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0O60ocHoBaH#Me. 1o rnociegHUM gaHHbIM AMEPUKAHCKOro HauMoHaabHOro peectpa 6y/11€3HOro anuaepmMonn3a, pacnpoctpa-
HEHHOCTb BCEX TUIMOB BPOXAEHHOIr0 6y11e3HOro anvaepmonusa (B63) Bo Bcem mupe oLeHnBaeTcs npumepHo B 11 cayvaeB
Ha 1 maH. [aHHble o pacrnipocTpaHeHHocTn BB3 B Poccurickon Peaepalinm pa3po3HEHHbI, @ CBEAEHUS O MPOAOIKUTE/IbHOCTH
JKMU3HU M CMEPTHOCTU Mpm ITOM 3ab0/1IeBaHNM OTCYTCTBYIOT. B JaHHOV CTaThe NpMBEAEHb! KIMHUYECKME U IMMAEMUOIOrMYECKHe
JAaHHble geter ¢ BE3 B Poccurickon denepauymn. Llenb nccnegoBaHusi — 13y4nTb KIMHUKO-3MUMAEMUOIOrMYECKME XapaKTe-
puctukn BB3 y fnetei B Poccurickon Peaepavrimm. Metoabl. [1poBeaeH aHann3 KIMHUKO-3MUAEMMOIOMMYECKUX XapaKTePUCTUK
cpean AeTCcKoro HaceneHus Poccuiickon degepaumm ¢ BpoxaeHHbIM BB3 nocpeactBom «Peructpa reHeTUYEeCKMX 1 Apyrux
peakux 3aboneBaHnii» 61aroTBOpHUTEIbHOO poHAa «letn-6abo4ku». PedynbtaTtbl. [1o cocTosHuio Ha 2024 r. B Poccuiickori
depepaumu, B COOTBETCTBUM C JaHHbIMU «Peructpa reHeTUMECKMX M APYrux PEAKMX 3a601eBaHui» 61aroTBOPUTENIbHOIO GoHAa
«/leTn-6abo4yKkmn», 3apernctpupoBaH 491 pebeHok ¢ BE3. CooTHoLLIeHME MasibYMKOB M feBoYeK coctaBasieT 1,08 : 1, 4To cooT-
HOCHTCSI ¢ MMPOBbLIMU AaHHbIMK. [loKa3aTesb pacnpocTpaHeHHocTH BB3 y aetes ot O 4o 17 neT BKIYMTENBbHO B PoccuiicKom
Penepaumn coctapnset 15,48 cnyyas Ha 1 MIH JE€TCKOro HaceseHusl rno coctosiHuio Ha 1 saHBaps 2024 r. Han6onbliee
KoJIM4ecTBO AeTel ¢ gunarHo3om BB3 otmevaetcs B Pecnybauke JarectaH — 54 (11% ot obuiero KoandyecTsa geten ¢ Bb3,
10 AaHHbIM peructpa) pebeHKa, 4To, o-B1AMMOMY, CBS3aHO C BbICOKOM YacTOTOM 6/IM3KOPOACTBEHHbIX 6paKoB (50%). Takxe
perMoHamm ¢ BbICOKOH pacrpoCcTpaHeHHOCTbIo ocTatoTess MockoBcKasi obnacte (n = 28, 5,7%), Mocka (n = 25, 5,1%),
CaHkT-letepbypr (n = 26, 5,2%) u KpacHogapckui Kpan (n = 23, 4,6%). Camasi MHOroyncaeHHasi BO3pacTHas rpynna aeten
(ot 12 po 18 neT) npeactaBneHa 146 naymneHTamu, cpeaHui Bo3pacTt coctaBun 14,32 + 1,72 roga. bosblue BCero naumeHToB
¢ AucTpoguyeckor popmort B6S — 261 nauuneHT, ganee caeayet npoctas ¢opma BB co 191 naymeHToM, KONM4ecTBo AeTen
¢ norpaHu4Hor popmort BB3 coctaBmno 31 naumeHT, n Bcero 8 nayneHToB — ¢ cuHApoMoM KuHanep. Yactota poxKaaemo-
ctn agetei ¢ BB3 no rogam 3a nepuog ¢ 2019 no 2023 r. (Ha 100 Tbic. poauBlumxcs geten): 2019 — 1,42, 2020 — 2,009,
2021 — 2,65,2022 — 2,76 1 2023 — 1,74. CpeaHeapndMETUHECKMI NOKa3aTeslb YaCToThl poXxaaemMocTy aeTer ¢ BB3 3a
5-netHui nepuog coctasmn 2,13 cnydas Ha 100 Tbic. poauBLUMXCS AETEH. B pernctpe umeetcss uHpopmaLms o 22 ymepLumx
rnauymeHTax, cpeaHuit Bo3pact coctaBun 3,06 + 4,66 (ot 0 go 15 net, meanarHa — 0,54 roga). bosiblue BCEro neTaslbHbIX UCXO-
AoB oTmeyasnochk B Pecrny6nnke [arectaH (n = 3). Cpean TunoB B3 JOMUHUPYIOT cay4aun neTasbHOro ncxoaa rpu rnorpaHmy-
Hom BB3 — 59,1% (n = 13 cnyyaes, 0,40 + 0,22 roga). B | Bo3pactHo# rpynne (o1 0 4o 1 roga) oTmeyaeTcs camasi BbICOKasi
CMEPTHOCTb, KOoTopasi cocTasaseT 65,2% (15 netanbHbix ncxogoB). MonvmopraHHas HEAOCTAaTOYHOCTb, Pa3BMBLLAsICS B Pe3Y/ib-
TaTe cericuca, 6bl1a camMoi 4acToi NPUYUHON CMepTH rpm oboux Tunax BB (norpaHn4HoM v aUCTpopuyeckom). TeHaeHLUUs
CMEPTHOCTM MpH MorpaHnyHor ¢opme BB rnoKasbiBaeT Craj /NeTaibHOCTHU, Torga Kak AUCTPOQUYECKMI TUM MOKa3biBaeT
CTabU/IbHYIO cUTyaLmio Ha npoTsixkeHnn 2021-2023 rr., KoTopasi COCTaB/SIET Mo 2 NeTaslbHbIX MCXoAa B rof. Bbicokas cmepT-
HOCTb B paHHEM BO3pacTe oTMeyaeTcs 4/151 MorpaHnYHoro Tmna Bb3: KpuBas BbiXKMBAEMOCTU MTOKa3biBAET PE3KOE CHMKEHHNE
B NepBble MECAL|bl XMU3HU, YTO YKa3blBaeT Ha BbICOKYI0 CMEPTHOCTb B paHHEM BO3pacTe. BeposiTHOCTb BbiXKMBaHUSI nagaet
rnoytv o 0% B TeyeHme nepBbix 100 gHeN. bosee BbiICOKas BbIXMBAEMOCTb XapaKkTepHa A5 AncTpopudeckoro tuna BB3.
3aknoqeHne. [IpoBeseHHOe nccaenoBaHne JEMOHCTPUPYET BaXKHOCTb U HEOBXOAMMOCTb CO3/AaHunsl M BEAEHUS PErncTpoB o
peaxkum (opdaHHbIM) 3a601€BaHUSM, UMEHHO BeAEHME perncTpa aBaseTcs apPeKTMBHON MOAEIbI0 UCTUHHOIO NPeACTaBaeHUs
0 YUCNIEHHOCTH MAaLMEHTOB M MacLuTabax Heo6X0AMMOM MOMOLYM rocyAapcTBa AaHHON KaTeropmu 60/bHbIX.

Knro4yeBble cnoBa: BpOXAEHHbIN 6y11€3HbIN INMAEPMON3, ANMAEMUOIONs, BCTPEYaEMOCTb, MPOAO/IKUTENILHOCTb KU3HH,
CMEPTHOCTb, AETH

Ansa yntupoBanusa: MypawkuH H.H., Ennwes P.B., Opnosa 0.C., KypaTtoBa A.A., loneHosa B.C. Anngemunonoruns BpoxaeH-
HOro 6ynne3Horo anuaepMonun3a cpeamn 4eTCKoro HaceneHuns Poccuninckon @egepaumn. Bonpockbl COBpeMeHHON neguaTpum.
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OBOCHOBAHME

BpoxaeHHbIn 6ynnesHbin anuaepmonns (BbB3) — 3ato
rpynna reHeTM4eckux 3aboNieBaHWi, KOTOpble XapaKTepwu-
3YlOTCA MOBbILWEHHOM XPYMKOCTbIO KOXW M 06pa3oBaHUEM
ny3blpen Ha KOoXe, CIM3UCTbIX 060/04Kax B OTBET HA MUHMU-
MasbHble noBpexaeHus. bynnesHbii annaepmMonn3 KinMHK-
YECKW U FEHEeTUYEeCKU HEeOLHOPOAEH W Mnoapasgensercs Ha
4 OCHOBHbIX TUMNa, KOTOPbIE pa3n4yaloTcs B 3aBUCUMOCTH OT
rNy6GUHbI MOPAXKEHMA KOXM: NPOCTON ByNNe3Hbln anMaepmo-
nu3 (MBJ3), norpannyHasn ¢opma BB (Mrpb3), auctpoduye-
cknin BB (AB3) u cuHapom Kunanep [1].

3aboneBaHue XxapaKTepu3yeTcsd HENPEepPbIBHO peLnin-
BUPYIOLLMM TEYEHUEM WU MPOSIBNEHNEM KOXHbIX NOPaMeHUn
npu POXAEHWUW WKW B NEPBble Mecslbl XW3HU pebeHKa.
KnuHnyecKas KapTMHa 3abofieBaHMa OTIMYaeTcs Noanmop-
GU3MOM KIIMHUYECKNUX MPOSBAEHUA U MYNbTUCUCTEMHOCTbIO
NopaXeHUss ¢ BOBJIEYEHMEM B MaATONIOrMYECKMM MNpoLuece
pPasMYHbIX OpraHoB M cucTeM. K OCHOBHbIM KIMHWUYECKUM
nposiBNeHnamM pasnuyHblix Gopm BB oTHocATea nossneHune
ny3blpen U/UNn 3p03uK Ha KOXKE U CMU3UCTbIX 060/104KaX.
AnuTennsauns 3po3nBHbIX AeDEKTOB NpKU pasnnyHbix Gop-
Max 3ab60oneBaHns NPoOUCXoanT ¢ GopMmnpoBaHuem pyobLIOBOM
TKaHW. KOHTpaKTypbl, NCEBAOCUHAAKTUINN U OTCYTCTBUE HOT-
Ten — cneunduyecKkne nposBAEHUS TAKEN0 NPOTEKAOLWMX
KNMHUYeCcKnx dopm 3abonesaHus [2].

