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roCyJapCcTBEHHOE  OropkeTHoe — yupexkaeHue «dDenepanbHblii  HAyYHO-KIMHUYECKUH  LEHTP
CIELUAIU3UPOBAHHBIX BHUJIOB MEJUIUHCKOW IOMOIIM ¥ MEAMLIMHCKUX TexHosnorui denepaabHOro
MEIUKO-OMOJIOTHUECKOT0 areHTCTBay, Mmpodeccop Kadenpsl AepMaTOBEHEPOJIOTHH M KOCMETOIOTUU
AKaneMuH NOCTAUIIIIOMHOTO 00pa30BaHMUS;

IHerynnna BajgenTtuHa BaguMoBHa, KaHIMIAaT MEAUMIMHCKUX HayK, JOLEHT, PenepanbHoe
rOCyJapCTBEHHOE aBTOHOMHOE 00pa3oBaTelbHOE YUpEKICHHE BBICIIEro oOpa3zoBaHus «Poccuiickuit
HallMOHAJIbHBIM  MCCIENOBATENbCKUNA MeIUUMHCKUN  yHuBepcurer uMenun H.M. Iluporosa»
MunuctepctBa 3apaBooxpaHeHus Poccuiickoit @enepanuu, TOUEHT Kadenpbl KOXKHBIX OOJNe3HEH u
KOCMETOJIOTUH (PaKyIbTeTa JOMOJIHUTEILHOTO MPO(PECCHOHATBHOTO 00pa30BaHHU.

Benymast opranusanusi:

denepanbHOE rOCYyIapCTBEHHOE OIOKETHOTO 00pa3oBaTEIbHOE YUPEXKIECHUE BBICIIEIO 00pa30BaHUs
«CeBepo-3anaaHblii rocyJapCTBEHHbI MEIUUUHCKUM yHuBepcutrer umeHu W.M. MeuynukoBa»
Munucrepcrsa 3apaBooxpanenus Poccuniickoit denepanuu

3ammuta cocroutcs 28 ¢erpans 2023 r. B 14 wac. 00 MuH. Ha 3ace€IaHUM TUCCEPTAIMOHHOTO COBETA
ITAC 0300.019 nmpu denepanbHOM TOCYJapCTBEHHOM aBTOHOMHOM OOpPa30BaTENbHOM YUPEKICHUU
BbICIIEr0 0Opa3oBanus «Poccuiickuii yHUBEpCHTET ApYxKObl HapoaoB» 1o aapecy: 119071, r. Mocksa,
Jlenunckuit npocnekt, qom 17.

C nuccepramuell MOXHO O3HAKOMHUTBhCS B HayyHoW OubOnmmoreke PYJIH wu Ha caiite
https://www.rudn.ru/science/dissovet

ABTopedepaT 1uccepTanuy pa3ociaH « » 202 ropa.
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KaHIUAAaT MEIULMHCKUX HAayK OctpenoBa Mapust Hukonaesna



