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Bposcoennuwiii 6ynnesnuiii anudepmonus (BB3) - opantoe 3abonesarive, accouuuposartoe ¢ NoBblUEeHHbIM
puckom ur@exyuoHHvLx ocnoxcHeHui. C60epemeHHAT 6aKUUHAUUS Y MAKUX NAUUEHMOE 0COOeHHO 6AKHAa,
00Hako 8 PP nabnrodaemcs depuyum edunvix 100X0008 K UMMYHUSAUUU.

Llenv — nposecmu cpasHUmMenvHoLl AHAIU3 CMAMYCA BAKUUHAUUU Y NAUUEHINO08 C PASHLIMU HOPMAMU

BB3 (npocmoii, oucmpoguueckoti, nocpanuunoi, cunopom Kunonep) 0ns onmumudayuu makmuxu
UMMYHONPOPUNAKIMUKU.

Mamepuan u memoodvt. IIposedero pempocnexmusHoe 00HOMOMEHMHOe UCCTed08aHUe, BKI0UABULEE

491 pebenxa c sepupuyuposartvim BEI (0-18 nem) us «Pezucmpa zeHemuueckux u 0pyeux pedkux 3a60neanuii»
(6nazomeopumenvhviii poHO «/emu-6a60uxu»); NPoaHANUIUPOBAH BAKUUHANILHBILL CIAMYC U €20 C853b

¢ KAUHUYECKOU Popmoti 3a601e6aHUS.

Pesynvmamut. O6ujuii oxeam nnanoeoi eaxyurayueti okasancs Huskum. [Jons demeti, NpusUMovLx cmpozo

N0 HAUUOHATILHOMY KaneHdapio, cocmasuna: npu npocmoii popme (I163) - 16,2%, oucmpoguueckoti ([J[63) -
26,4%, noepanuunoti (Ilepb3) - 12,9%, curopome Kunonep — 37,5%. Haubonvuias 0015 8axyuHuposaHHvix

no unousudyanvHomy epaguxy sapuxcuposana npu JJ53 (34,5%). IIpu I153 unousudyanvHoLii epagux unu
Medome00 npumeHAnucs y 47,6% nayuenmos ¢ msxcenvim meveruem npomus 11,8% c neekum. Ilpu I1epb 6onee
nonosurwl demeti (51,6%) He Obinu BAKYUHUPOBAHDL, UIMO CEA3AHO C 8bICOKOLL panHell cmepmHocmuyio. Y 6,9%
navuenmos ¢ JJb9 6 anamHese ommeueHa 6emMpAHAS 0CNA, OCTIOHHUBUAAS MeueHUe 0CHOBHO20 3a001e6aHUS.

Bo scex spynnax evis6neHbl Oepexmvl 00KyMeHMUPOBAHUST NPUsuso4Hozo crmamyca (0o 19,9% npu [Ib3).
3axntouenue. Y oemeii c BO 8 PP cucmemHo HedOCmamouHovlii yposeHs pymMuHHOU UMMYHU3AUUU, WUPOKO
pacnpocmparenvt UHOUBUOYaNbHbIE 2PAPUKU U MEOUUUHCKIE OMBE00bl, OMCYMCMByem eOUHblll NPOmMoKo
sedeHuss 0AHHOIL Kamezopuu navuenmos. [1epbd ocmaemcs HaumeHee U3y4HeHHOU Kamezopueti ¢ MOUKU 3PEHUS
BAKUUHAUUY U3-30 MAJIOTI 8b100PKU U panHeli nemanvHocmu. Heobxoouma cmanoapmusayus yuema npususox
U paspabomxa yHUPUUUPOBAHHBIX KTUHUHECKUX PEKOMEHOAUUT.

Kniouesvie cnosa: sposoenolii 6ynne3Hviti snudepmonus, 0emu, 6aKUuHAUUs
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BBepeHue

BpoxxpenHslit 6ynnesusiii snupepmonus (B5J) npep-
CTaB/seT c060J1 reTepOreHHYI0 TPYIITY HAaC/leICTBEHHBIX
3ab07meBaHMIt, XapaKTepM3YIOINXCs BBIPOKEHHOI paHM-
MOCTBIO KOXKM U CIIM3UCTBIX 06071049eK ¢ 06pasoBaHmeM
IIy3bIPEil ¥ 3PO3KIL B OTBET HA MUHMMA/IBHYIO MEXaHM-
Jeckyio TpaBmy [1, 2]. IlatoreHeTnyeckor 0CHOBOII 3a-
6oreBaHNA ABIAIOTCA MyTallMM B TeHaX, KOAVPYIOLIX
CTPYKTypHbIe 6efky 6a3anbHO MeMOpaHbI 1 LUTOCKe-
7IeTa KepaTMHOLMTOB, YTO NPUBOAUT K HApPYLIEHUIO Iie-
JIOCTHOCTM KOXKHO-3IIUTENNATBHOTO Coequuenns [2-4].
Pacipoctpanennocts B3O B pasnuyHpIX momynAnuax
Bapbupyer oT 1 : 30 000 mo 1 : 50 000 HOBOPOXK/I€HHBIX,
npu 3TOM Hauboree TsDKenble GOpMBI 3a60/IEeBaHNS ac-
COLIMMPOBAaHBI C BICOKOI MHBAIMAM3ALIMEN U JIETAaTbHO-
CTBIO B PaHHEM JIeTCKOM Bo3pacTe [5].