MporHo3 nauneHtoB ¢ BB3 3aBucHT, B nepByo o4epesb,
OT KayecTBa OKa3aHWa MEAULIMHCKOM NOMOLLM (CBOEBPEMEH-
Hoe npoBefeHne o6cnefoBaHus, YCTaHOB/IEHWE TFEHEeTUYe-
CKM BEpUMOULIMPOBAHHOMO AMarHo3a, onpegeneHne TaKecTu
TEYEeHUs B 3aBMCUMMOCTM OT MPOLLEHTa MOPaMEHUS KOXM
N HaNM4Ms KOMOPBMAHOM NATONOrMK, aleKBaTHOE 1 CBOEBPE-
MeHHOe o6ecneyeHne HapyKHbIMU CPeACTBaMM U COBPEMEH-
HbIMWM MEPEBA30YHLIMU MaTepuanamu, a TakKe KoppeKuums
OCJ/IOKHEHWUIN N le4eHne KOMOPOUAHOW NaTonormm).

BB3 oTHocKUTCS K peakum (opdaHHbIM) 3abofieBaHUaM,
M3y4eHne pacnpoCTPaHEHHOCTM KOTOPbIX WUrpaeT BaKHYIO
ponb Ana naaHMpoBaHUS OO6BLEMOB MEAULMHCKOMW MOMO-
WM M Mep coLManbHOM MOAAEPHKKM, @ TaKKe KIMHUYECKMX
nccneaoBaHuin HOBEMLWIKMX METOLOB Tepanuu AaHHbIX HO30-
norui (MoctaHoBneHue lMpaButenbctBa PP ot 26.04.2012
Ne 403). K peakum, wmnan opdaHHbIM, 3aboSieBaHUAM
B Poccun oTHOCAT 60/1€3HM C YAacTOTOM BCTPEYAEMOCTU He
6onee 10 cnyyvaeB Ha 100 TbiC. YenoBeK (MO onpeaeneHunio
®3 N2 323 or1 21.11.2011 «O6 oxpaHe 3[0POBbSl rPpaxk-
fax»). o nocnegHWM AaHHbIM, pacnpocTpaHeHHocTb BB
B Poccuiickon denepalumm oLeHnBaeTcs Kak 3,77 Ha 1 MAH
HaceneHus, KoTopas O04eBMAHO OTMYaETCs OT Oony6/MKo-
BaHHbIX JaHHbIX B Apyrux cTpaHax [3]. Hanpumep, noka-
3aTenu pacnpocTtpaHeHHocTn B CLUA, EBponenckmx crpa-
Hax, cTpaHax bnuxkHero BocToKa, ABCTpanuu KonebnioTcs
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Congenital Epidermolysis Bullosa Epidemiology among Children
of Russian Federation

Background. The prevalence of all types of congenital epidermolysis bullosa (CEB) worldwide is approximately 11 cases per 1 million
according to the latest data from the American Epidermolysis Bullosa Registry. Data on the prevalence of CEB in Russian Federation is
scattered, while data on life expectancy and mortality for this this disease is absent. This article presents medical and epidemiological
data on children with CEB in Russian Federation. Objective. The aim of the study is to analyze clinical and epidemiological features
of children with CEB in Russian Federation. Methods. We have performed analysis of the clinical and epidemiological features among
pediatric population of Russian Federation with CEB using the “Registers of Genetic and Other Rare Diseases” of the “Butterfly Children”
charitable foundation. Results. There are 491 children with CEB in Russian Federation as of 2024 according to the national registry
data from “Registers of Genetic and Other Rare Diseases” of the “Butterfly Children” charitable foundation. The ratio of boys and girls
was 1.08:1, that is relevant to the global data. The prevalence of CEB in children aged from O to 17 years in Russian Federation is
15.48 cases per 1,000,000 children as of January 1, 2024. The highest number of children with CEB were revealed in the Republic
of Dagestan — 54 (11%) children, which is apparently due to the high rate of consanguineous marriages (50%). Other regions with
high prevalence are Moscow Region (n = 28, 5.7%), Moscow (n = 25, 5.1%), Saint Petersburg (n = 26, 5.2%) and Krasnodar Territory
(n = 23, 4.6%). Largest age group of children (from 12 to 18 years) includes 146 patients with mean age of 14.32 + 1.72 years.
The most common form of CEB is dystrophic one — 261 patients, the next one is simplex — 191 patients, then junctional form —
31 patient, and Kindler syndrome — 8 patients. The birth rate of children with CEB by year during the period from 2019 to 2023
(per 100,000 children born): 2019 — 1.42, 2020 — 2.09, 2021 — 2.65, 2022 — 2.76 and 2023 — 1.74. The arithmetic mean
birth rate of children with CEB over a five-year period was 2.13 cases per 100,000 children born. The registry contains information on
22 deceased patients, average age was 3.06 + 4.66 (from O to 15 years, median 0.54 years). The highest number of fatal outcomes
was observed in the Republic of Dagestan (n = 3). Junctional CBE dominates in fatal outcomes among all the CEB types — 59.1%
(n = 13 cases, 0.40 = 0.22 years). The highest mortality was observed in | age group (from O to 1 year), which is 65.2% (15 fatal
outcomes). Multisystem organ failure resulting from sepsis was the most common cause of death in both types of CEB (junctional and
dystrophic). The mortality trend in the junctional form of CEB shows a decline in mortality, while the dystrophic type shows a stable
situation during 2021-2023 years — 2 fatal outcomes per year. Junctional CEB has higher mortality rate at early age: survival curve
shows sharp decline in the first months of life indicating high mortality in early life. The probability of survival drops to almost 0%
in the first 100 days. Higher survival rate is more specific for the dystrophic type of CEB. Conclusion. This study demonstrates the
significance and necessity to create and maintain registers for rare (orphan) diseases. Registry maintenance is an effective model for
real understanding of the number of patients and value of needed assistance from the government to this category of patients.
Keywords: congenital epidermolysis bullosa, epidemiology, prevalence, lifetime, mortality, children
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OpuruHanbHas cTaTbs

oT 4 go 54 Ha 1 MnH HaceneHus [4, 5]. NMonyyeHHble pas-
JINY4US MOTYT OblTb 06BACHEHbI GaKTopaMu, BAUSIOLMMU Ha
BblfiBNieHMe cnydyaeB BB3J, Hanpumep gemorpadunyecKnmu
(HaceneHHoOCTb CTPaHbl, KONMYECTBO MEANLIMHCKNX LLEHTPOB,
3aHnmatoumxca BB3I) n pakropamu opraHm3auunm CUCTEMbI
3[paBOOXpPaHEHNa (AMarHOCTMYECKME BO3MOXKHOCTM, Bpa-
yebHasa KBanuduKaums). Kpome Toro, KoanM4ecTtBO MOXKET
BapbMpoBaTb BBUAY AeMorpadmnyecKnx pasinynm, a TakKe
OKaszaTb B/MSHWE Ha PacnpoCTPaHEHHOCTb MOryT PeIrnos-
Hble W KyNbTypHble yoexaeHus [6].

B 2019 r. 6narotBopuTenbHbii GoHA «[eTn-6ab04Kn»,
3aHUMalOWMUNCA CUCTEMHOM MOMOLLbIO AETAM C FeHeTu-
YyeCcKMMM 3aboieBaHUAMU KOXKU, NpuM GMHAHCOBOMW MNoA-
aepxKe doHaa Npe3naeHTCKMX rPaHTOB Havan pa3paboTky
«Pernctpa reHeTM4YecKux U Apyrux peakux 3aboneBaHum».
B pernctpe nmeetcs nHbopmaunsa 06 0coO6EeHHOCTAX Teye-
HWA 3ab6oneBaHWn BCeXx MoAoneYHbix 61aroTBOPUTENbHO-
ro ¢oHAa, OCHOBHas 4acTb KOTOPbIX — 3TO MaLMEHTbI
C pasnunyHbiMU TuNamu BE3. YunTbiBas TOT daKT, 4TO paHee
KIUHUKO-3NMAEMMONOrMYECKNE OCOBEHHOCTM Yy peTewn
¢ BB3 He 6binM M3yyeHbl, 61aroTBOpUTENbHLIM GOHAOM
«[detn-6abo4ykn» coBMmectHo ¢ HUM geTckon aepmaTonormu
®rAyY «HMWL, 3gopoBbs aetei» MuHaapasa Poccumn 6bino
NPUHATO pelleHne O NPOBEeAEHUN LaHHOrO MccnefoBaHuUs
C UCNONb30BaHMEM «Pernctpa reHeTM4eCKMX U Apyrux pea-
Kunx 3a60/IeBaHNM».

Llenb uccnepoBaHua

N3y4nTb KIMHUKO-3INMUAEMUONIOTMYECKUE XapaKTepuc-
TUKW OETEN C BPOMKAEHHbIM OyN/e3HbIM 3NUAEPMOSIM30M
B Poccuickon depepauuu.

METOAbI

Aun3aiH uccnegoBaHus

MpoBeaeHo pPeTpoCcrneKTMBHOE OAHOMOMEHTHOE Wccre-
[loBaHue.

YcnoBus npoBeAeHUsA UccnefoBaHusa

MccnenosaHne nposoannocb Ha 6a3e HUWN petcKkom
nepmartonornn ®ray «HMUL, sagopoBbs aeten» MuHsapaBa
Poccun coBmecTHO ¢ 6narotBopuTeNnbHbIM GoHAOM «[leTu-
6a604Kkn». B nccnegoBaHue 6b1n BKIOYEHbI A€TU CO BCEMU
dopmamun BB3 13 Bcex pernoHoB Poccuiickon deaepaumu.
OT BCex y4aCTHWKOB, B TOM 4YMUCNEe U WUX poauTenen, 6bino
nosy4eHo MHbopmMmMpoBaHHOE AOOPOBOJSILHOE cornacuve Ha
y4yacTue B UCCNefoBaHuu.

Kputepum cootBeTcTBUA

Kputepumn BknoyeHus

B nccnegoBaHue BKAOYaNU AeTen C KIMHUYECKUM auar-
HO30M «BPOMOEHHbIN OYNNE3HbIN 3anuaepmonuna» (nbas
dopma) B Bo3pacTe oT O Ao 18 neT, porKAEHHbIX U MPOXKUBA-
lolMX Ha TeppuTopumn Poccuitckon degepaumm U MMEroLLInX
rpaxkgaHcTeo Pd.

