanbHblit 4,62
Ps3aHckas 06nacTb LleHTpanbHbIi 4,40
Pecnybnuka Mapuii 9n MpuBoMKCKMIA 4,36
Pecny6nuka Caxa (kytus) [lanbHeBOCTOYHbI 418
XabapoBCKuil Kpai [lanbHeBOCTOYHbII 3,74
Amypckas o6nactb [lanbHeBOCTOYHbII 3,70
Simano-HeHeukuit AO Ypanbckui 3,70
3abalikanbCKnil Kpai Cubupcknit 3,68
Hosocubupckas o6nacts Cnbupcknit 3,64
Kypranckas o6nactb Vpanbckuit 3,45
XaHTbl-MaHcniicknit AO — Hrpa Ypanbckuit 3,10
TBepckas 06nactb LleHTpanbHbIi 3,04
AcTpaxaHckas 0601acTb HOXHbIN 2,94
benropoackas 06nactb LleHTpanbHbiii 2,58
CTaBpononbCKunii Kpaii CeBepo-KaBkasckui 2,50
YnbsiHOBCKas 0651acTb [p1BOMKCKMIA 2,38
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OkoH4aHue 1abn. 3

PacnpoctpaHeHHocTb BB

Cybbekt Gepepauun ®epepanbHblin OKpyr (Ha 1 000 000 HaceneHws)
Pecny6nuka Komu CeBepo-3anagHbliit 2,31
JleHnHrpaackas 065acTb CeBepo-3anagHbliit 2,25
BopoHexckas 06nacTb LleHTpanbHbIi 2,14
KapayaeBo-Hepkecckas Pecny6nmka CeBepo-KaBkasckuit 2,13
TioMeHcKas 0611acTb 6e3 aBTOHOMHbIX OKPYroB Ypanbckun 2,10
CaxanuHckas o6nacTb [1anbHeBOCTOYHbIIA 2,05
CapatoBckas 06nacTb [puBomHKCKNi 2,01
Kanyxckas 06nactb LleHTpanbHbIi 1,98
Pecny6nnka Xakacus Cnbunpcknin 1,87
KemepoBckas 06nacTtb Cnéunpcknin 1,83
KpacHogapckuii kpaii HOXHbIiA 1,83
Kypckas obnactb LleHTpanbHbIi 1,79
Jnneukas obnactb LieHTpansHsliit 1,72
Yysaluckas Pecnybnnka [MpuBomKCKMin 1,62
Pecnybnuka Kapenus CeBepo-3anagHblii 1,58
Pecny6nuka TatapctaH [pnBOMKCKNiA 1,56
Yens6uHckas obnactb Ypanbckuit 1,43
Bnagumupckas o6nactb LleHTpanbHbIi 1,42
Pecny6nuka CesepHas Ocetnsi — AnaHus CeBepo-KaBkasckuit 1,42
CmoneHckas 06nactb LleHTpanbHbIi 1,04
KanuHnHrpagckas obnactb CeBepo-3anagHbliit 1,03
OpeHbyprckas 06nactb [TpuBomxckmin 1,00
ApxaHreJibckas 0651acTb CeBepo-3anagHbliit 0,85
VpkyTckas 06nacTb Cnbunpcknit 0,83
Bonrorpaackas o6nactb HOXKHbli 0,78
[TeH3eHckas 06nactb [TpnBOMHKCKNIA 0,74
Omckas 06nacTb Cnbunpcknit 0,51
MockoBckas 0651acTb LleHTpanbHbIi 0,41
KpacHospckuii kpai Cnbunpcknin 0,35
[Mepmcknit Kpaii [MpuBomKCKMiA 0
bpsiHckas 06nacTb LleHTpanbHbIi 0
Pecny6nuka bypstus Cnéupcknit 0
[ckoBckas 06nacTb CeBepo-3anagHbii 0
Kamyarckuii kpan [lanbHeBOCTO4HbIi 0
KabapanHo-bankapckas Pecnybnuka Cesepo-Kaskasckuit 0
r. CeBacTononb KpbIMcKuit 0