[ManueHTHl ¢ OyNIE3HBIM SNMUAEPMONN30M OTHOCATCS
K TPYIIIle BBICOKOTO PMCKa PasBUTUA MH(EKIMOHHBIX
ocnoxHeHmi1. [TopaykeHHasa KoXKa CTaHOBUTCS BXOJHbI-
MM BOpOTaMy [/is1 GaKTepuasbHBIX U BUPYCHBIX [IATOTe-
HOB, 2 XpOHIMYECKMII BOCHAINTENbHBIN IPOIecc, 4acTo
CONIPOBOXKAMOLINIICA aHEMIEN, HYyTPUTUBHON HEJOCTA-
TOYHOCTBIO 11 HapylleHneM 6apbepHOI QyHKINU KOXKM,
CO37aeT MPEANOChIIKY A/ 6ojiee TAXKENTOTO TeYeHNs
MHTepKyppeHTHBIX nHpekiuii [6]. Ocobyio omacHOCTh
ISl HAaHHOM KaTeropyy IalieHTOB IPefiCTaBIsAeT BIUPYC
BeTpsiHOI ocnbl (Varicella zoster), mocKombKy nHGpeK1u-
OHHBII1 Tporjecc Ha pone BB MoxeT IpuBORUTD K reHe-
panusanny, pasBUTUIO BTOPMYHON IMUOMEPMIY, YTsKe-
JICHIIO T€YEHNST OCHOBHOTO 3a00/IeBaHsI V1 YBEINYEHUIO
IUTOLIA/IY ITOPaYKEHNST KOXKHOTO TIOKpoBa [7].

CormacHO COBpeMeHHBIM MeXIYHapOTHBIM U BCEpOC-
CUIICKUM 3KCIEPTHBIM peKoMeHpauusaMm, BbO He aBna-
eTCs IIPOTUBOIOKa3aHMeM [y BakiyHanum [8, 9]. bonee
TOTO, fIeT ¢ BBD uMMenT COBOKYIIHOCTD NPWMYNH, Tpe-
OyIOLUX IIPOBefieHNsI CBOEBPEMEHHON IMMYHM3aIUM:
HOBBIIIEHHAs] BOCIPUUMYUBOCTD K MHGEKIMAM U3-3a
HapyILIeHNs LeIOCTHOCTY KOXKHOTO 6apbepa, BHICOKMIT
pUCK 6aKTepmanbHBIX CymepuH(pEKUnil, IIUTETbHOE
npeObIBaHME B CTALMOHAPAX, a TAK)XXe IOTEHI[MATbHO
6oree TAKeNMOe TedeHMe BaKIIMHOYIIPABIAEMBIX MH(EK-
Iuil. B pekOMeHAIVAX BEAYIINX 3apYOeKHbIX KIMHUK
MOAYepKMBAETCS, YTO IOIb3a OT BAKIMHALMK 3HAUU-
TeJIbHO NPEBBIIIAeT PUCKYU MOBPEXIEHUA KOXI P ee
npoBeneHnn [8].

BcrepcTBie XpOHMYECKOTO BOCIANIeHN A, HapyIIeHN
LIeTOCTHOCTYM KOXKHOTO IIOKPOBa M PMCKa BTOPUYHOI
MH(eKINY IMMYHOIIPO(UIAKTUKA Yy JAaHHOI KaTerOpnn
HalMeHTOB TpebyeT MHAMBMAYaIbHOrO Hopxona [10].
Opnako B Poccuiickoit @epepanuy BakiMHALMA feTeil
¢ Oy/IIesHBIM SHUIEPMOTN3OM COIpsDKEHa C PAJOM
TpyAHOCTelL. Peikas BCTpe4aeMOCTb JaHHON HO30/I0TMY
(opdanHoe 3aboneBanne) IPUBOANT K fe(DULINTY OIBITA
BeJIeHVsI TAaKMX [AIMEHTOB Y Bpadeil epBUYHOTO 3BEeHa
U CIIELMAaTNCTOB II0 MMMYHONpodummakTuke [6, 11]. Kax
CrencTBMe, Y 60nbIIMHCTBA feTeil ¢ BBD oTMmevaercs
60 MONTHOE OTCYTCTBME MPUBUBOK, MO0 3HAYUTEND-
HOe OTCTaBaHMe OT KaJIeHAAPHOro rpaduka.