CraTUCTMYECKUE METOoAbI

CTaTUCTUYECKUIM aHanM3 NpoBOAMACS NMPU NMOMOLLM A3bl-
Ka nporpammupoBaHua Python u BCTpOEHHbIX GUGIMOTEK
Pandas (ana onepaumi ¢ 4ucnoBbiMM Tabnuuamu), NumPy
(ans MaTeMaTU4yeCKMX BblYUCEHMW), SCIpY (AN BbINONHEHUS
cTaTUCTUYECKMX pacyeToB), matplotlib, seaborn (06e 6mbano-
TEKM MCMONb3YOTCS AN BU3yanu3aluW [aHHbIX). [JaHHble
MCnonb30BaHbl B BUAE cpeaHero apudMeTUYecKoro 3Have-
HMA CO CpedHEeKBaApaTUYHbIM OTKIOHEHMEM ANs NepemeH-
HbIX C HOpMasbHbIM pacnpeaeneHrem. [ns nepemeHHbIX,
pacnpegeneHve KoOTopbIX OTIMYanochb OT HOPMasnbHOro, AaH-
Hble onucaHbl B BUae meanaHbl (Me) n ksaptunem (25 n 75%).

JTnyeckan aKcnepTusa

PaboTta BbINONHEHaA B paMKax Hay4HOW Tembl «KnuHMKO-
3NUAEMUONOTMYECKME XaPaKTEPUCTUKM BPOXKAEHHOro Oyn-
NIe3HOro anuaepmMonnaa y aeten B Poccuinckon degepauun».
McecnepoBaHue ogobpeHo JIoKanbHbIM HE3AaBUCUMbIM 3TUYeE-
cknum komutetom HMUL, 3aopoBbs aeten N2 1 ot 01.02.2024).

Bce naHHble nauMeHToB 6blIM @aHOHUMU3UPOBaAHbI.

LieneBbie noKa3arenu uccnegoBaHus
OCHOBHbIe NOKa3aTe/iu UCC/Ie[JOBaHUS:

® yacToTa BCTPE4YaemMocTW (Cpeau [OEeTCKOro HaceneHus:
obuwee yncno geten ¢ BBI Ha 01.01.2024 / obuwee
KonunyectBo aeten Ha 01.01.2024 X 1 000 000);

° reHAepHOe pacrnpeaeneHue;

® yacToTa POXAAeMOCTU (4ucno poauBlmxca ¢ BBI /
KONMYeCcTBO AeTen 3a KaneHaapHbiv rog X 100 000);

® TEHOEHUMS POXKAAEMOCTH;

e 006WMKIM NOKa3aTeslb CMEPTHOCTH;

° MeauaHa BbIKMBAEMOCTH.

HAononxuutenbHble NOKa3aTesn UCC/I€[0BaHNA:
® pacnpeneneHue no nony U BO3pacrty,;
® pacnpeneneHue no HaunoHallbHOCTU U pernmoHam;
® YyacToTa BCTPEYaeMOCTU 6IM3KOPOACTBEHHbIX 6PaKOB;
® aHa/Iu3 CMEePTHOCTU OT OTAE/IbHbIX MPUYUH.

dopmupoBaHue BbIGOPKU UCCefOBaHUSA
dopmurpoBaHue BbIGOPKK He OCylecTBNAIOChH B CBA3U
C MPMMEHEHNEM CNJIOWIHOIo MeToaa nccnegoBsaHuA.

XapaKTepucTUKKN BbIGOPKM (rpynn) uccnegoBaHusa

Mpn nogbope v pasgeneHuy Ha rpynnbl y4uTbiBanacb
cucTema rpagauunin getev no BoO3pacTy, UCrnonb3lyemas 3apy-
OEXHbIMU M OTEYECTBEHHLIMU NeauaTpU4ecKuMmn cooblie-
CTBaMM, a UMEHHO pacnpefenenune Ha 5 rpynn: | rpynna —
ot O go 1 roga, Il rpynna — ot 1 roga go 2 net 11 mec
29 pHen, lll rpynna — ot 3 net go 6 net 11 mec 29 aHen,
IV rpynna — ot 7 net go 11 net 11 mec 29 gHen, V rpynna —
oT 12 net go 17 net 11 mec 29 gHen.

PE3Y/IbTATbI

Ha ceroaHsalwHui geHb B Poccuinckon deaepaumm Hacum-
TbiBaeTcad 491 pebeHoK ¢ BB3. B gaHHoe uccnegoBaHue
OblIM BK/OYEHbl BCE [eTW C yKa3aHHOM natonoruen. llo
NnoJsly4eHHbIM pe3dynbTataM, CPeAHU BO3pacT AeTen, cTpaja-
towmx BB3, coctaBun 8,14 £ 4,97 roaa, n3 Hux 255 (51,9%)
MasbynKOB (cpeaHun Bodpact — 7,85 + 5,07), 236 (48,1%)
neBoyeK (cpeaHun Bozpact — 8,46 = 4,86) (puc. 1).
MUWHUManbHbIM BO3PACT NaLMeHTa cocTaBui 1 Mec KU3HH,
MaKcumanbHbIM Bo3pacT — 17 net n 11 mec (MeanaHa BO3-
pacta — 8,0 neTt). CpeaHuni Bo3pacT 60/bHbIX [1B3 coctaBnsn
7,67 £ 4,76 roga (ot 0,58 po 17 net, megnava — 7,0 ner),
anctpodumyeckum — 8,81 = 4,91 roga (ot O go 17 ner,
veanaHa — 8,0 net), norpaHnyHbiM — 4,66 = 5,14 roga
(ot 0,08 po 16 net, megnaHa — 3,0 roga), CMHOAPOMOM
Kungnep — 11,38 £ 4,81 roga (o1 1 go 15 net, meanaHa —
13,0 net). CooTHOWEHME ManbYMKOB U AEBOYEK COCTaBWUIIO
1,08 : 1, 4TO KOPPENUPYET C MUPOBbLIMU JaHHbIMM [7].

Pacnpenenenve geten ¢ BB3 no tunam 3aboneBaHus
npeactaBneHo Ha Ta6n. 1. Kak BuaHO u3 Tabnuupl, 60/b-
e BCEero nauMeHToB C aucTpoduyeckon dopmon BB —
261 nauueHT (53%), Aanee cneayet npoctaa ¢opma BB co
191 nauueHToM (39%), Konuyectso aeten ¢ MNrpb3 coctasu-
no 31 nauneHT (6%), 1 Bcero 8 nauneHToB (2%) — C CUHAPO-
MOM KuHanep. M3 Tabnvupbl TakKe BUAHO, YTO KOJIMYECTBO
MaJibiMKOB C Nt06bIM TUNom BB3 6bi10 60nblie, YEM KOMU-
4eCTBO AEBOYEK B COOTBETCTBYIOLLEN rpynne.



Pacnpegnenenve pgeten ¢ BB no HauuoHanbHOCTAM
npeacTaBfieHo Ha puc. 2. Kak nokasaHO Ha pPUCYHKe, Hau-
6onbliee 4YMcno aeten, ctpagatowmx BB, 6binn pycckon
HauunoHanbHocTM — 304 (62%) pebeHKa, BMeCTe ¢ TeM, Ha
puc. 3 NPOAEMOHCTPMPOBAHO, YTO Haubosbllee Konuye-
CTBO geTen ¢ gnarHo3om BB3 otmevanocb B Pecnybnuke
HarectaH — 54 (11%) pebeHKa, YTO CBSI3aHO C BbICOKOM
yactoTon G6MM3KOPOACTBEHHbIX 6pakoB — 50% (n = 27).
B apyrux permoHax 3adMKCUMpoBaHbl eduvHWUYHblE Cryyau
6/1M3KOPOACTBEHHbIX 6pakoB: MockBa 1 XMAO — no 3 cny-
yas, Kanmbikusa, Camapckas, CapaToBckas U MoCKoBCKas
o6bnactm — no 1 cnyyato. [lanee no YUCNEHHOCTU cneayoT
MocKoBcKkas o6nactb (n =28, 5,7%) n MockBa (n =25, 5,1%),
a Takxe CaHkT-leTepbypr (n = 26, 5,2%) 1 KpacHogapcKun
Kpan (n = 23, 4,6%).

3apy6erKHbIMU U OTEHECTBEHHBLIMU NeauaTpamm UCnosb3y-
eTcs cucTeMa rpagaunn geten no sBospacty [8]. Tak n B npea-
CTaB/IEHHOM WCCNeA0BaHMM BbiI0 MPUHATO peELUeHWe O pac-
npegeneHnn getem Ha 5 rpynn B 3aBMCUMMOCTM OT BO3pacTa.

PacnpeneneHne geten No AaHHbIM KaTeropusm Heobxo-
AMMO AN yao6CTBa BeAEHUS CTaTUCTUKK, a raBHoe — AN
NOBbILEHNS KayecTBa OKa3blIBaEMON MEAWLIMHCKOM MOMOLLM.

B I rpynny geten (o1 O go 1 roga) Bowno 23 nauueHTa,
BO3pacT Konebancsa ot O go 11 mec, cpeaHun Bo3pacTt —
0,43 £ 0,27 roga (ot O go 0,91 roga, meanaHa — 0,41 ner).