OBIIASA XAPAKTEPUCTUKA PABOTHBI

AKTyaHLHOCTL TEMBbI UCCJICJOBAHUA

Bpoxnéunsiii 6ymnésnsiit anunepmonn3 (BBD) sBusiercs penkum (opdaHHBIM) T€HETHUYECKUM
3aboneBanueM [Poccuiickas @enepanus. 3akoHbl. OO0 OCHOBaX OXpaHbI 3/I0pOBbSl TpaXaaH B
Poccwuiickoit ®enepanuu: Denepanbubiii 3akoH oT 21 HOs0pst 2011 roma N 323-@3: [mpuHsT
TlocynapcrBennoit Jlymoit 1 nHosiops 2011 r.: omobpen Coserom denepanuu 9 nHosiops 2011 r.].
[MarmenTsl ¢ BBD NOXU3HEHHO HYXAAIOTCS B KBATH()HUIIMPOBAHHOW METUIIMHCKOW TOMOIIHA H
obecrnieueHnn M3AeNusIMU MeaunuHckoro HazHauenus (MMH) 3a cuér permonanpHoro Oromxkera [O
rOCyJapCTBEHHOH MOAEPKKE PAa3BUTHUS METUIIMHCKON MPOMBIIUIEHHOCTH | YIIyYIIEHUH 00eCTIeYeHUs
HACceJIEHUs W YYPEeXAECHUH 3/paBOOXPAHEHUS JIEKapCTBEHHBIMH CpPEICTBAMU U  U3JCIUAMHU
MEIULMHCKOTO Ha3HAUYeHUs C U3MEHEHMAMU M JonoinHeHusMu ot 14 ¢espans 2002 ropa:
ITocranoBnenue IIpaBurensctBa Poccuiickoit ®enepaunn ot 30 urona 1994 r. Ne 890]. Mb1 usyunnu
COCTOSIHHE BOIIPOCA CO CTATUCTUYECKUM YUETOM 3TUX 00JBHBIX, oOecriedenneM nx MMH u okazanuem
CHeLMANIN3UPOBaHHON MeauiuHekord nomonu B PecriyOnuke [arecran. Tak, B 2019 roay numb 2
(1,4+0,97%) mnanumeHTaM OKa3aHa MEIUIMHCKAs IIOMOIIb B PECIMyOIMKAHCKUX YUPESKICHUAX Y
CMEXHBIX CIIELMAJIMCTOB, a I[EpeBA30YHbIM Martepuan noaydanu 36 (24,7£3,57%) or
HETOCYAApPCTBEHHBIX CTPYKTYD, JIeueOHOEe MUTaHUE He MOoIydal HUKTO. B To ke Bpems 67,12 + 3,89%
6onbHBIX BBD cocTosT Ha nucnancepHoMm yuérte ¢ HeyTouHEHHBIM TunoM BBED. Ilo 3Toii mpuunne
MIPOTHO3UPOBATh Pa3BUTHE y HUX 3a00JIeBaHUs, MOCIEACTBUS sl MOTOMCTBA U OPraHU30BBIBATH
NEPCOHATM3UPOBAHHBIEC TPOPUIAKTHUECKUE MEPOTIPUATHS HE TIPEACTABIISIETCSl BO3MOKHBIM. B mporiecc
JMHAMUYECKOTO HAONIOACHUS 3TOTO0 KOHTUHITEHTA HE BOBJICYCHBI CMEXKHBIC CIEHUAIUCTBI, YTO
HEMUHYEMO BeAE€T K HApPYLIEHUIO ONTUMAJbHOW  MaplIPpyTHU3allUM, CHI)KEHHIO  YPOBHS
MPEIOCTABIIIEMON MEUIMHCKON MOMOIIM U, KAK CJIEICTBUE, PA3BUTHIO TSHKENBIX OCII0KHEHHUM, a TAKXKE
3HAYUTEIBHOMY YXY/IICHUIO KaueCTBa KU3HU 3TOTO KOHTUHT€HTA OOJIbHBIX.

Taxum 00pa3om, OTCYTCTBUE yUETa, aNTOPUTMOB BepUPUKAIIIH, THHAMUYECKOTO HAOII0ICHHS
Y TIEPCOHATM3UPOBAHHON MEIUIIMHCKOM oMot 60oiabHBIM ¢ BED onpenensier akTyanbHOCTb, HAyYHO-

MPAKTUYECKYIO 11eJeCO00pa3HOCTh TUCCEPTAIMOHHON paOOTHI.
Crenenb pa3padOTAHHOCTH TeMbI UCCJIEOBAHUS

B pesynbrare mpoBeAEHHBIX HAMM HCCICAOBAHUM B aKTyaJU3UPOBAHHBIN pecryOIMKaHCKHMA
peectp 60mbHBIX BBD Bonuio 130 yenosek. Takum o0pa3om, mokaszaTeib €ro pacipoCcTpaHEHHOCTH B
Pecriyonmuke [larecran cocrtaBmsier 41,5 ma 1000 000 nacenenwsi. OgHAKO 3TOT KOHTHUHTEHT HE

HUCCICA0OBaH, HE BCpI/I(bI/IL[I/IPOBaH X THUII 1 Cy6TI/IH, HC U3Y4YCHBI HAPYIICHHUA B UX I'CHAX, a 3TO MOTJIO
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OBl 3HAYUTETHLHO JOIOJHUTE MEXKIYHAPOIHYIO 0a3y JaHHBIX MYyTallUi, aCCOIMUPOBAHHBIX C TEM HIIU
uHBIM GeHoTunom BBD u HayuHble naHHbBIE.

Tsxénoe cocrossHue nanueHToB ¢ BBD ¢ mpoxuBanueMmM B OTHAIEHHBIX OT PETHOHATBHBIX
MEIHUIIMHCKUX IIEHTPOB, OMACHOCTh MH(HUIIMPOBAHUS HOBOW KOPOHABHPYCHOW MH(MEKIMEH Ha OYHOM
npuéMe Co3IalT MpodIeMy HX TPAHCTIOPTUPOBKHU K CHEIHMAIUCTY, TUOO0 KOHCYJIBTUPOBAHUS HA JIOMY.
B oreuecTBeHHOW NUTEpaType HAYYHBIX PAOOT MO KOMIUIEKCHOMY MOIXOAY K JUCTAaHIIMOHHOMY

dbopMmaty nucnaHcepHoro HabmroAeHus 00nbHBIX BBD HaiiTh He ynanocs.
Meas uccnenoBanus