KiroueBoit BKIafi B M3y4eHe JAHHON IIPO6/IeMbl BHOCUT
KOJIJIEKTYB MCCTIefloBaTeNell Of pyKOBOACTBOM IIpodec-

[lepMaToBeHeponorua u 1epMaTokoCMeTonorus

KnuHuyeckue nccnenosanig

copa H.H. Mypanikuna (HanuoHaIbHBI MeIUIMHCKUI
uccneposarenbckuit nentp (HMMI]) 3mopoBbs mereit).
B cepuu pabot, BHIIIONHEHHBIX Ha 6a3e 3TOTO LEHTPA,
ObLIM BIlepBbIe MOMY4YeHBl JaHHBIE, XapaKTepUsyIoLiye
peanbHyI0 CUTyalMi0 C BaKUMHalueil mereit ¢ BbO
B Poccuiickoit @epepanunm [11, 12].

B OZHOMOMEHTHOM WCCIeZOBaHUM, IPOBEAECHHOM
JI.C. HamasoBoii-bapaHoBoit 1 cOaBT., TOKa3aHO, YTO
BaKLUVHAIMA COIJIACHO HAIVOHAJIbBHOMY KajeHJaplo
IIpoBoOAVIach MUiIb y 28% peteit ¢ BEI, Torma kak y 20%
MMeTNOCh 3HaYNTe/IbHOE OTCTaBaHue oT rpaduka, a 52%
feTeil BOOOIIe He MPUCTYNAAN K BaKLMHALUM O MO-
MeHTa FOCIIMTA/IN3ALNN B CIIeIMaIN3VPOBAHHBIN IIEHTP
[12]. B gpyroM mcciemoBaHMM, MOCBSAIIEHHOM MMMY-
HU3AUUY IIPOTUB BETPSHON OCIIBI, OBIIO MPOLEMOH-
CTPUPOBAHO, YTO CBOeBpeMeHHAsA BaKLIMHAIUA JieTell
¢ puctpodudeckoit popmoit BB mosBonser gocTnyp
YEOBIETBOPUTENBHOTO IMMYHHOTO OTBETa C BBIPaboT-
KO}l MPOTEKTUBHBIX YPOBHeN aHTUTeN Kaacca G mpu
OTCYTCTBUU ITOCTBAKIMHAIBHBIX OCTOXKHeHu 1 [6]. Ilpn
3TOM MCCIIE[OBATE/NSIMY MOJYePKUBaeTCs, 4To 3 dex-
TYBHOCTD 1 0€30MaCHOCTb BaKI[MHALMY Y JAHHOI KaTe-
rOpUY NaL¥EHTOB BO MHOTOM OIIPefe/sI0TCS MHAVBUY-
aJIbHBIM ToxomoM [12].

AHanus e JJOCTYIHOM MMPOBOJ JTUTEPATyphl IOKa-
3BIBAET, YTO JIAHHBIE O BaKI[MHAIMN MAIVIEHTOB C BPO-
XJIeHHbIM Oyne3HbIM anupepmonusoM (BBI) B mupe
OTPAaHMYEHHBI M INPENCTABIEHbl IPEVMYIeCTBEHHO
KIMHMYecknmu crydaamu [9]. CucteMaTndeckme muccue-
TOBaHNUA OXBaTa BaKI[MHAIVEN M CTaHAAPTU3NPOBAH-
Hble PEKOMEH/JAlMIL /ISl TAHHOU KaTerOPUY Ial[MeHTOB
Ha MeXIYHapOZIHOM YPOBHE OTCYTCTBYIOT.