KonnyectBo Manb4nKOB NPeBbILWano KOIMYECTBO AEBOYEK
1 coctaBuno 17 npotnB 6 cOOTBETCTBEHHO. CpeaHnin Bo3pacT
B rpynne Manbynkos — 0,39 £ 0,27, ot 0 go 0,91 roaa, meau-

Puc. 1. PacnpegeneHve aeten ¢ BPOXAEHHbLIM 6Y/Ne3HbIM
3NMAEPMONU30M MO Nony

Fig. 1. Gender distribution of children with congenital
epidermolysis bullosa

XKeHcknin

52%
Myxckom

aHa — 0,33 roga, a y AeBOYEK CPeaHUi BO3pacT COCTaBwWi
0,55 = 0,27, o1 0,16 po 0,83 roga, meanaHa — 0,58 roga.
Pacnpenenenue no tunam BB3 BbIrnsauT cneayowmm obpa-
30M: 60nbllie BCEro otMeyanoch nauneHTos ¢ Mrpb3d — 14 (61%),
6 nauueHtoB — ¢ b3 (26%), 3 nauneHta — c B3 (13%),

Ta6nuua 1. KonnyecTtBo aeTen co BCEMU TMNAMKU BPOXKAEHHbLIM BYN1E€3HBIM 3NUAEPMOIN3OM

Table 1. Number of children with all types of congenital epidermolysis bullosa

Tvn guarHosa Mon KonunyectBo Mean * std, cpegHui Bo3pacT NnaLueHToB
HeHcKui 129 (26,3%) 8,99+ 4,79
Ouctpoduryeckuint BB
My»KCKOM 132 (26,9%) 8,63 £5,03
HKeHcKui 93 (18,9%) 7,98 + 4,84
MpocTon BB
My>KcKoM 98 (19,9%) 7,38+ 4,68
HKeHckui 11 (2,2%) 5,45+5,16
MorpaHunyHbin BB
My»KCKOM 20 (4,1%) 4,22 +£5,20
HeHckui 3(0,6%) 11,67 £2,52
CuHapom KnHanep
My»KCKOM 5(1,1%) 11,2+6,1

Puc. 2. Pacnpegenenvie getew ¢ BPOXAEHHbIM GYAN1e3HbIM 3NUAEPMOIN30M MO HALMOHANIbHOCTAM
Fig. 2. Distribution of children with congenital epidermolysis bullosa by nationality
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Puc. 3. KonnyecTBo nauMeHToB 1 CpeaHWit BO3pacT AeTel C BPOXKAEHHbIM BYNe3HbIM 3MMaepMOoan30M Mo pernoHam

Fig. 3. Number of patients and mean age of children with congenital epidermolysis bullosa by regions
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1,61 +£ 0,49, ot 1 no

1 B 3TOK rpynne npeacTtaBieHo

naumeHTamu ¢ NMB3 — 32 (50%), panee cnepytot 30 aetewn
MNrpb3 u cuHapoMoM Kunanep —

Bo3pacT — 1,61 + 0,49, ot 1 go 2 net, meanaHa — 1 ropg),
no OAHOMY nauuneHTy (2%) (puc. 5).
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, CPEAHUI BO3PacT COCTaBUs

[ BOSpaCTHOﬁ KaTeropuu He npeacraB/iEHbl.

Il rpynna peten (o1 1 roga go 2 net 11 mec 29 aHen)
TaK e KaK 1 B | rpynne, KONM4YecTBO MafbyMKOB Mnpe-

4TO Harna4HO MoKas3aHo Ha pwuc. 4. MauneHTbl ¢ CUHAPOMOM
1,54 £ 0,51 ropa (o1 1 go 2 net, MeanaHa — 2 roga).

npeacTaBneHa 64 nauueHTamu

anMe‘-IaHl/le. CUHU#H LIBET — KOJIM4ECTBO NaLMUEHTOB B permoHe, KpacHble NTMHKUKU — BO3PAacCT NauyMUeHToB CO CpeAHUM 3HAYEHUEM (TOl{Ka).
KuHanep B 310

Note. Blue color — number of patients in the region, red lines

B9leld BeHareHuindo

cpenHun

BbICM/IO KONMYECTBO [eBOYEK WM cocTaBuno 36 (

Puc. 5. PacnpeaeneHune BpoXAeHHOro 6yni1e3Horo anunaepMonnaa

Puc. 4. PacnpeaeneHune BpoXaeHHOro 6yni1e3Horo anngepMmonnaa

n

Fig. 5. Distribution of congenital epidermolysis bullosa by type

1 roaga no 2 net 11 mec 29 aHel
among children from 1 tear to 2 years 11 months 29 days

no Tuny cpeau Aeten ot

Opolroga
Fig. 4. Distribution of congenital epidermolysis bullosa by type

among children from O to 1 year of age
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BynnesaHsbl

n anngepmonna, NnorpaHnyHbI TN

B BynnesHbl
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B BynnesHbl



IIl rpynna pgeten B Bo3pacTte oT 3 neT Ao 6 net 11 mec
29 pgHen coctaBaseT 117 naumMeHToB, CpeaHui Bo3pacT —
4,64 £ 1,17 ropa (ot 3 go 6 net, meanaHa — 5 neT), U3 HUX
ManbyinKkoB — 62 (cpeaHun sBospact — 4,84 +£ 1,07, ot 3 oo
6 net, MmegunaHa 5 ner), geBovyek — 55 (cpeaHuin Bo3pact —
4,42 £ 1,24, ot 3 go 6 net, meaMaHa — 4 roaa).

B aToi rpynne KonuMyecTtBo naumneHToB ¢ 163 HecKosb-
Ko 60/blle, YeM C NPOCTbIM TUMOM, U cocTaBnseT 58 (50%)
n 54 (46%) nauueHTa COOTBETCTBEHHO. 5 nauuMeHToB
¢ norpaHuyHbiM BB3 (4%). Tak e KaK u B | rpynne, aetu
C cuHapomom KuHanep B 3TOM BO3pPacCTHOM KaTeropuu He
npeacrtaBneHbl (puc. 6).

IV rpynna geten (o1 7 net go 11 net 11 mec 29 gHen)
npeactasneHa 141 naumeHToM, cpeaHnn BO3pacT COCTaBui
8,9 £ 1,39 roga (o1 7 go 11 net, megnaHa — 9 ner).

B paHHOM rpynne Habnwogaetca NPOTUBOMOOXKHASA
CUTyaUMs MO CPaBHEHUIO C NEPBbIMM TPeMS rpynnamu:
KO/IMYECTBO AEBOYEK MPEBLIWAET KOAMYECTBO MaslbyYMKOB
M cocTaBnseT 72 npotuB 69 cooTBeTCTBEHHO. CpeaHui BO3-
pact B rpynne Manbyinkos — 8,86 + 1,42, ot 7 go 11 ner,
MeanaHa — 9 neT, a y AeBOYEK CpeaHMn BO3pacT coCTaBui
8,94 + 1,37, 01 7 po 11 net, MegMaHa — 9 neT.

Ha puc. 7 pacnpegeneHve no tunam BB3 Bbirnagut
cnegyrowmnm obpasom: 60/blie BCErO OTMEYaeTcs nauueH-
ToB ¢ AB3 (n = 78, 55,3%), 55 naumeHtoB — c MbE3 (39%),
6 naumeHtoB — c INrpb3 (4,3%), 2 pebeHKa — C CUHAPOMOM
Kunanep (1,4%).

V rpynna geten (ot 12 go 17 net 11 mec 29 aHen) —
camMasi MHOro4YncneHHas v npeacrasneHa 146 naymMeHtamu,
cpedHun BO3pacT KoTopbix coctaBun 14,32 + 1,72 roga
(ot 12 po 17 net, megnaHa — 14 ner).

TaK e Kak u B IV rpynne, KONM4ecTBO AEBOYEK MNPEBbI-
LIaeT KONMYECTBO Mafib4MKOB; YMCO NOCAeAHMX COCTaBNSET
71 (cpegHun Bo3pact — 14,46 £ 1,79, ot 12 go 17 ner,
MeamaHa — 15 neT), yMcno geBovyek — 75 (cpeaHun BO3-
pact — 114,2 + 1,66, ot 12 go 17 net, megnaHa — 15 ner).

Hawnbonbliee 4yncno geten B aTon rpynne npeactaBieHo
nauneHtamm ¢ b3 — 89 (61%), nanee cneaytot 47 peten

Puc. 6. PacnpeaeneHune BpOXAeHHOro 6ynn1e3Horo anMaepMonnsa
no TMnNy cpeav aetew ot 3 net fo 6 net 11 mec 29 aHen

Fig. 6. Distribution of congenital epidermolysis bullosa by type
among children from 3 years to 6 years 11 months 29 days

46%

W BynnesHbii anuaepmMonns, AMCTpoduIeckuii Tun
BynnesHbii anvaepmonna, NPoCcTon Tun

W BynnesHbii annpgepmMonms, norpaHnyHblid TMn

¢ Nb3 (32,2%), getewn ¢ Mrpb3 n cuHgpomom KuHgnep —
no 5 naumeHTtoB (3,4%) (puc. 8).

AHanNU3 poxpaemMocTu

Cnegyowmm atanomMm npoBoAMMON paboTbl ABUICA aHa-
N3 pPOXKOaemoCTM cpeau Bcex AeTen, cTpagatowmx BBJ,
¢ 2007 no 2024 r., Tak Kak nepBbli NauueHT, He OOCTUr-
Wwunn 18-neTHero Bo3pacTa, BK/IOYEHHbIM B UCCneaoBaHue,
poauncsa B 2007 T.

Puc. 7. PacnpepaeneHve BpoxaeHHOro 6ynie3Horo anngepmonnaa
no TMny cpeam aeten ot 7 o 11 net 11 mec 29 aHewn

Fig. 7. Distribution of congenital epidermolysis bullosa by type
among children from 7 years to 11 years 11 months 29 days

39%

H BynnesHbli annaepmonuna, ANCTPodPUIecKnin Tmn
B CuHgpom KnHgnep
BynnesHbiii anuaepmMonna, NnpocTon T1n

[ BynnesHbli aNMAEPMONN3, NOrPaHNYHbIA TUMN

Puc. 8. PacnpeaeneHve BpoxaeHHOro 6ynie3Horo anngepmonnaa
no Tmny cpeam aeten ot 12 go 17 net 11 mec 29 aHen

Fig. 8. Distribution of congenital epidermolysis bullosa by type
among children from 12 years to 17 years 11 months 29 days

W BynnesHbli anuaepMonnsa, AMCTpoduyeckuii Tun

B CuHapom Kunanep
BynnesHbili anuaepmMonna, NPpocTon TUn

I BynnesHbii aNMAEepPMONn3, NOrPaHNYHbIA TUM
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Original Article

OpuruHanbHas cTaTbs

Hamu 6blna onpegeneHa 4acToTa pPOXKAaemMoCTU AeTen
¢ Bb3 no rogam 3a Bbl6paHHbIM nepuog 5 net (2019-
2023). lMNpn aHannse 4acToTbl POXKAAEMOCTU MO rogam
OKasafocb, YTO HaubonbluMK MOKasaTenb 6bl1 OTMEYeH
B 2022 1. n coctaBun 2,76 cnyyas Ha 100 TbiC. pOAMBLLUXCA
neten, HauMeHblWKW nokasartenb Habnwganca B 2019 r.
(1,42 Ha 100 TbIC.). B 2020 r. nokasaTtenb coctaBmn 2,09 Ha
100 Tbic., B 2021 — 2,65 Ha 100 Tbic. 1 B 2023 — 1,74 Ha
100 Tbic. HaceneHus. CpeagHeapndMeETUYECKUIM NOKa3aTeb
yacToTbl porkgaemocTtu ageten ¢ BB3 3a 5-neTHUM nepuon
coctaBun 2,13 cnyvas Ha 100 TbiC. pOAMBLUMXCS AETEWN.