Pa3paboraTe anropuTMbl JIUATHOCTHKHA W OKa3aHUS MEIUIIMHCKOW TIOMOIIM OOJbHBIM
BPOKIEHHBIM OYJUIE3HBIM ATHACPMOIU30M C YUETOM KIIMHUKO-IMHIEMUOIOTHIECKUX OCOOEHHOCTEH B

peruone Jlarecrana.
3amauu uccJIe0BaHUA

1. W3yuuTh KIMHHUKO-3MUJIEMUOIOTUYECKUE OCOOCHHOCTH, HHJAECKC TSIKECTH, COIMYTCTBYIOLIUE
3a00/IeBaHUs U OCJIOKHEHHS OOJIbHBIX BPOXKIEHHBIM OYyJIIE3HBIM SIUICPMOJIM30M, a TaKkKe HX
WHANBUAYATBHYIO TOTPEOHOCTH B U3/ICNIUAX MEIUIIMHCKOTO HA3HAUCHHUS,

2. Ilo pe3ynbraTaM BBISBICHHBIX 3aKOHOMEPHOCTEW C(OPMHPOBATH AaKTYaJIM3HPOBAHHBIA pPEecTp
MAIUEHTOB C BPOXKAEHHBIM OYJUIE3HBIM OJMHIEPMOIN30M; COTJIACHO PEECTPy OPraHu30BaTh UX
o0ecrnieueHne U3IEUSIMA METUITTHCKOTO Ha3HAUYCHUS;

3. Ha ocHOBe yCTaHOBIEHHBIX KIMHHUYECKHX XapPAKTEPUCTHK pa3padoTaTh MEPCOHATH3UPOBAHHBIC
MOAXOAbl K JAMArHOCTUKE W TEpanuu BPOXKAEHHOTO OYJUIE3HOTO HSMNHACPMONIN33a; OLCHUTh HX
3¢ (HEeKTUBHOCTE;

4. OmpenenuTh TeHETUYECKHE MYTAllMH, CEMEHHBIM aHAMHE3, BIHMSHHE JK30TC€HHBIX (AKTOPOB Ha
TEYCHHE BPOXKACHHOTO OyIIE3HOTO »ShuiepMoyin3a W pa3paboTaTh PEKOMEHAALWU IO €ro
npoUIIaKTUKE;

5. YCTaHOBUTH POJIb TEIEMEIUIIMHCKUX TEXHOJIOTUNA B OKa3aHUU MEIUIIMHCKON MTOMOIIM MMAIUEHTAM C

BPOXIEHHBIM OYIIIE3HBIM SITUAEPMOIHU30M.
Hayuynast HoBU3HA

1. YcraHoBneHa HSNHUAEMHONOTHS KIMHUYECKUX THUIOB (CyOTHIOB) BpOXAEHHOTO OyIIE3HOTO
SMHJIEPMOJIN3a B CaMOM €ro MHOTOUYMCIIEHHOW momyssiuuu Poccuu, a takke (Gopmbl HacimepoBaHMs,
COIyTCTBYIOIIME 3a00JI€BaHMSA, OCJIOXKHEHUS U CTENEHb TSHKECTH TMPH HUX; YCTAHOBJICHBI

MaTOrHOMOHHWYHBIC U BCPOATHBIC IPU3HAKU KAXKIOTO THIIA,



2. U3yueH Bo3pacT MaHu(ecTanuu 3a00JIeBaHUs U TUHAMUKA €ro KIMHUYECKOTO TEUCHUS TTPH KasKI0M
KIMHUYECKOU (hopMe BPOKAEHHOTO OYIIEZHOTO AHUACPMOITN3A;

3. B pe3ynbTare MOJEKYyISIPHO-TEHETUIECKOTO 00CIeIOBAaHUS MAIUEHTOB C BPOXKAEHHBIM OYJUIE3HBIM
SMUJEPMOJIN30M BBISIBJICHBI NTATOICHHBIE MYTAIlMK, PaHEE HE ONMMCAHHBIC B HAYYHOU JTUTEpaType U He
coJieprKalirecsi B MeKIyHapOIHOM Oa3e JaHHBIX;

4. C y4éToM yCTaHOBJICHHBIX (DAaKTOPOB CE30HHOTO M3MEHEHUS CTENEHU THKECTH pa3paboTaHbl U
anpoOMpOBaHbl MOAXOABI K TEpamuH, a TaKkKe PEKOMEHIAIMH 10 MPEAYNPEKICHUIO YXYAIICHUS
KauecTBa KU3HHU OOJIbHBIX MIPH KAKJOM TUIIE BPOXKAEHHOTO OYIIIE3HOTO SMMUIECPMOITH3a;

5. JIUCTaHIIMOHHBIA PEXKUM JUCHAHCEPHOTO HAOIIOIEHUS aJaNTHPOBAH K OKA3aHHUIO MEIMIIMHCKON
MTOMOIIH MAIUEHTaM C BPOXKIEHHBIM OYJUIE3HBIM YHACPMOIIU30M;

6. V3ydyeHo BO3JIEHCTBUE TPUPOTHO-KIIMMATHIECKUX (PAKTOPOB U HAPYKHBIX MPOIIEAYP HA COCTOSTHHE

KO>KHOTO ITpoIecca y OOJIbHBIX BPOXKIEHHBIM OyIIE3HBIM SITUAEPMOIH30M.