HecMmoTpst Ha HakoIJIeHHbIe JaHHbIE, OCTAIOTCS HENO-
CTaTOYHO M3Y4eHHBIMM OCOOEHHOCTI BaKIVHAJIbHOTO
CTaTyca MAIJMEeHTOB B 3aBUCHMOCTU OT KIMHMYECKOM
¢$hopMbI BpOXKAEHHOTO Oy/IIesHoro snuaepmonusa. Pas-
VYK B TAXKECTU TeYEHUs, CIIeKTpe BMCLIepaIbHBIX
OCTIO>KHEHMIT M IIPOJO/DKUTEIbHOCTY )KM3HY TTal[MIeHTOB
¢ pasubiMu popMamyt BED MOTyT cylecTBeHHO BIUATD
Ha TaKTUKy MUMMYHM3aLuu U TpeboBarh fuddepeHun-
poBaHHoro nogxoza. Kpome Toro, ocraercs akTyaIbHbIM
BOIIPOC O CTaHJapTU3alUy y4eTa IPYBYBOYHOTO aHAM-
He3a I CO3[aHUM YHUPUIIMPOBAHHBIX KIMHUIECKUX pe-
KOMEHALVII 110 BaKIIMHALMY JAHHOV KaTerOpUM Many-
€HTOB.

C 2019 r. 6marorBoputenbHbIM pougoM «[letn-6a6oy-
K1» Tipu puHaHCOBOI noppepxxke PoHa Mpe3ugeHT-
CKMX I'PaHTOB ObUI paspaboraH u 3amyueH «Peructp re-
HETMYeCKVX I APYIVX PeAKUX 3a60/1eBaHMiT», B KOTOPOM
MMeeTCs feTanbHas nHpopManysa 000 BCeX MOOMEeIHbIX
6maroTBOpuUTeIBHOTO POH/A, 6OMbIIAsA YacTh U3 KOTO-
pbix — getn ¢ BE3. C yyeToM TOro 4TO paHee CrCTeMaTH-
9eCKUI1 aHa/Iu3 BaKIMHANIbHOIO CTaTyca y ieTeil ¢ pas-
AUYHBIMM KnnHudeckumu popmamu BB mpoBopman
y OTpaHMYEHHOTO YJC/IA MalVeHTOB, OTAE/IEHNEM Jep-
maronoruy HMMUII 310poBbs meTeil cOBMeCTHO ¢ Oma-
rotBOpuTenbHBIM GoHmoM «[eTn-6a604kn» 6bUI0 IpK-
HATO pellleHNe O IPOBEeJieHNN VICCIIETOBaHMS 110 OLleHKe
MMMYHOIIPO(MIAKTUKY y BCeX eTell ¢ BPOXAEHHBIM
6ynne3HbIM anupepmMonusoM B Poccurickoit Peneparym.
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Ienv — mpoBeCTV KOMIITIEKCHBIVI CPAaBHUTENBHBI aHA/IN3
CTaTyca BaKIVHAIMY Y NALMEHTOB C Pa3IMYHbIMU (op-
MaMU BPOXXIIEHHOTO OY/I/Ie3HOTO SIMiepMom3a (IIPOCTO,
IUCTpOodUIecKIii, TOrpaHNYHbII, cuHApoM Kunpiep) ms
OITUMM3ALVN IOFXOHOB K MIMMYHOIPO(UIAKTHKE.

MaTepuan n metoabl

[TpoBeneHO peTpOCIeKTUBHOE OFHOMOMEHTHOE JCCIe-
IoBaHue Ha 6ase oTHeneHus gepmartonoru HMUII spo-
POBBsI fleTell COBMECTHO C 6/1ar0TBOPUTEIbHBIM (POHIOM
«detn-6ab0uxm». B ccnenoBanme 6bIIM BKITIOYEHBI BCe
3apeructpuposaHHble ety ¢ BB, Ot Bcex poputeneit
U [ieTeil OBbIIO MOMY4YeHO MHPOPMMPOBAHHOE MUChMEH-
HOe coIyacue I/t y4acTusi B MCCIeLOBAHUY C IIOFPOO-
HBIM ONJICaHVEM MCCTIE[OBAHNA.

B mccnenoBanye BKIIOYAIN fIeTel C KIMHNYECKUM JU-
arHO30M «BPO>KJECHHBIN OY/INIe3HBIN SMMAePMOIN3»
(mo6as popma) B Bospacte oT 0 10 18 y1eT, pO>KIEHHBIX
U MIPOXKMBAKOMINX Ha Tepputopun Poccuiickort Penepa-
LMY U UMEIOLUX IpaXaaHCcTBO PO.

KputepueMm HeBKIIOUeHUA ObUI BO3PacT MAallMi€HTOB
¢ BB crapue 18 ner.

[TaumeHTBI 6BUIM pasfie/ieHbl HA YeThIpe IPYIIIbI B COOT-
BETCTBUM C OCHOBHBIMM KIuHMYecknmu ¢popmamu BB3:
npoctas ¢popma (I1BI), pucrpodudeckas dpopma (JB3I),
norparnyHas popma (I[Irpb3) u curppom Kuunpep. Ipo-
BeJleH PeTPOCTIEKTUBHBII aHA/IN3 MEIUIIMHCKOI JOKyMeH-
TallMy, BKIIOYAIOMNI OLIEHKY BaKI[HA/JIBHOTO CTaTyca,
a TaKoKe CTATUCTUYECKYI0 06paboTKy ¢ pacyeToM Koad-
¢uuenros kopperaym (¢, V Kpamepa) u MHOrogaxrop-
HBIM JIOTYICTI'9ECKIM PEIPECCIOHHBIM aHATIMI30M.