CornacHo puc. 9 n 10, HanbonbLLaa poxaaeMocTb AeTen
¢ Bb3 6bina 3apernctpupoBaHa B 2021 r., ogHaKo AeTen
¢ b3 6onblue Bcero poannocb B 2022 1.

Ha rpaduke (puc. 11) noka3aHbl JaHHbIE O POXKAAEMOCTH
no rogaMm BMecTe ¢ TpeHAoBOW NnHUen. OTMevaeTcs yBenu-
YeHne TeHAeHUMK poxxaaemocTn aeten ¢ BE3. Habnogaetca
6onee BbipaXKeHHasn NosIoXKMUTENbHAA TEHAEHLMS C HAKIOHOM
0,732 poxaeHun B rog. AT0 yKasdblBaeT Ha 3HAUYUTENbHbIN
pocT poxaaemocTu geten ¢ BB 3a uccnegyembin nepmoa.

Puc. 9. KonnyecTtBo aetew ¢ BPOXAEHHbIM 6yNie3HbIM
3NnAEpPMOAn3oM, poameLimxca B nepuog 2019-2023 rr.,

B a6GCOJIOTHbIX YMcaax

Fig. 9. Number of children with congenital epidermolysis bullosa
born between 2019-2023, absolute numbers
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Puc. 10. PacnpegeneHve HOBOPOXAEHHbIX C BPOXAEHHbIM
6ynne3HbIM 3NUAEPMONIN30M MO TUNaM AMarHo3a (abConoTHbIe
yucna), poamBLimxcs B nepuog 2019-2023 rr.

Fig. 10. Distribution of infants with congenital epidermolysis bullosa
by diagnosis type (absolute numbers) born between 2019-2023
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Twvn gnarHosa

W 459 nsd M MNrpBd

B perunctpe vMeloTCcst TOYHbIE CBEAEHWUS O EXErogHoM
yucne poamslumxca ¢ BB HaumHaa ¢ 2019 r. (rog OcHo-
BaHWS perucTpa), OAHaKO TOYHble CBEAEHWS O Konuye-
CTBE M MOrofOBOMY pacnpefeneHuo KonnyectBa HOBO-
poXaeHHbIX ¢ BB3 B 60nee paHHeEM nepuoae OTCYTCTBYIOT.
BmecTe ¢ Tem, B pernctpe npeactaBfieHbl AETHU, POXKAEHHbIE
¢ 2007 r., KOTOPbIM Ha MOMEHT BK/IIOYEHUS B 9TO UCCNeaoBa-
HWe He UcnosHunocb 18 net, 4To no3BonsetT chopMmnpoBaTb
npeactaBfeHne O TEHAEHUMW MNoKasaTens poxaaeMocCTu
B acneKkte 2007 — 01.01.2024.

Ha rpaduke (puc. 12), AEMOHCTPUPYIOLLIEM TEHOEH-
LMIO POXKAAEMOCTM MO rofaM AfIa Kawgoro Tuna guarHosa,
HarnagHo NpeacTaB/ieHo, YTO HeKoTopble Tunbl BB (Mrpb3

Puc. 11. TeHAEHUNS POXKAAEMOCTHU AETEN C BPOXKAEHHbIM
6ynnesHbiM anuaepmonm3om B nepuog 2007 -2024 rr.
Fig. 11. Tendency in bird rate of children with congenital
epidermolysis bullosa during the period 2007-2024

35 4

KonuyecTtBo poxaeHui
N N w
o (6} o
1 1 1

-
o
Il

.y
o
Il

T T T T T T T T T
2007 2009 2011 2013 2015 2017 2019 2021 2023
lon,

—@— KONN4eCTBO POXAEHWI TpeHposas NUHUS

Puc. 12. CpaBHUTENbHAdA TEHAEHLMSA NOKa3aTeNsd POXKAaeMOoCTH

B abCONOTHBIX Undpax (HacToTbl BCTPE4YaeMOoCTH) aeTen

C BPOXAEHHbIM GyNNe3HbIM 3MMAEPMOSTIM30M A5 KaXLoro Tmna
avarHosa no rogam B nepuog ¢ 01.01.2007 no 01.01.2024

Fig. 12. Comparative tendency of birth rate in absolute numbers
(prevalence rates) of children with congenital epidermolysis bullosa
for each diagnosis type by year from 01.01.2007 to 01.01.2024
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n cuHapom KuHanep) umetoT ctabuibHOE KONMYECTBO Cllyya-
€B B TeYeHWe aHann3npyemMoro nepnoja BpeMeHHU, B To Bpe-
MS KaK Apyrue AeMOHCTPUPYIOT 3HauuTeNbHble KonebaHus
(MB3 n AB3). Takke Ha puc. 12 nokasaHo, 4To getu ¢ Nb3
1 B3 poxaatoTca ropasgo yallie, Yem Aetu ¢ Apyrumu Tuna-
Mn 3a6onesaHus (Mrpb3 n cuHapom Knuanep). Kpome Toro,
rpadmK MO3BONSET CPaBHUTb, Kakue Tunbl BB aBastoTcH
6o5iee pacnpocTpaHeHHbIMKM B pa3Hble rodbl. Tak, Hanpu-
Mep, 4mcno poauBlimnxca geten ¢ MNb3 MMmeeT ycTOMYMBO
BbICOKME MOKa3aTesiM, 4TO MOXET KOCBEHHO yKa3biBaTb Ha
OTHOCHTESbHYIO PacnpoCTPaHEHHOCTb AaHHOW GOopMbl 3a60-
neBaHua B Poccuinckon deaepauuu.

AHaNU3 CMEpTHOCTHU

BbicOKasi CcMepTHOCTb HacefneHus — camas ocTpas
aemorpadudecKkasa npobnema Poccun. K coxaneHuto, 60b-
LUMHCTBO opdaHHbIX 3aboNeBaHN HE UMEIOT NaToreHeTuye-
CKOW Tepanuu, 1 BCe YCUIUSA B JIe4EHNM CBOAATCA K CUMMTO-
MaTuyeckon tepanuun. K gpyrum dakrtopam, BAUSIOWMM Ha
CMEPTHOCTb, KaK YNOMWHaNoCh paHee, OTHOCATCS Hanuvue
TaxenbIx Gopm 3aboneBaHna U Hann4me 60MbLOro Konmye-
CTBa OCJIOKHEHUM NpU 3TUX GOpmax, HECMOTPS Ha Henpe-
KpallatoLmecs nonbITKM COBPEMEHHON MEANLMHBI YIYYLINTb
COCTOSIHWE KayecTBa WU3HU nauneHToB ¢ BBE3.

TaK, B yKa3aHHOM peruncrpe 3agoKyMeHTUpoBaHa MHPOp-
Maums o 22 ymepLlnx nauneHTax eTCKoro Bo3pacra, cpea-
HUM BO3pacT KoTopblx coctaBun 3,06 + 4,66 (o1 O go 15 ner,
MeanaHa — 0,54 roga).

bonblie Bcero netanbHbIX UCXOAOB OTMeYanocb B Pec-
nyénunke arectaH (n = 3), N0-BUANMOMY, 3TO CBA3AHO C 60/1b-
LWMM KOJIMYECTBOM 3apPErucTpMpPOBaHHbIX AeTen C Taxe-
nbiMn popmamu BBI B atom pernoHe. B KpacHogapckom
Kpae, Huxkeropoackonm n YensGuHCKOWM ob6nacTsax, a TaKKe
B YeyeHcKom PecnybinKe 3aperMcTpMpoBaHo no 2 neTanibHbIX
ncxopa. B ocTanbHbIX perMoHax, Takux Kak Bonrorpagckas,
UpkyTckasa, JleHuMHrpagacKkas, PocTtoBckas, CapaToBCKas,
flpocnaBckas o6nacty, CTaBpOMnofbCKUM U [pUMOPCKUI
Kpas, Pecnybnunka Caxa (Akytus), Cankr-lNetepbypr n JHP,
3aduKcnpoBaHo no 1 ciyyato cmeptu aeten ¢ BBI.

Cpean tMnoB BB3 AOMUHMPYOT cnydyan neTtanbHOro
ucxoaa npu norpaHnyHom BBI — 59,1% (13 cnydaes),

Puc. 13. CpaBHeHWe CMEPTHOCTM MO TUMY BPOXKAEHHOIO GyNNe3HOro
anuaepmonuaa

Fig. 13. Comparison of mortality according to the type of congenital
epidermolysis bullosa
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cpeaHuin Bo3pacTt ymepwux coctaBun 0,40 £ 0,22 roaa,
¢ auctpoduyeckum BB 3apernctpuposano 9 (40,9%) cny-
YyaeB (B Bo3pacTe 6,9 = 5,38 roga) (puc. 13, 14). Ucxoas m3
KONIM4yecTBa 3aperucTpmpoBaHHbIx cnyvyaes B3 (n = 261)
n Mrpb3 (n = 31), npoueHT abCoNOTHOIO KO/JM4YecTBa
cmepTen coctaBun 3,45 u 41,94% cOOTBETCTBEHHO, YTO
06ycnoBneHo 6onee TAKEeNbIM TEHEHUEM U BONbLIMM KOJU-
4ECTBOM OCJIOXKHEHMWIM NpKU norpaHn4Hon dopme 3aboneBa-
HuA. Cpean ymeplunx geten npeBanvMpoBaiv Malbinkun —
16 (Bo3pacT 2,64 £ 4,62), KONIMYECTBO yMEPLUUX AEBOYEK
cocTaBuno 6 (Bospact 4,17 £ 5,03).