TeopeTnyeckass 1 NpaKTHYeCKasi 3HAYUMOCTDH PadOTHI

[TonmyuyeHHbIE B X0/1€ MCCIEIOBAHUS PE3yJIbTAThI MO3BOJIMINA YCTAHOBUTH (DOPMBI HACIIETIOBAHUS
BBD y Bcex manueHTOB, UX paclpenesieHue o aIMUHUCTPATUBHBIM pailoHaM peciryOiIuKH U, UCXO.s
U3 3TUX JIaHHBIX, pa3paboTaTh MOAXO/bI K MEPBUYHON U BTOpUYHOH npoduinaktuke BED, coznars nx
aKTyaJIM3UPOBAHHBINA pecnyOIMKaHCKUN peecTp. B pesynbraTe paboThl OnpeneneHbl COMmyTCTBYIOIINE
KaxioMy Tuny u cyotuny BBD nopakeHust opraHoB U CUCTEM, a TAaKXKe OPraHM30BaHO B3aUMO/ICHCTBHE
BEAYIIUX CMEXHBIX CHEIHMAJIMCTOB IPAKTHYECKOro 31paBooxpaHeHus PecnyOmuku Jlarecran B
OKa3aHUM  BBICOKOKBATU(HUIIMPOBAHHOW  MEIUIMHCKONW  IOMOLIM  JHMCIAHCEPHBIM  OOJIBHBIM,
CTpPAJAOLINM 3THM TeHoJepMaTo30M. Pa3paboTaHbl anropuT™Mbl ¢ KOMOMHUPOBAHHBIM (CHHXPOHHO-
ACMHXPOHHBIM) ()OPMATOM IUCTAHLIMOHHOW AMATHOCTHKH, JeUCHHUS U NMpopuiIakTUKu 0onpHBIX BBD,
UX mepcoHanuzupoBanHoe obecriedernne MIMH, 4TO MONOXKHUTENHHO MOBIHUSIIO HA KAYECTBO JKU3HU
MALUEHTOB, cTpajgatoumx BBO.

Ha oOyuatommx meponpusatusx, nposeaeHHbix B 2020-2021 romax cosmectHo @I'BOY BO
«AI'MY» MunszapaBa Poccun u MunsnpaBom PecnyGmnuku [larectan, takux, kak: «Opranuzanus
NAJJTMATUBHON TIOMOII U BeIeHUE OOJBHBIX BPOXKAEHHBIM OYIIIE3HBIM SMTUACPMOIU30MY» (CEMUHAp OT
30.04.2020r.), «OpraHu3zanus B3aUMOJEHCTBUS CMEXKHBIX CIELHMAIUCTOB IPU JAUCIAHCEPHOM
HaOIIOCHNU OOJBHBIX BPOXAEHHBIM OYJUIE3HBIM smuaepMmonn3om» (cemunap ot 01.12.2020 r.),
«Opranuzanyst paboThl JIepMaTOBEHEpOIOrnyeckor ciayxObl B mnepuox mnangemuun COVID 19»
(xon¢epenus ot 30.04.2021r.) nepmaToBeHEepoIOraMH, MEIUATPaMH M TepaleBTaAMU MPHOOPETEHBI
HOBBIE TPO(ECCHOHATbHBIE KOMIIETCHIIMM, HEOOXOIUMBIE JUIl OKa3aHUS MEIUIUHCKOW IMOMOIIN

oosibHbIM BBED.



MeTo0a0J10THsI 1 METOABI HCCJIET0BAHUS

®opmMoil  OpraHu3alUM  JUCCEPTALMOHHOTO WCCIENOBaHMUS SBISIETCS CUMOHMO3 METO/0B
TEOPETUYECKOTO M AMIIMPUYECKOT0 MO3HAHUS C aHAJTU30M KIMHUYECKHX HM3BICKAaHUM Hay4dHOH Oa3bl
npobaemMsl OyJUIE3HOTO AMHIAEPMONIN3a. METOAbl HCCIEIOBAaHUS ONPEAETICHbl OTEYECTBEHHBIMU U
MHUPOBBIMU HAYYHBIMH pa3paboTKaMH, KOTOpbIE 00yCIOBUIIM TAKTUKY JOCTHKEHHS TIOCTaBICHHOHN LENN

H 3aga4.