Pa6ora BbImoNHeHa B paMKax HayqHoT TeMbl « KmHuko-
SMNJIeMUOTIOTNYeCKe XapaKTePUCTUKI BPOXKIEHHOTO
OymnesHoro anupgepmonusa y fereit B Poccuiickoir ®e-
mepauun». VccnenoBaHyue ofoOpeHO JIOKaTbHBIM He-
3aBMUCUMBIM dTn4eckuM komureroM HMMUI] snopospa
metein — Ne 1 ot 01.02.2024 1. Bce gaHHbIe TallMIEHTOB
ObUIM aHOHMMMU3UPOBAHBL

ITpencTaBneHHOE NCCIEOBAHME ABIAETCS YACThIO Hay4-
HOJ pabOoThI IO OLleHKe KIMHMKO-3IMIeMIOIOTTYeCKUX
xapaktepuctuk Bb3 y neteit B Poccuiickoit ®enepaunn,
B PaMKax KOTOpOJT yxe ObUIM OIy6/IMKOBaHbI HaydHbIE
crarbu [4].

Pe3synbrathbl

Ha MomeHT 3aBepiueHus cb6opa faHHBIX (HeKabpb
2024 r.) B Pernctpe reHeTMUECKMX U OPYTUX PERKUX

Ta6nuya 1. Bakyunayus y demeti c JJB9

Kareropus KommuectBo % + SD
ITo nuayBHUAyambHOMY rpaduky 90 34,5+29
Ilo HauMoHanbHOMY KanieHaapo 69 26,4 +2,7
He nposogunacs 23 8,8+1,8
MenuumHCKII OTBOT, 23 8,8+1,8
He yxasano 52 19,9 +2,5
Ortkas 4 1,5+0,7

ITpumeyanne. SD - cTaHAapTHOE OTK/IOHEHNE.

3aboreBaHmit GrmarorBoputenbHOro Goupa «Jetu-6a-
60uxu» copiepykanace nudopmanus o 491 pebeHke ¢ Be-
pudupoBaHHbIM fuarno3oM B3, us uux nmen 1B -
261 nmanuent, [Ib3 - 191 mauuent, IIrpbd - 31 mauneHT,
curppoM Kunptep — BoceMb IIaliMeHTOB.

AHanus IpOBOAVIIN OTE/IbHO JJIS1 KK IO K/IMHNYECKO
(hopMBI ¢ OLIEHKOJI cTaTyca BaKIMHALMMA, HOIM HalMeH-
TOB, IIPUMBUTBIX COIIACHO HALMOHAJIbHOMY KaJIeHIaplo
¥ 10 MHAMBUAYATbHOMY rpaduKy, a TaK)Ke 4aCTOTHI Me-
OVIVHCKIX OTBOJOB U OTKA30B OT BaKIMHALINIA.

MpocToil 6ynnesHblii nuaepmonus

AHanu3 BaKUMHALMY Y HALMEHTOB € IPOCTOi HopMOit
6meesHoro 3MULEpMON3a MOKa3aJjl, 4TO TONbKO 35,1%
MAIEeHTOB MMEeIN SOKYMEHTA/IbHO MOATBEPKIEHHDIN
cTaryc BakuyHanuu. VI3 aux y 31 (16,2 + 2,6%) nmauu-
€HTa MMENNCh IPUBMBKIU COTJIACHO HAaI[MOHAaJIbHOMY
KaseHAapio BakumHauny, 18 (9,4% + 2,1%) meteit 6bun
IPUBUTHI [0 MHAUBUAYATbHOMY IpaduKy. ¥ OCTaIbHBIX
meTet b0 NMETICh MENUIIMHCKIE TPOTUBOIIOKA3AHNIS,
60 BaKL[MHALMIO He MPOBOAM/IN IO MPUYMHE OTKa3a
ponuTene.

I[Tpu aHanu3e B 3aBUCHUMOCTH OT TSDKECTY TedeHus 3a60-
JIeBaHUA YCTAHOB/IEHO, YTO MHAVMBUAYANbHBIN TpaduK
BaKI[MHAL[MY VIN MERULVHCKUI OTBOZ Obin y 47,6%
IALMeHTOB ¢ TsDKenolt ¢popmoit ITBD nporus 11,8% npu
nerkoit popme. ITO CBUIETENBCTBYET O TOM, YTO TSDKECTh
TeueHVs1 3a0071eBaHMs SIB/IAETCS 3HAYMMBIM (HaKTOPOM,
BAMAIINM Ha IPUHATHE PELIeHNs O BaKI[MHAIINIL.