Ha rpaduvke TeHaeHUMM cMepTHOCTH (puc. 15) nokasaHo,
4YTO OTMe4aeTcs cnag NeTtanbHocTh MNrpb3, B TO e Bpems
AMCTPOOMYECKUIM TUM 3ab0neBaHUs MOKa3biBaeT CTabuiib-
HYIO CUTyauMIo Ha npoTseHun 2021-2023 rr., Kotopas
CcOoCTaBASET NO 2 NeTaNbHbIX Ucxoda B rod. Takum o6pasom,
MUCXOAS M3 KOMMYeCcTBa 3aperncTpmMpoBaHHbix cnydaes b3
(n = 261) n NMrpb3 (n = 31), npoueHT abCoNOTHOIO KOMU-

Puc. 14. PacnpefeneHve ymepLivx no nony v TUny BPOXKAEHHOro 6ynie3Horo anMaepmonnaa
Fig. 14. Distribution of fatal outcomes by gender and congenital epidermolysis bullosa type
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Puc. 15. TeHaeHUUs abCoONOTHOIO KONMyecTBa cMepTen

no rogam B 3aBUCMMOCTM OT TUNa AMarHo3a B nepuoj

¢ 01.01.2019 no 01.01.2024

Fig. 15. Tendency in absolute number of fatal outcomes

by year according to the diagnosis type between 01.01.2019
t0 01.01.2024
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yecTtBa cmepTen coctaBun 3,45 n 41,94% cooTBETCTBEHHO,
4YTO 06YyCNnoBfieHO Gonee THKENbIM TEeYEHUMEM WM GOMbLINM
KOJIN4ECTBOM OCJIOKHEeHUM npwu MNrpb3.

Y 6onbWwKHCTBA 60MbHbIX, cTpagatowmx MBS n gomu-
HaHTHOM dopmor B3, NPOAO/IKUTENBHOCTb XU3HU COMO-
cTaBMMa CO CpeAHen NPOAOIKUTENIbHOCTbLIO XXU3HU B 06LLEN
nonynauun. OgHako nauueHTbl ¢ MNrpb3 u peueccuBHOM

Puc. 16. CpaBHEHWe KPUBbIX BbIXXMBAEMOCTH A1 AUCTPOGUYECKOM
1 NorpaHnU4HoM GopM BPOXKAEHHOro 6ynne3Horo anMaepMonuaa
Fig. 16. Comparison of survival curves for dystrophic and junctional
forms of congenital epidermolysis bullosa
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lpumevaHue. KpuBble NOCTPOEHbI C MOMOLLbI UHCTPYMEHTa
KaplanMeierFitter 6u6nunoteku lifelines (A3blk NporpaMMmnpoBaHus
Python).

Note. Curves were built via the KaplanMeierFitter tool of the
lifelines library (Python programming language).

dopmon 1B ummeloT 60nee BbICOKMM YPOBEHb Mpexae-
BPEMEHHOW CMEPTHU, YTO COOTHOCUTCH C AaHHbIMKU MUPOBOWM
nutepartypsl [9, 10].

[1o gaHHbIM perucTpa, Hamu 6blnr NpoaHanM3npoBaHbI
CBeAeHMs 0 fleTaNbHbIX MCX04aX M BbIXKMBAEMOCTU MaLMeH-
TOB AeTCKoro Bo3pacta ¢ BB3 u 6binn choopmmnpoBaHbl Kpu-
Bbl€, MOCTPOEHHbIE C MOMOLbio MeToda KannaHa — Menepa.

TaK, BblCOKasi CMEPTHOCTb B paHHEM BO3pacTe oTMeya-
eTcs B KoropTte nauneHToB ¢ [rpb3: KpnBas BbIXKMBAEMOCTH
NoKasblBaeT Pe3KOEe CHUXEHWE B NepBble AHW KU3HWU, YTO
YyKa3blBaeT Ha BbICOKYIO CMEPTHOCTb B paHHEM BO3pacTe.
BepoaTHOCTb BbIXKMBaHUSA NagaeT noytu Ao 0% B TeyeHue
nepBbix 100 gHen Kn3uu (puc. 16).

bonee BbiCOKas BbIXXMBAeMOCTb 3adUKCMpPOBaHa B KO-
ropte nauuveHToB ¢ [b3: KpuvBas BbIXKMBAEMOCTU MOKa-
3blBaeT 6onee MeneHHOe M MOCTEMEHHOE CHUXKEHMeE,
4YTO AEMOHCTpUpYET GOMbLIYI0 BEPOSTHOCTb BbIXMBAHMS.
MpoaoNKNUTENBHOCTb XU3HU NauneHToB ¢ b3 3Ha4ymMTenbHo
6onblie, Yyem npu MNrpb3, xoTa BEpOATHOCTb BbIKMBAHMUSA
TaKKe CHUXKaeTcs Co BPEMEHEM (CM. puc. 16).

[Mpn cpaBHUTENBHOM aHaNn3e BbIXXMBAEMOCTU B 06ENX
rpynnax HarnsigHo noKasaHo, YTo BbiXXMBaemocTb npu AB3
HaMHoro Bblwe, Y4eMm npu MNrpb3 (cm. puc. 16). AHanusunpys
OaHHbIN rpadmK, MOXKHO CKa3aTb, YTO BbIXKMBAEMOCTb U3Ha-
YyanbHO 6blla 0AMHaKOBOWM NMpu 06enx Gpopmax 3abosieBaHus,
OAHaKO 4yepe3d 3 MeC NPOUCXOAWUT NEPEKPECT, U BbiKMBaeE-
MOCTb CT@aHOBMTCH Bblle B rpynne [Ab3. MeavaHa BbIXK-
BaemocTtu anga Ab3 — 2190 gHewn, ana MNrpb3 — 120 aHen.

Mpu oLEeHKe KoNMYyecTBa yMEPLUMX NaLMEHTOB NO paHee
pa3aeneHHbIM BO3PaCTHbIM rpynnam Hanbo/blylo CTeNeHb
NeTanbHOCTU 4eMOHCTPUPYET | Bo3pacTHas rpynna, B KOTO-
pou 3apeructpupoBaHo 15 cmepTesibHbIX MCXOA40B, YTO CBS-
3aHO C BbICOKOW neTanbHOCTbIO Aeten ¢ Mrpb3. Takum o6pa-
30M, CMepPTHOCTb A0 1 roga coctaBuna 65,2%.

B lll rpynne otmevanucb 4 cny4as CMepPTU, CMEPTHOCTb
B aTOoM rpynne coctaBuna 3,4%, a B cCaMOW cTapluen BO3-
pacTHOWM rpynne CMEPTHOCTb cocTaBuna Bcero 2% (n = 3).
Bo Il u IV rpynnax neTtanbHbIX MCXOA0B 3aperMcTpnupoBaHo
He 6blno.

Mpun NpoBeaeHnN aHannaa NPUYMH CMEepPTU BO BCEX BO3-
pacTHbIX rpynnax 66110 BbISBAEHO, YTO NOAMOPraHHas Hefjo-
CTaTOYHOCTb, pa3BMBLUASACA B pesynbrate cencuca, 6bina
CaMOW 4acToW MPUYMHOM CMepTU npu oboux Tunax BBJ,
OflHAKO caMOW 4acToW npuynHoM cmepTtn npu b3 oKasa-
nacb NHEBMOHMKS (Tabn. 2, puc. 17, 18).

OBCYXAEHME

BB3 — 04Ha M3 cambIX TAXKeNbIX reHeTU4ecKux 6ones-
Hen 4yenosevyecTBa, MPU KOTOPOW He cywecTByeT addek-
TUBHbIX MeToaoB nevyeHuns [11]. OCHOBHOe BHWMaHUe
cneunanncToB M muccnegosartenen B obnactm Bb3 yaens-
eTca UccneaoBaHUAM HOBbIX METOI0B NevyeHns. AKTUBHbIN
NMOUCK METOZ0B Tepanuu 1 yay4dlleHue KayecTBa W nNpoaon-
WUTENbHOCTU U3HW ONpaB/blBalOT 3aTpaTthl Ha ob6ecneye-
HWE CMMNTOMaTUYECKON Tepanun NaLMeHToB, HECMOTPS Ha
3TO COXPaHSAETCA BbICOKANA NeTanbHOCTb NPW paccmaTpuBa-
emMoMm 3aboneBaHum.

KonunyectBo 3aperucTpupoBaHHbIX cnydyaeB BB cpe-
on geten ot O go 17 nert, KoTopble poananch Ao 1 aHBaps
2024 r., coctaBuno 467 peten. o pesynbtatam npose-
OEeHHOM oueHKn 3a nepuog ¢ 01.01.2017 no 01.01.2024,
nokasartenb pacnpocTpaHeHHocTn BB3 y peten ot O go
17 net BKIOUUTENBbHO B Poccuitckon denepaumm coctas-
naet 15,48 cnyvas Ha 1 MJIH AETCKOro HaceneHus no cocTo-
AHu0 Ha 1 aHBaps 2024 1.

lMpn aHanuM3e MMEILWMXCS UccneaoBaHM Ha npeameT
anugemuonorun BBS cpean petcKkoro HaceneHus obpa-



Ta6nuua 2. PacnpeseneHve KonmMyecTsa cMepTei no rpynnam
Table 2. Distribution of fatal outcomes number by groups

MpuyumHa cmeptn AB3 Mrpb3
NMHeBMOHUS 3 -
MonnopraHHaa HefOCTaTO4HOCTb 2 10
CepaeyHasi HeAOCTaTOYHOCTb 2 _
Henyno4yHoe KpoBoTeYeEHME 1 _
MoyeyHasa HefOCTaTOYHOCTb 1 _
[bixaTenbHas HeaoCTaTOYHOCTb - 3

lMpnumeyvarme. B3 — ancTpoduyecKkuint ynnesHoiv anngepmonus; NMNrpb3 — norpaHunyHbIi 6yANe3HbIM ANUAEPMONn3.
Note. DEB (Bb3) — dystrophic epidermolysis bullosa; JEB (Mrpb3) — junctional epidermolysis bullosa.