OcHOBHbBIE IMOJI0KC€HU S, BLIHOCUMbIC HA 3AIIIUTY

1. B uaentudukanumu mMytanui u kimHHYeckux ¢opm BBD HE0O0X0aUMO KOMITJIEKCHOE KIMHHKO-
MHCTPYMEHTaJIbHOE 00CieIoBaHe, COOp CeMEMHOro aHaMHEe3a U MEIUKO-TeHETUYECKUI aHaJIH3;

2. B psanme cyOdTHHYECKHMX MOMYJISALUH, MPEACTABICHHBIX B OAMHHAALATH aJMUHUCTPATHBHBIX
paifonax PecmyOnuku Jlarectan, pacnpocTpaHeHa periecCuBHAasi MyTallis reHa, o0ycloBIUBAlOIIas B
TOMO3UT'OTHOM COCTOSIHWM KIIMHUYECKOE NposiBiIeHue pereccuBHoro JIBBO;

3. VYcraHoBieHa MaTOTHOMOHMYHAS TeTpaaa (Kapuec, aneMusi, HOTOUYBCTBUTEIBHOCTD, TUCHYHKIUSL
KKT), xoTopas MOKET paccMaTpuBaThCsl B KauecTBe BeposTHoro npusHaka [IBBD; norpannunslil
BpOXAEHHBINA Oymnésusiii snunepmonus (IIpBb3) ormeuen manudecranmel kapueca W NMaTOJIOTUU
JKKT, pyOroBoii anmomenueld BOJTOCHUCTONW yacTH ToyioBbl. J[ns mamuentoB ¢ [IBBD cBoiicTBeHHA
MIPEUMYIIECTBEHHO COYETaHHAs AUC(QYHKIMA OPraHOB M CHUCTEM: aHemHus, Kapuec, nopaxenue JKKT,
(OTOUYBCTBUTENBHOCTD KOXKH, aJIOTELUsI BOJOCUCTOM YacTH, KOHTPAKTYPhl M IICEBJOCUHIAKTUINY,
AQHOHUXUS, arlIa3usl KOXKH, CHIDKEHHE OCTPOTHI 3pEHHUS M OTCTaBaHUE B (PU3MYECKOM Pa3BUTHUH;

4. Pe3skoe mporpeccupoBaHue NopakeHus koxxu npu BBD ormedaercs B snetHuil nepuon. s ero
NPEIYNpekACHUST HYKHO CO37aTh O€30MacHyI0 OKpYKAIOUIyl0 cpeny: u30eraTb TpaBMaTH3alUd
KOXHBIX [IOKPOBOB U ITPOBOAUTD OXJIAXKIEHUE OKPY’KAIOILEro BO31yXa;

5. Tammentam c [IBBD, nokanuzoBanubsiM Bebepa-Koxkeiina, B 1eTHUI neproJl HY>)KHO OTPaHUYUTh
($u3nMUeCcKyI0 aKTUBHOCTH (X0Ab0Y, 3aHATHS MMCAaHUEM, CIIOPTUBHBIE UT'PHI), HEOOXOIMMO HAXOAUTHCS
B OXJIQXJIEHHOM IIOMEILICHUH, IEPEIBUTAThCS IO JOMy B JIETKMX HOCKaX, 4acTo o0pabaThIBaTh
KOHEYHOCTH XOJIOJHOW BOJOW, a B 3MMHEE BpPEMs HEKEIATEIbHO IEperpeBaTh CTYIHH YpPE3MEPHO
Téroil o0yBbi0 M HOckamMu. VM 1menecooOpa3HO MPOBOAUTH YacTyl0 cMeHy oOyBH (00s3aTeNbHO
MSATKYI0 00YBB), 4TOOBI HE JIOMYCKATh TPEHUS OJJHUX M TEX ’KE YUYACTKOB KOXKH;

6. bonpueiM BBD mpenmnucansl BaHHBI ¢ KOpOil 1y0a, TpaBoil poMaIIKH, KaJeHIyJbl UIH Yepe.sl,
IIPUMOYKHU U3 OXJIAXKAEHHOIO BOJHOIO OTBapa 3THUX TPaB Ha OYard MOPaKEHHUs, a TAKKE MCKIIOYMUTH

NpsIMO€ BO3/ICHCTBUE CONHEUHBIX JIydel Ha KOXKY M IPEObIBAHUE B YCIOBHSIX BBICOKHX TEMIIEPATYP.