BecTHWK gepmaTonoruv n BeHeposnorum
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CornacHo gaHHbIM, NOMy4eHHbIM U3 TEPPUTOPUI, pac-
npocTpaHeHHocTb BBEO B cybbekTax Poccuiickon depnepa-
LUnn BapbupyeT B LUMPOKKX npepenax — ot 0 go 19,73 Ha
1 000 000 HaceneHus, cocTasnsasa B cpegHeM B 70 cy6bek-
Tax 3,64 Ha 1 000 000 HaceneHus (tabn. 3). Cnegyet oT-
METUTb, YTO MakCMMasibHble NoKa3aTenu pacnpocTpaHeH-
HocTn BB3 3apeructpypoBaHsbl B AByX cybbekTax Cesepo-
Kaskasckoro tpegepansHoro okpyra (Pecnybnuka [dare-
cTaH 1 YeyeHckas Pecnybnuka) u B cybbekte Cubmnpckoro
pefepansHoro okpyra (Tomckasi 06nacTb).

3akniouenue

AHanna ceefeHun, nonyveHHolx U3 70 Cyb6beKToB
Poccunickon ®epepauumu, BbiBUA npeobnagaHne 60b-
Hbix BB3O, KoTopbIM He ycTaHOoBneH Tvn 3aboneBaHus.
OT0 CBA3AHO C NPOBEAEHNEM OMArHOCTUKM 3aboneBaHus
Ha OCHOBaHWM OAaHHbIX aHaMHe3a N KNMHUYECKOW KapTu-
Hbl 6€3 MCNOIb30BaHMA NMabopaTopHbIX METOOOB MCCIe-
OOBaHUs — HEnpsMon peakumm MMMYHOMI00peCLEHLNN
M TPAHCMUCCUOHHOWM SNEKTPOHHOM MUKPOCKOMUM.

CornacHo nonyyeHHbIM CBEAEHWAM, MaKCUMaITbHbIA No-
kasaTtefb pacnpocTpaHeHHocTn BB B 70 cybbekTtax Poc-
curickon depepaunm gocturaet 19,73 Ha 1 000 000 Hace-
nenus (Pecnybnuka OarecTtaH), a B cpeHeM OHa COCTaBns-
eT 3,64 Ha 1 000 000 HaceneHus. B uenom xe nokasaTenb
pacnpocTtpaHeHHocTn BB3 B Poccuiickon depepaumm co-
NoCTaBUM C pacnpocTpaHeHHOCTLI0 BBO B Takux cTpaHax,
kak CLLUA — 8,22 Ha 1 000 000 HaceneHust n OaHusa — 3,8
Ha 1 000 000 HaceneHusi. 'eHaepHbIX Pasnuynin B pacnpo-
cTpaHeHHocT BB3 cpeamn HaceneHns oToenbHbIX PErMOHOB
Poccuiickon depepaumm He BbISBAEHO. YMEHbLLIEHME YMC-
na 6onbHbIX BES ¢ yBenuyeHnem Bo3pacTa ykasblBaeT Ha
npexaeBpeMeHHy0 CMEPTHOCTb 3TUX 6OMbHbIX.