[nctpoduyecknii bynnesHblil Snugepmonn3

B rpyme mauneHTOB ¢ guctpodudeckoit popmoit 6yi-
Ne3HOTO smupepmMonusa 6pia 3adUKCUpOBaHa MHAS
CTPYKTypa BaKIMHaIbHOro craryca. Haubonpuras
[OJIs MALMEHTOB Obl/Ia BAKIIMHMPOBAHA 10 MHUBU-
RyanpHOMY rpaduxy — 90 (34,5 £ 2,9%) yenosex. Jons
Hal¥eHTOB, IPUBUTHIX CTPOTO MO HAIIMOHATbHOMY Ka-
neHpgapio, cocraBuna 69 (26,4 + 2,7%) demosex. Y 23
(8,8 + 1,8%) mauneHTOB 6T 0HOPMIIEH METVIITHCKII
OTBOJ OT BaKIMHaLMY, eme y 23 (8,8 £ 1,8%) mauneH-
TOB BaKIMHAIMIO He IPOBOAVIIN BOBCe (6e3 TOKyMeH-
TanbHO odopMIeHHOTO 0TBOAa). OTKas pomuTenei
oT BakIMHanuu 6bl1 3adukcuposan y 4 (1,5 + 0,7%)
nanyeHToB. B 52 (19,9 + 2,5%) cnydasax cTaTyc Baknu-
HAaIMy B MEUIMHCKON JOKYMEHTAL MM He OBbIT YKa3aH
(Tabm. 1).

CrnenyeT OTMETUTD JOCTATOYHO BBICOKUII IIPOLIEHT JieTell
C BeTPSIHOJ OCIIOJ B aHaMHe3e — 18 yenoBek (6,9%), 4To
OCTIOXKHSIIO TedYeHNe CaMOro Oy/IIe3HOTrO fepMarosa.
B 6onmpummHCTBE CTydYaeB JaHHOE MH(MEKIMOHHOE 3a60-
TleBaHye MOXKHO OBIIO NPeOTBPaTUTDb 61arofapsi mpo-
BeJIeHIIO CBOEBPEMEHHOII BaKI[HALINIL.

[MorpaHnyHbIiA byNne3Hbli SNMAEPMONK3

Ipynma pereii ¢ IIrpbd xapakrepusosanach Manoi 4u-
C/IEHHOCTBI0 (n = 31) U BBICOKOIL CMEPTHOCTHIO (n = 13)
B CUJIy OBICTPO PasBUBAIOIINXCS OC/IOKHEHIIT OCHOBHO-
ro 3abormeBaHyst. B CBsI31 ¢ paHHeI IeTaIbBHOCTBIO 3TOIL
KOTOPTBHI IMALIMEHTOB JOCTOBEPHO 1 B IIOTTHON CTENEHN
YCTaHOBMUTD KIMHMYECKUE CONYTCTBYIOIINE, a TAKXKe
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nepeHeceHHbIe U XPOHUYECKME 3a00IeBaHNS He TIPeN-
CTaB/IAIOCh BO3MOXKHBIM. DTO K€ Kacajoch M aHa/In3a
aHaMHe3a BaKLVHALVIN.

Tem He MeHee B JaHHOIl rpymnme ObIIM YCTaHOBIIE-
HBI CIefyIOliMe NaHHbIe: feTell, BAKIMHIPOBAHHbBIX
0 MHAMBUAYanbHOMY rpaduky, 6nu1o 7 (22,6%),
II0 HallOHaJIbHOMY KaneHpgapo - 4 (12,9%), menu-
LIMHCKMIL OTBOJ OT BakumHauuyu 6ui1 v 4 (12,9%)
manueHToB. Y 16 (51,6%) manueHTOB BaKLMHALIMIO
He IIPOBOJMIIN, YTO CYILIeCTBEHHO OTPaHNYNBaET IIOJI-
HOTY aHanu3sa (Tabm. 2).

TakuM 06pa3soM, BaKIMHAIM TAIMEHTOB C TIOTPAHNY-
HOJ $HOpMOTt OY/IIESHOTO SIUAEPMONN3a XapaKTepusy-
eTcs 3HauMTeNnbHON BapmabenbHocThio (SD = 15,2%),
YTO MOATBEPXKAET HEOOXOAVMOCTD MHAMBULYATBHOTO
HOAXO/a M CTAaHJAAPTU3ALMY yYeTa IIPUBUBOYHOTO CTa-
Tyca B MEQVILIMHCKOI JOKYMEHTALI M.