CreneHb 10CTOBEPHOCTH M anpodanusi pe3yJibTaTOB HCCJIe10BAHUS

JIOCTOBEPHOCTH BBIBOJIOB M IPAKTUYECKHE PEKOMEHJALUHN JUCCEPTALMOHHOTO MCCIIEN0BAaHUS
OCHOBAaHBI Ha pe3ysbTaTe o0ciaenoBanus Beeil momyssiuuu 6osbHeIX BB B PecyOnuke Jlarecran, 4yto
cocraBiseT 130 nanueHToB. Marepualibl HCCIEI0BaHUS KOPPEKTHO JOKYMEHTHPOBAHBI, @ IIOJyUYEHHBIE
pe3ysbTaThl MOATBEPKACHBI IPOBEAEHHBIM CTATUCTHMUECKUM aHanu3oM. lloaxox k opraHusanuu
oOclieZIoBaHMs, 3alOJHEHHBIE AHKETBI-ONPOCHUKA, QJTOPUTMBl JUATHOCTUKA M JICYEHUS C
NPUBJICUCHUEM  CMEXKHBIX  CIHCIMAJIMCTOB,  W3YYEHHUIO  PE3yJbTaTOB  MPOMWIAKTUKH U
CUMIITOMaTUYECKOW Tepanmuu, MO3BOJIAIOT PACLEHUBATh TOJIYYEHHBIE pE3yJIbTaThl HAy4YHBIX
MCCIICZIOBAaHHUM U ClIeIaHHbIE 3aKII0UYEHUS YOS TUTEIbHBIMU U HAYYHO OOOCHOBAHHBIMHU.

Marepuanbsl TUCCEPTALIMOHHOTO MCCIEIOBaHMUS JIOJIOKEHBI U OOCYKIEHBI Ha: CEMHHape:
«Opranmzanyss NAUIMATUBHOW TIOMOIIM M BEACGHHUE OONBHBIX  BPOXKAEHHBIM  OyIUIE3HBIM
snuaepmonuzom» 30.04.2020 rona (Ilpuxkaz M3 P/ u ®I'bOY BO «JAI'MVY» Munsnpasa Poccun
Ne3031-JI/546-x ot 08.04.2020 r.) (r. Maxaukana); cemuHape «OpraHu3anusi B3auMOJCHCTBHSA
CMEXHBIX CHEIHMAJIMCTOB MpPHU JAUCIAHCEPHOM HAONIOJCHUNM OOJIBHBIX BPOXAEHHBIM OyIIIE3HBIM
snuaepmonuzom» 01.12.2020 rona (coBmectnsiii npuka3z M3 P/l u ®I'BOY BO «II'MY» Munzapasa
Poccun Ne961-JI/116-x ot 11.11.2020 r.) (r. Maxaukana); 14 MexnayHapogHom ¢opyme
JepMaTOBEHEPOJIOroB U KocMmerosnoroB 18 wmapra 2021 roma (r. Mocksa); MexayHapoaHoH
CTYACHYECKOH HAy4YHO-TIPAKTHUECKOM KOH(EepeHIMH «AKTyallbHble MpOOJeMBbl COBPEMEHHOM
CTOMATOJIOTUU: CETrOoAHs U 3aBTpa», nocesmeHHo 30-meruto HeszaBucumoctu Kazaxcrana,
npoBeneHHoro Ha 6a3ze HYO «Ka3zaxcrancko-Poccuiickuii mequnuHckuii yausepcuter» 30.03.2021
roga (r. Anmarel, PecnyOmuka Kaszaxcran); PecnmyOGnukaHckoil — Hay4HO-IIPaKTHYECKOU
BUJICOKOH(PEPEHIIMH C MEXIYHApPOAHbIM YyuyacTueM «BurteOckue [epMaToJOrHUecKue YTEHUS:
HeoTnoxHas aepmaronorus» 05.04.2021 rona (r. Butebek, Pecnybnuka benapycs); Pecybnukanckoi
KoH(pepeHmu «Opranuzanust paboThl J€PMATOBEHEPOJIOIMYECKON CIIy:KOBl B TIEpHOJ TMaHIEMUU
COVID 19» 30.04.2021 rona (coBmecthsiii mpuka3z M3 P/ u ®T'EOY BO JII'MY Munzapasa Poccun
Ne611-J1/45-x ot 05.04.2021 r.) (r.Maxaukana); III MexpernoHaapHOM Hay4HO-00OPa30BaTEIBHOM
dbopyme monoawix uccienoBatenein «Ot uaen no mpoekray 23-24 ampens 2021 roma, ®T'BOY BO
«/larecranckuii rocynapcTBeHHbIN yHuBepcureT» (r.Maxaukana); XXXVIIl HayuyHO-IIpakTHUECKON
KOH(EepeHIIMN C MEXIYHAPOAHBIM yyacTueM «PaxmaHoBckue uTeHHs»: «llamueHT opueHTHpOBaHHBIE
nepmaTtoBeHeposorus u kocmetonorusi» 14 mas 2021 roga (r. Mocksa); I11 mexpernonanbHOM Hay4YHO-
MPAaKTUYECKOH KOH(EPEHIMH C MEXIyHapOAHbIM yuacTheM «VHTerpaTMBHAas M CHHTETHYECKas
nepmatoBeHeposorus» 26—28 wmas 2021 roma (r. Cwmonenck); BcepoccuiickoM KoHrpecce Io
MEIUIIMHCKOW MHUKPOOHOIOTHH, SMUIEMHUOJIOTHH, KIMHUYECKON MHUKOJIOTUHA U UMMyHoJoruu (XXIV
Kamkunckue urenusi) 9-11 wurons 2021 roma (r. Canxkt-IlerepOypr); PecrmyOnukaHnckoit HaydHO-