Puc. 17. MprU4rHbLI CMEPTHOCTM NPU AUCTPODUYECKOM TUNE
BPOXAEHHOro 6ynne3Horo anuaepmonnaa

Fig. 17. Causes of death in congenital dystrophic
epidermolysis bullosa

0,5 A

KonuyecTBo cnyyaes
—_ —_ N
o [=) [$)] o
1 1 1 1
-9 _

¢ @ 0 0 0
RS s L& T L
S 5@ & PR RIS F
S O&Q‘ X OQ O <\0 <9 Q/Q <O
2 N ™ @ <& 7@
F S SO O O
® NS & N
# # &

MpuynHa cmepTn

waeT Ha cebs BHUMaHWE yBeMYEeHME YUCIEHHOCTU Heco-
BEPLWEHHONIETHUX MaLMEHTOB C TeYEeHMEM BPEMEHM, YTO
MOMET yKa3blBaTb Ha NOBbILWEHWE YPOBHS OCBEOM/IEHHOCTH
MEIULMHCKMUX CcrneunanncToB, ynydlieHne KadvecTBa AMa-
rFHOCTMKM, a TaKKe Ha AOCTYNHOCTb MOJIEKYIAPHO-TEHETUYE-
CKMX uccnegoBaHui. Tak, B ctaTbe A.A. Ky6aHoBa W COaBT.
YKa3blBaETCs Ha YMCNeHHOCTb aeTen ¢ BB3, cocTtaBuBLIYIO
264 yenoBeKa B poccuickmnx 60 cybbeKTax, Npu 3TOM aBTO-
pbl HE YKa3blBalOT KOMYECTBO NALMEHTOB C TEM WU UHbBIM
TMnom BB3 [12]. B ctatbe 2021 r. A.A. Ky6aHOB 1 coaBT.
YKa3blBalOT Ha KO/MMYECTBO, cOocTaBuBlLIee 262 nauueHTa
M3 68 cyobekToB Poccuickon Pepepauun, 601bLNHCTBO
13 KoTopbix — aeTu ¢ MBI (162 yenoseka), getv ¢ b3 —
97 yenoBek, 14 peten — c HeyTtoyHeHHoM dopmon BBJ,
5 — peten ¢ gpyrum BBE3, 14 naumeHToB — 6€3 YyTOYHEHMUS
dopmbl BB [13]. laHHble 3TUX ABYX Ny6nnKaumnm GpopmMmnpo-
Ba/IMCb Ha OCHOBE NpPeACTaB/IEHHbIX CBEAEHUI O COCTOSALLMX
Ha AMCMaHCEPHOM y4yeTe nauMeHTax B AepMaToNorMyecKux
yyperxaeHusax Poccun. [laHHble NokasaTtenv CBUAETENbCTBY-
10T O TPyAHOCTAX AnddepeHumanbHOM AMarHOCTUKM NMOATH-
nos BBE3 v HU3KON OCBEAOMNEHHOCTU MEAULIMHCKUX CneLu-
aNNCTOB O TEYEHWUM PA3/IMYHBIX TUMOB 3a60/1IeBaHNS, a TaKkKe
0 HeAoCTaTOYHOCTM OXBaTa AMCMNaHCEPHON NOMOLLbIO U yYeTa
nauveHToB ¢ BB B MeAMUMHCKMX OpraHn3aumsax permoHoB
Poccuickon depepaunu.

Puc. 18. [Mp14nHbI CMEPTHOCTU NPU NOrPaHUYHOM TUNe
BPOXAEHHOro 6yN11e3HOro anuaepmonnaa

Fig. 18. Causes of death in congenital junctional
epidermolysis bullosa
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MpuyrHa cmepTn

B cratbe 0.H0. KoTaneBckon u coaBT. (2023) yncneH-
HOoCTb AeTen ¢ BB3 npeacrtaBneHa 417 nauveHTamun U3
75 pernoHoB Halen ctpaHbl [3]. JaHHble Oblin cobpaHbl
nocpeacTBoM «Peructpa reHeTM4eckunx u apyrux 3abonesa-
HWW» BnarotBopuTeNbHOrO GoHaa «Jetn-6abouku». O6pallaeT
Ha ce6s BHUMaHWe 3HaA4YMMOEe pasnuyve 3asaBlEHHOM YuC-
NIEHHOCTH nauuneHToB ¢ b3 un MNBb3 No cpaBHEHUIO C AaHHbI-
MU BbILWEYNOMSHYTbIX Ny6AnKaLumui: 601bLUMHCTBO NaLMeHTOB
¢ b3 — 237 yenoBek, 124 — cnpoctbim BB, 21 —cMrpbJ,
7 — c cuHapoMoM KnHanep 1 13 naumMeHToB — C HEYTOYHEH-
HbIM TNoM BB3. MNokasaTenu npoBefeHHOro uccnesoBaHms
cornacyloTcs ¢ AaHHOM paboTor M MNoAYEPKMBAIOT [AOCTO-
BEPHOCTb 3MUAEMMUONOTMYECKUX XapPaKTEPUCTUK MaLUeHToB
¢ BB3, cogepxalumxcsa B «Peructpe reHeTM4ecKux u apyrux
penkux 3aboneBaHui» (Tabn. 3).

KaK 1 B 60/1bLUMHCTBE CTPAH MUPaA, KITUMHUKO-3NNLEMMO-
NOrMYecKne uccnefoBaHus ANs OLEHKUM OCHOBHbIX MOKa-
3aTenien, Takux KaK pOXAaeMoCTb, pacnpocTpaHeHHOCTb,
3a60/1eBaEMOCTb, CMEPTHOCTb W ApP., UCNONb3YIOT JaHHble,
nosly4eHHble U3 COBETYIOLWMX PErucTpoB. lNpeactaBneHHoe
uccnefoBaHMe He OKalanocb WcKIodeHnem. B 2019 .
6naroTBopuUTENbHBLIN GOHA «JeTn-6abo4Kku» nNpu dUHAH-
coBov noaaepxke doHaa Npe3naeHTCKUX rPaHToB Hayvan
pa3paboTKy «Perncrpa reHeTM4ecKmx U Apyrux peakux 3abo-
neBaHun». B pernctpe cogepxurtca nHdpopmaumsa 060 Bcex
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Ta6nuua 3. MNokasaTtenu pacnpoCcTPaHEHHOCTU AETCKOMO HaCeNeHUs C BPOXAEHHbIM ByN1e3HbIM 3NUAEPMONN30M B paHee onyb6InMKOBaHHbIX

OTEe4EeCTBEHHbIX UCCiefoBaHUAX B CPAaBHEHUN C TEKYLLIMM

Table 3. Prevalence rates of pediatric population with congenital epidermolysis bullosa in previously published Russian studies as

compared with present one

WUccnepoBanunsa
Mokasarenu Ky6aHoB A.A. Ky6aHoB A.A. KotaneBckas 10.10. Hacrosuee
U coaBrT. (2015) U coaBrT. (2021) U coaBrT. (2023) uccnegoBaHue (2024)

Jetn 264 yenoBek 292 417 491
MpocToit BB - 162 124 191
MorpaHuyHbIn BB - - 21 31
[Ounctpoduyeckuit BB - 97 237 261
CuHapom KunHanep - - 7 8
BB3 HeyTOYHEHHbIV - 14 13 -
BB3 apyro#n - 5 - -
BB3 6e3 yka3aHus Tuna - 14 - -
Konuuectso peruoros, 60 cy6beKkToB 68 cy6beKTOB 75 cy6beKToB 76 cy6beKToB
BK/IIOYEHHbIX B UCCNEf0BaHWe

nofgoneyHblx 61aroTBOpUTENBLHOMO GOHAA, OCHOBHAs YacTb
KOTOpbIX — 3TO MauWeHTbl AEeTCKOro M B3pPOCAOro BO3-
pacta C BPOXAEHHbIM Oynie3HbIM anuaepmonusom. Ha
01.07.2024 konu4yectBO aetent ¢ BBE3 B pernctpe cocta-
BMno 491 4yenoBek co cpeaHuMm Bo3pacTom 8,14 + 4,97,
n3 Hux 255 (51,9%) manb4yMKoB (cpeaHWM BoO3pacT —
7,85 + 5,07), 236 (48,1%) neBoyeK (cpeaHui Bo3pacT —
8,46 + 4,86). Kak 1 BO MHOIMX MUPOBbIX perncrpax, AaH-
Hble peructpa aeten ¢ BB3 B Poccuitickon denepaumm He
BbIIBUIN TE€HAEPHbIX pasnnyun 3aboneBaemoctu [7, 14].
TakKe n KonmyecTBo nNauueHToB ¢ B3 (n = 261, 53%)
B “ccnefoBaHuu 6bi10 6onblie, 4eM ¢ Apyrumu popmamu,
YTO TOXE COOTHOCWUTCSH C MUPOBbLIMU AaHHbIMM [15, 16].
OfHaKo B uccnefoBaHWaX APYrux CTpaH, HanpoTuB, MOKa-
3aHa 6onee HW3Kaa BcTpevaemocTb [AB3. Hanpumep,
B [epmaHuun, Asctpanuu, HuagepnaHgax n KaHage Bctpeda-
emocTb b3 nuuwb HemHorum npeBbiwana 30%, a B MHanK
cocTtaBuna Bcero 17% [4, 7, 17-19].

Kak u cnepgoBano oxugaTb, Haubonbluee YUCNo AeTen
¢ BB3 6binn pycckon HauuoHanbHocTM (n = 304, 62%).
Bwmecrte ¢ Tem, B Pecnybnuke JarectaH otme4vanocb Hanbosnb-
Lee KOIMYECTBO eTel, 3aperncTtpupoBaHHbIX C AMarHo30oM
BB3 (n = 54, 11%). Takne aaHHble BO MHOrOM OGbACHAOTCS
BbICOKOW 4acTOTOM G6JIM3KOPOACTBEHHbIX 6PaKoB B JaHHOM
pervoHe (50%, n = 27). Takon ypoBeHb 6IM3KOPOACTBEHHbIX
6paKoB MPUBOAWUT K BbLICOKOM [0f€e rOMO3WroT No peuec-
CMBHbIM COCTOSIHUSIM Y eTEN W, KaK CnefcTBUE, K BbICOKOM
4yacToTe peLeccUBHbIX CUHAPOMOB. O BbICOKOW YacToTe 6/113-
KOPOACTBEHHbIX OPaKOB TaKe coobLlanochb U B UcCneaoBa-
HMAX, NPOBOAMMbIX ¥ 3THUYECKMX FPYNN, TaKUX KaK LpblraHe,
apabbl, a TakKe cpean Hacenexwus Kybbl [20—22]. BmecTte
C TeM, AaHHble, NpuBeAeHHble B uccnegoBaHun 2024 T.
B bpasunnuun, cBMAETENLCTBYIOT O HU3KOM NpoLeHTe 6IM3KO-
POACTBEHHbIX 6PaKOB, B JaHHOM CTpaHe 6bla 3aperncTpupo-
BaH 31 naumeHT (11%), poXKaeHHbIN B 6IM3KOPOACTBEHHOM
O6pake, npuyem Haunbonee pacnpocTpaHeHHbIM TunoMm BB
B Uccnegyemow nonynsaumu 6ein b3 ¢ AOMUHAHTHBLIM TUMOM
HacneaoBaHUs, YTO HexapaKTePHO AN 6M3KOPOACTBEHHbIX
6pakoB [16]. OgHaKo aBTOPbl 3TOW CTaTbM YKa3blBAlOT Ha
HanuMymMe orpaHUYeHnn, CBA3aHHbIX C HEAOCTAaTOYHbIM OXBa-
TOM NPOBEAEHUS FTeHETUYECKMX UCCNEeA0BaHUN Y NaLMeHTOoB.