(uHppom Kunanep

ITpu nsydenun anamHesa fetelt ¢ cuagpomom Kunpep
QHa/IN3 BAKI[VHALMY [T03BOJIVM/I YCTAHOBUTD C/IERYIOLee
pacmpepeneHue: BaKIMHUPOBAHO IO MHAVBNAYaTbHO-
My rpaduky — 3 (37,5%) pebeHKa, [0 HALIMOHATTBHOMY
KajneHpapo — 3 (37,5%) pebenka, 2 (25%) manueHTam
BaKIVHAI[MIO He TPOBO/VIIN.

O6061eHHbIe TaHHbIe IO BceM dopMaM OYIIIe3HOTO
SMUAEPMONN3a JeMOHCTPUPYIOT HU3KUIT OXBAT IIAHO-
BOJI BaKI[MHAIMell, IPY 3TOM Hambosee BBICOKAA HOJISI
ieTell, IPUBUTBIX COMIACHO HALIMOHAIBHOMY KajleH[a-
pIo, oTMevaeTcs mpu npocroit popme (16,2%) u crHApO-
me Kunpnepa (37,5%), a Hanbosee BbICOKast OIS BaK-
LVHUPOBAHHBIX 10 MHAVBNUAYAIbHOMY IPaduKy — IIpu
nuctpoduueckoit popme (34,5%). Haubonbumit npo-
[IeHT HeBaKUMHIPOBAHHBIX MALVEHTOB 3aUKCHUPOBAH
npu norpannygHoit gopme (51,6%), 4TO CBA3AHO C BHI-
COKOJI paHHEll CMEPTHOCTHIO UM TSDKECTBIO COCTOSHIIS
IieTell. BbIsAB/IeH 3HAUUTENbHBIN JleeKT JOKYMEHTUPO-
BaHMsA IPUBUBOYHOTO cTaryca (7o 19,9% npu [JBJ), uto
3aTpyfHAeT 00bEKTUBHYIO OLICHKY PeanbHOI MMMYHHOI
3IJITHI [TAI[IEHTOB.

BbiBoabl

PesynbTaThl IpOBEIEHHOTO MCCIE0OBAaHNSA TIO3BOMUIN
chopMyIpoBaTh CIEAYIONIVe IOMTOXEH:

1. Husxuii oxeam pymunHoil eaxyunayuei. IIpn Bcex
¢dopmax BB moms maiyeHToB, IPUBUTHIX CTPOTO IO Ha-
IIMOHAJIbHOMY Ka/leHJaplo, He IpeBbiaeT 35% (mpu
I1B3 - 16,2%; npn 163 - 26,4%; npu IIrpbd - 12,9%),
YTO CBUJETENbCTBYET O HEZOCTATOYHOM YPOBHE IUIaHO-
BOJI UMMYHU3AalUI B JAHHOM KOTOpTe.

2. IIpeobnadanue UHOUBUOYATILHBIX 2PAPUKOS U MeOU-
UUHCKUX 0180008 NPU msxcenvix gopmax. Y TalMeHTOB

Nvtepatypa

KnuHuyeckue nccnenosanig

Tabnuua 2. Bakyunavuus y oemeii ¢ Ilepbd

Tun BakumHammn A6comotHoe %
IMHATY

IO
ITo MHAMBUAYaTbHOMY TpapuKy 7 22,6
ITo HauMoOHaIbHOMY KaJleHJapIo 4 12,9
MemuumHCKI OTBOL, 4 12,9
He nposopgunach 16 51,6

¢ TsDKenbIM TedeHueM [16D MHAMBMAYaIbHBIN rpaduk
WM MEJOTBOJ, IPUMEHSANINCH B 47,6% ClydyaeB IpOTUB
11,8% mpu nerkoit popme. IIpu aucrpoduyeckom B9
MHAMBULYaIbHBIN TpaduK MCIONb30BaNCs Hambonee
4acTo (34,5%), a Ipy IIOrpaHNYHOM — B 22,6% CIIydaes.
910 oTpakaeT 0OOCHOBAHHYIO HACTOPOXXEHHOCTD Bpa-
Jelf, 0CO6EHHO C yYeTOM IepCUCTHPYIOLIEr0 XpOHIYe-
CKOTO BOCIIAJIUTEIbHOTO COCTOSIHMA MAIJIEHTOB, HO B TO
JKe BpeMsA U OTCYTCTBHUE eMHbIX IPOTOKO/IOB BefleHN
mereit ¢ BB3.