npakTuaeckoi koHpepennu «IIpruMeHeHrne BEICOKMX MEAUIIMHCKIX TEXHOIOTHI B Meauiinaey 11-12



utons 2021 roga (r. AHnmxkan, Y30ekucran); V KoHQEepeHIIUU JepMaTOBEHEPOIOTOB U KOCMETOJIOTOB
Cesepo-Kakasckoro denepansnoro okpyra 11 utons 2021 rona (r. Hanpuuk); 11 MexpernoHaabHOM
dbopyme IepMaTOBEHEPOJIOTOB M KOCMETOJOroB 5-6 okTsi0ps 2021 roma (r. MockBa); Ha Hay4dHO-
MPAKTUYECKON M y4eOHO-METOANYECKON KOH(EPEHIINN C MEXAyHAPOIHBIM yYacTHUEM, IMOCBSIIEHHON
70-netuto mpodeccopa kadeapsl Xupypruueckux 0onesHer u peanumanuu AdaypaxmaHoBa Mamypa
Mycradaesnua «CoBpeMeHHas MEIUIMHA U MH()OPMAIIMOHHBIE TEXHOJIOTUH B Tpoliecce 00yueHHs B
nepuon nanaemun COVID-19» 22 suBaps 2022 rona (r. byxapa, Pecmybnuka Y30ekucraHn).

Arnpobanus cocTosachk Ha 3acelaHiH Kadeapsl KOKHBIX U BeHepuueckux Oonesneit ®I'6OY BO
JAT'MY Munznpaa Poccun u npurnamenssix crenuanuctoB I'BY P/l «PecnyOnukanckuil KOKHO-
BEHEPOJIOTUUECKUH ucTancepy, npotokoi Ne 6 ot «15» despans 2022 roza.

CooTBercTBHE NACHOPTY HAYYHOH CHENHMAJBHOCTH. JlUccepTallMOHHOE MCCIIEI0BaHUE
COOTBETCTBYET Macnopry cnenuaibHoctu 3.1.23. JlepmatoBeHeposiorusi (MEAMIIMHCKAE HAyKU) M

00J1acTH UCCIACAOBAHMS, @ UMEHHO: 1. 1-4, 1. 6-8.

BHeapeHue pe3yibTaToB HCCJIEI0BAHUS B IPAKTHKY

B Lentpe BBD na 6aze I'BY P/l «PKB/l» BHenpena «lllkoma oOydenuss marepein» (akt o
BHeZIpeHNH PecryOarKaHCKOTO COBETa MO BHEAPEHUIO HOBBIX TEXHOJOTHM JMArHOCTUKH U JICUCHHS B
npaktuky Ne20-905 ot 30.10.2020r). Ilo maTepuaniam HCClE€IOBaHUS M3[aH IPUKA3 O CO3JaHUU
komuccuu npu Llentpe BED I'BY PJ] «PKB/I» u3 Benymux cMeXHbBIX CHEUAINCTOB MTPAKTUYECKOIO
3apaBooxpanenus PecryOnmku Jlarecran (npunosxenune Ne2 k npukasy Munsapasa PJ{ ot 17.01.2020
Ne43-J1). Pexomenpauuu JaucnaHcepHoOro BeneHHs OonbHBIX BBD, paspaboraHHble aBTOpOM
accepTanuy nprukasomM Munuctpa 3apaBooxpanenus Pl Nel155-J1 M3 PJ1 ot 03.09.2021 roga «O6
OKa3aHUM MEJULUMHCKOW MOMOIIM OOJBHBIM BPOKAEHHBIM OYJUIE3HBIM SMHUACPMOIHU30MY» SBISIOTCS
PYKOBOJACTBOM Ul TIJIABHBIX Bpadel IOJBEJOMCTBEHHBIX MEIUIMHCKUX OpraHM3alil Inpu
MPEOCTaBICHUN MEIUIIMHCKOM momomnm OonbHbIM BBD. PesynbraThl nuccepTanMoHHON pabOTHI:
MOAX0Abl K BepU(UKAIUK, JICYCHUS U TNPOMUIAKTUKH OOJIBHBIX OYJIE3HBIM SMUAECPMOIH30M
UCTONB3YI0TCsl B mpouecce oOydenus ciymarened PIIK Ha kadenpe KOKHBIX U BEHEPUUYECKHX

6onesneit ®I'BOY BO «/II'MVY» Munznpasa Poccun.