Mpn pacnpegeneHnn nNo AETCKMM BO3pacTHbIM Fpymn-
nam camasi MHOro4YucreHHas BO3pacTHas rpynna aetew

OKasanacb cpeau noapocTKoB (0T 12 po 17 net 11 mec
29 aHen) co 146 nauneHTamu, CpeaHUIn BO3pacT COCTaBM
14,32 + 1,72 roga (o1 12 go 17 net, meanaHa — 14,0 net).
TakKe B AaHHOM rpynne oTMeyanocb 60sblue BCEro aetemn
¢ b3 (n = 89). Y10, BO3MOXHO, 06BACHAETCS MOBbILLEHHON
CMEPTHOCTbLIO AETEN B PaHHUX BO3PACTHbIX rpynnax.

Mpn npoBeaeHun aHanusa poxaaemocTn aeten ¢ BB
3a 5-netnHin nepuog (2019-2023) BbIACHWIOCh, YTO Hau-
6onblKIA NOKasaTeNnb oKkasancsa B 2022 r. (2,76 cnyvyas Ha
100 TbiC. HaceneHus), a 3a Becb nepuop cpeaHeapudme-
TUYECKMM NoKasaTenb coctaBun 2,11 cnyyvas Ha 100 Tbic.
yenoBeK. lMonyyeHHble HaMKU [JaHHble POXKAAEMOCTU COMo-
CTaBMMbl C AaHHbIMM HauunoHanbHoro peruncrtpa BB3 CLUA,
rae nokasaHo, 4To 3aboneBaHue nopakaet npumepHo 1 u3
50 Tbic. aetew [23].

Hamu Takxke 6blna NoKasaHa CTaTUCTUKa POXKAAEMOCTU
3a 5 et U oTMeYeHo, 4To HanbonbLias PoXKAAEMOCTb AeTeN
¢ BB3 6bina 3apeructpupoBaHa B 2021 r. HeytelunTenbHble
[aHHble yKa3blBaloT Ha yBeNnyeHne obLen TEHAEHLUU POXK-
naemocTtu aeten ¢ BB3, BmecTe ¢ TeM, HeKoTopble Tunbl BB
(Mrpb3 1 cuHapom KuHanep) MMetoT cTabunbHOe Kosuye-
CTBO POXAEHUN B TEYEHWE aHaNM3npyemoro nepuoja Bpe-
MEHH, B TO BpeMS KaK Apyrve AEMOHCTPUPYIOT 3Ha4YuUTeNb-
Hble Konebanusa (Mb3 n AB3J).

He6naronpuaTHylo CTaTUCTUKY MOKa3blBaeT M aHanu3
cmepTHocTU. B | BospacTHon rpynne (ot O go 1 roaa)
OoTMevaeTcsl camasi BblcOKas CMEpPTHOCTb, KOTOpas CoCTaB-
naet 65,2% (15 netanbHbIX UcxoaoB). MNonnopraHHasa Heao-
CTaTOYHOCTb, pa3BuMBLIAsCa B peaynbrate cencuca, 6bina
CaMOM 4YacTon NPUYUHOM CMepPTU. PernctpupyeTtcs n BblCO-
Kasi CMepTHOCTb B paHHeM Bo3pacte y fgeten ¢ [Mrpb3:
KpuBas BbI)KMBAEMOCTU MNOKa3blBaeT PE3KOE CHUXKeHUe
B NepBble AHM }KU3HU, YTO yKa3blBaeT Ha BbICOKYIO CMepT-
HOCTb B paHHeM Bo3pacTe, a UMeHHO B | Bo3pacTHOM rpynne
(o1 O po 1 rona). BeposATHOCTb BbIXXMBaHMA NaaaeT NoyTH 40
0% B TeyeHue nepBblx 100 gHen. OgHaKo Gonee BbICOKas
BbI)XMBAEMOCTb XapaKTepHa Ana AucTpoduyecKkoro Tuna
BBJ, 4T0, CKOpee BCero, oTpaxaeT CTaTUCTUKY NpKU pacnpe-
[eNneHnn No BO3pacTHbIM rpynnam, B TO BPEMS Kak B camow
ctaplen rpynne (o1 12 go 17 net 11 mec 29 aHen) oTme-
yaetcsl 6onblie Bcero geten ¢ b3. HecMoTps Ha 37O, TEH-
LeHunn cmepTtHocTu npu MNrpb3 nokasbiBaloT cnaj netanb-
HOCTH, TorAa Kak b3 nokasbliBaeT CTabW/bHYIO CUTyauMio




Ha npoTseHun 2021-2023 rr.,, KoTopas cocTaBnAseT Mo
2 netanbHbIX MUCXoda B rod. B o6uien cnoxKHOCTU B peructpe
nmeeTcsa MHGopmMaums o 22 ymeplnx nauueHTax, cpeaHun
BO3pacT KoTopblx coctaBun 3,06 = 4,66 (ot O go 15 ner,
MeanaHa — 0,54 roga). bonblue BCEro netanbHbIX UCXOA0B
oTMeyvanoch B [arectaHe (n = 3). Cpean tvnos B3 gomu-
HUPYIOT cnydyau netanbHoro ucxoga npu Mrpbd — 59,1%
(n = 13, 0,40 £ 0,22 ropga). MNpoueHT abCoNtoTHOrO KONn-
yectBa cmepTen coctaBun 3,45% npu AB3 u 41,94% npu
Mrpb3, 4To 06ycnoBNEHO Bonee TaKeNbIM TeHeHNEM U 60/1b-
UMM KOMIMYECTBOM OC/IOXHEHWI NPY NOCNEAHEM.

Takum o6pa3om, 6onee 95% nauneHTOB [ocCTUratT
COBEpLUEHHONETUA U NepexoasaT noa HabnogeHue cneuuma-
JINCTOB B3pPOCN0OM amMbBynaTopHO-MOMMKINHUYECKON Meau-
LIMHCKOM NOMOLLM, 4YTO TpebyeT NOAroTOBKU KBanuduuupo-
BaHHbIX MEAMLIMHCKUX CMeLManuctoB, MHOOPMMUPOBAHHbIX
0 3abonieBaHMK, a TaKKe pelleHns Borpoca 06 obecneye-
HUW COBEPLUEHHONETHUX NauueHToB ¢ BB HeobxoanmbiMu
MEAMLMHCKMMUK npenapaTtaMu U n3genuaMm MeauumnHCKOro
Ha3Ha4YeHUss — NepeBsA304YHbIM MaTepranom.

lMpn cpaBHEHUU MONYYEHHbIX MOKal3aTefien CMEepPTHO-
CTW CTaTUCTMKA CMEPTHOCTM MO [daHHbIM HauMoHanbHOro
pernctpa BBES CLUA noKkasbiBaeT, YTO PUCK CMEPTHOCTH
no 1 roga y geten c¢ MNrpb3 coctasnset 44,7% [9, 10]. Tak
€ KaK M B MpPOBEAEHHOM MWCCnefoBaHWW, camasi HU3Kas
BEPOATHOCTb BbIXXMBAEMOCTU OTMeYanachb y AeTein nepBoro
rofa »usHu c MNMrpb3 cpean BOoCTOYHOEBPOMNENCKOM NONyNs-
umu [24]. Mo aaHHbIM 3apy6eXKHON nuTepaTypbl, Cpeau npu-
YMH CMEPTHOCTK Nnaunpyet cencuc [7, 9, 25].

3AK/TIOMEHUE

KaKk BMAHO M3 pe3ynbTaToB UCCNeaoBaHns, oTMevatloTcs
BbICOKME MOKa3aTefiv pacnpoCTPaHEHHOCTHU, POXKAAEMOCTH
M CMepTHOCTM npu Bcex Tunax BB3. [ng npononKeHus
onTUMM3aLMKM KayecTBa MEeAMLMHCKOM MOMOLLM HEeobXo-
OMMO AanbHenlee pa3BUTUE peructpa nauyueHtoB ¢ BBJ,
B pesynbraTe 4yero 6yayTt onpeaeneHbl 601ee NoHble KNMHKU-
KO-3MNAEMUONOrMYEeCcKNe XxapaKTePUCTUKN AaHHOro 3abore-
BaHuWA cpean aeten B Poccuickon depepaunu.

MpoBeaeHHoe nccnegoBaHne AEMOHCTPUPYET BaXKHOCTb
M Heo6X0AMMOCTb CO34aHWUs U BEAEeHUsS PerncTpoB MNo pea-
KM (opdaHHbIM) 3ab60neBaHUSAM, UMEHHO BeIEHWE perncTpa
anseTcad apPeKTMBHON MOAEeNbld UCTMHHOMO npeacTasle-
HWUS O YUCNEHHOCTM NaLMEeHTOB M MacwTabax HeobXxoAnMomn
NOMOLLM FrocyaapcTBa AaHHOW KaTeropum 60/bHbIX.

Y4yeT v aHann3 MeAMLMHCKMX [JaHHbIX MOXET CNYXUTb
3HAYMMbIM NOACNOPbEM B PA3BUTUM HAYKK, B MOUCKE HOBbIX
TepaneBTUYECKUX MOAXOAO0B AN MNaToreHeTUYEeCcKon Tepa-
MUU Pa3NNYHbIX HO30/0MMI, B MPOrHO3MPOBAHUU UCXOA0B
W OCNOXHEHWM XPOHMYECKMX 3aboneBaHWi, 4YTO, B CBOIO
oyepeb, TaKKe MOXKET MoOMOYb 1 B NSIaHUPOBaHWUK GIOAXKETa
MEANLIMHCKMX OpraHu3aLmi ¢ Lienbio onTUMMM3alLmMy 3aTpar.

OrPAHUYEHME UCC/NIEAOBAHMUSA

AHanM3 NPOBOAMJICA Ha KOropTe ye YMepLW WX naumneH-
TOB, TaK KaK Ha Bcew BblObOpKe nauueHtoB oT O go 17 net
1 11 mec meanaHa BbIXKMBAEMOCTU HEe Morfa OblTb JOCTUT-
HyTa. OrpaHuyeHne BbIGOPKM KacanoCb MCKIOYUTENBHO
nauMeHTOB AETCKOro BoO3pacTa, Mo3ToMy NpeacTaBleHune
06 UCTMHHOW BbIXXWMBaAEMOCTM Ans nauneHtoB ¢ BB3 Hocut
peayumMpoBaHHbIV XxapaKTtep.
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