3. Buicokas 00nsl He8AKUUHUPOBAHHBIX U HEYHINEHHbIX
nayuenmos. Ilpu IIrpbd 6onee monosuus (51,6%)
IeTelt He ObUIN BaKIMHMpPOBaHbI Bosce. [Ipu IOy 8,8%
BaKIMHAIVIO He IPOBOAM/IN, emle y 19,9% craryc He yKa-
3aH, YTO TOBOPHUT O JlepeKTaxX JOKYMEHTHPOBAHUA.

25% nanueHToB ¢ cuHApoMoM Kunpep He umenu npu-
BJBOK.

4. Peanvruvie pucku ungexyuii. Betpsuas ocma 3apux-
cupoBaHa y 6,9% peteit ¢ 1B, 4TO OC/IOXKHANO Tede-
HIIe TeHOflepMaTo3a: GOMIBIIMHCTBO C/Iy4aeB 3TOro 3abo-
JIeBaHVA NMOTEHIMATbHO MOXXHO OBIIO IIPeOTBPAaTUTh
6maropaps CBOeBpeMEeHHOI BaKLIMHAIN.

5. oepanuunas dopma — ocobas Koeopma ¢ HU3KOL
uHpopmamueHocmpo. BricoKast paHHSS CMEPTHOCTb
(y 13 n3 31 manmenTa) ¥ Majas YNCICHHOCTD TPYIIIIbI
(n =31) orpaHMYMBAIOT IOJTHOTY aHA/IN3a, OFHAKO JJaXKe
B 9TOJI TpyIllle OTMevaeTcs 3HaYMUTeNbHas Bapuabenn-
HOCTb TOAX0H0B K BakuyHanuu (SD = 15,2%).

6. Hedocmamounas cmaundapmusayus ydema. Bo
BCeX IPyMIax NPUCYTCTBYET 3HAYMUTEeNbHAA JONA Malu-
€HTOB C HEYKa3aHHBIM UM HEIONHBIM IPUBUBOYHBIM
aHaMHe30M (7o 19,9% npu [1B3), uTo 3aTpyAHsET OLeH-
KY peasIbHOJ MUMMYHHOJ 3all/TBI.

7. Omcymcmeue e0unozo no0x00a K 6aKyuHauy npu
BB3: 60nbIIHCTBO JeTell MPUBUTHL C OTCTYIICHN -
AMM OT HAIJMOHAJIbHOTO KajeHJaps NPUBMUBOK, He-
pefKM MelOTBOJbI ¥ MIMPOKO IMPAaKTUKYIOTCA MHAM-
BUAyaabHble TpauKu. 3aperncTpupOBaHbl CIydan
yHpaBiAeMbIX MH(peKIUii, yXyZIIaoMuX TedeHne
BB3. HaumeHee usydeHa norpannyHas popma us-3a
MaJIOYMCIIEHHOCTY BBIOOPKM U BBICOKOJ paHHEN jIe-
Ta7bHOCTH.
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Epidermolysis bullosa (EB) is an orphan disease associated with an increased risk of infectious
complications. Timely vaccination in these patients is particularly important, yet a unified approach

to immunization is lacking in the Russian Federation.

Objective. To perform a comparative analysis of vaccination status in patients with different forms of EB
(simplex, dystrophic, junctional, Kindler syndrome) in order to optimize immunization strategies.
Material and methods. A retrospective cross-sectional study included 491 children (aged 0-18 years)
with confirmed EB from the “Registry of Genetic and Other Rare Diseases” (Butterfly Children Charity
Fund). Vaccination status and its relation to clinical EB type were analyzed.

Results. Overall routine vaccination coverage was low. The proportion of children vaccinated strictly
according to the national immunization schedule was: simplex EB (EBS) - 16.2%, dystrophic EB

(DEB) - 26.4%, junctional EB (JEB) - 12.9%, Kindler syndrome - 37.5%. Individualized vaccination
schedules were most common in DEB (34.5%). In EBS, an individualized schedule or medical exemption
was applied in 47.6% of patients with severe disease versus 11.8% with mild disease. In JEB, more than half
of children (51.6%) were unvaccinated, largely due to high early mortality. Varicella zoster infection,
which complicated the course of the underlying disease, was documented in 6.9% of DEB patients.
Deficiencies in vaccination record-keeping were noted in all groups (up to 19.9% in DEB).

Conclusions. Children with EB in the Russian Federation have systematically low routine immunization
coverage; individualized schedules and medical exemptions are widely used. A unified clinical protocol
for managing this patient population is lacking. The most severe and least studied form regarding
vaccination is junctional EB. Standardization of vaccination documentation and the development

of uniform clinical guidelines are needed.
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