Y4yntbiBas HU3KME MokKasaTenu pacnpocTpaHeH-

BB3 cooTBeTcTBYEeT onpefeneHnto peakmx (opdaH-
HbiX) 3abonesaHuin, nNpepcTasneHHomy ®depgepanb-
HbiM 3akoHOM OT 21.11.2011 r. Ne 323-®d3 (peg. oT
25.06.2012 r.) «O6 ocHoBax oxpaHbl 340POBbA rpax-
naH B Poccuiickon ®egepaunmn», cornacHo KOTopomy
peoknuMmun (opdaHHbIMKM) 3ab60NeBaHUAMU SABNAIOTCA
3a60neBaHns, KOTOpble MMEKT pacnpoCTPaHEeHHOCTb
He 6onee 10 cny4aeB 3a6oneeaHua Ha 100 000 Ha-
cenenus [31]. B 1o xe Bpemsa BBED He 6bin BKNOYEH
B lMepeyeHb XN3HEeYyrpoxXarLmx 1 XPOHUYECKUX Mpo-
rpeccupyrolmnx penkux (opcaHHbix) 3aboneBaHun,
NPMBOAALMX K YMEHbLUEHUIO MPOJOSIKUTENBHOCTH
XKM3HU rpaxKgaH Unm UX MHBaNMOHOCTU, YTBEPXAEHHbIN
noctaHoBrieHneMm lNpaButensctea Poccurickon depe-
pauum ot 26 anpens 2012 r. Ne 403 [32].

B oTHoweHnn BB3 cyLuecTByeT HECKOMbKO XapakTep-
HbIX MPO6/IEM, K OCHOBHbIM OTHOCATCS HU3Kas MHAOPMU-
pPOBaHHOCTb O 3ab0SIEBaHUN HE TONbKO MaUMEHTOB, HO
N Bpayemn, HeJoCTaTOuHbIN YPOBEHb KayecTBa OKasaHus
ne4yebHO-ONarHoCTM4YEeCKOM NOMOLLM U HeJoCTaToK cne-
unanuctoB, obnagatwmx HeoOXoOUMbIMU 3HAHUAMMU
1 onbiToM [33].

Taknum o6pas3om, NonyyYeHHble CBeAEHUS O GOMbHbIX
BB3, npoxuBatowmx Ha Tepputopun Poccuiickon depe-
pauum, No3BoNAT co3haTb 6a3bl AaHHbIX, HA OCHOBaHWUU
KOTOPbIX MOXET 6bITb CC(DOPMUPOBAH PErnCTP 6OMbHBLIX
BB3, BknovawoLWmin MHopMaumio 0 naumeHTax ¢ pas-
NIMYHBIMK TUNamu 3abonesaHns. Ona noBbILLEHUSA Kade-
CTBa MeguuMHCKoOM nomowm 6onsHbiM BED Heobxognma
noaroToBKa KIMHUYECKUX PEKOMEHOAUUN Mo BELEHUIO
60nbHbIX BB3. HM3kaa pacnpocTpaHeHHOCTb U TSXECTb
3a605eBaH1A yKasbiBalOT HA HEOOXOAMMOCTb BKIOYEHUS
BB3 B lNMepeyeHb opdaHHbIX 3a60neBaHUn, yTBEPXAae-
MbIn nocTaHoBneHveM lMpaButenscTea Poccuickon de-
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A. 3. KapamoBa — K.M.H., BefyLLuit Hay4HbIV COTPYAHVK 0TAena fepmaronorun ®bY «MHUOK>» Muxsapasa Poccuu, Mocksa

B. B. YMKNH — K.M.H., CTapLLUWIA HAy4HbliA cOTPYOHUK oTaena aepmaronorun OreY «FHLUOK» Mux3apasa Poccuu, MockBa

J1.E. MenexuHa — CTapLunid Hay4HbIiA COTPYAHMK HAY4YHO-0PraHu3aLmorHoro otaena ®rbY «HLUOK» Munsapasa Poccun, Mocksa
E.B. boraaHoBa — K.M.H., CTapLUN HAy4HbIA COTPYAHIK HAY4HO-OpraHu3aunorHoro otaena OIbY «MHUOK>» Munaapasa Poccum,

MockBsa

KoHhnMKT nHTepecos

ABTOpbI 3asBNAOT 06 OTCYTCTBUN NOTEHLMANILHOTO KOHNKTA MHTEPECOB, TPEOYIOLLEro PACKPLITUA B JAHHON CTaThbe

BecTHuK aepmMmartonorun n seHeposiormm