JIMYHBIA BKJIAJ aBTOPA

Hayunsle pe3ynbTaThl, CHCTEMAaTU3UPOBAHHbIE B JUCCEPTALMOHHON paboTe, MoJIyuYeHbl aBTOPOM
camocTtositensHO Ha 6aze I'BY PJ] «PKB/I» u Ha kadenpe xokHbIX U BeHepuueckux 0osesner @PI'bOY

BO «IT'MVY» Munszapasa Poccun.

B uccnenoBanue 6pun BritoueHs! 130 mamuentos BB, ABTOp caMOCTOATENFHO aHATM3UPOBAIA



ux aHketsl, Tabnuiel BEBS, Buenpuna B I'BY PJ] «PKB/I» «Ilkony oOyueHust matepeii», B KOTOpOn
narueHTsl ¢ BBD ocBauBaroT HaBBIKM 0€30MacHOTO0 M JEPMOIIAAIIETO 00pas3a >KU3HHU. ABTOP
NPOBOJMJIA TIOATOTOBKY K JTUCTAaHIIMOHHOMY BeaeHHIo OonbHbIX BBD Ha ©0aze Cepsuca
«Coep3nopoBre» B ceTu MIHTEpHET cO crienaau3upoBaHHON MporpaMMoii, o0ecrieunBaeMoit caiitamMmu
https://sberhealth.ru/ u https://docdoc.ru/, a Takxe 0OpaTHYIO CBS3b C YYaCTHUKAMU JUCTAHIIMOHHOTO
dbopMaTta M OTKa3aBIIMMHUCA OT HEro. BeneHune KOMIBIOTEpHOU 0a3bl JAaHHBIX O0OCIETOBAHHBIX
naieHToB ¢ BBD, uX akTyanu3upoBaHHOTO peciyOIMKaHCKOTO peecTpa OCYIIECTBISLIOCH JIMYHO

aBTOPOM.

Mybéankanun

ITo Teme nuccepranuu omyoaukoBaHo 16 paboT, B TOM yucie 6 Hay4HBIX CTAaTeH B KypHajaXx,
BkitoYeHHBIX B [lepeuens PY JIH / Ilepeuens BAK npu Muno6puayku Poccun; 10 myOnukanunii B MHbIX

U3JaHUSIX.

O0beM u cTpyKTYypa AncCcepTALNHA

Huccepranus uznoxeHa Ha 170 cTpaHuIlax MAalIMHOMMCHOTO TEKCTa U COCTOUT U3 BBEJCHUS, O
TJIaB — 0030pa IUTEepaTyphl, MATEPHATIOB U METOJIOB UCCIICIOBAHU, 3 TJIaB COOCTBEHHBIX UCCIICIOBAHMIA
M 3aKJIOYEHHUsI; BBIBOJOB, MPAKTUYECKUX PEKOMEHAALMM, NPUIOKEHUH, WUIIocTpupoBana 10
pucynkamu 1 19 Ttabmuunamu. CHHCOK JHUTEpaTypbl COACPXKHUT 179 HMCTOYHHMKOB, U3 KOTOPBIX 68

oredecTBeHHBIX U 111 3apyOexKHBIX aBTOPOB.

OCHOBHOE COAEP/)KAHUE PABOTbI

MaTepna.m,l U METOJbI UCCJICAOBAHUSA

B 2019-2020 ronax B OYHO-TUCTAHIIMOHHOM U TUCTAHIIMOHHOM (hopMare OOCIIeJOBaHBI U
OKazaHa MeauIMHCKas nmoMolns 127 nmamueHtam ¢ BBD. 3atem, B xonne 2020- naganee 2021romos,
BepuduuupoBad BBD emé y Tpéx manumentok. M3 HUX co3/aH akTyaaIu3UpOBaHHBIN peciyOIMKaHCKUN
peectp OONBHBIX C 3TUM reHoiepMaro3oM. Beem 130 manmeHTaMm, 3a HCKIIOYEHHUEM OJJTHOTO, yCTaHOBJICH
tun/cyotun BB3, u onu B3sTHl noj AuHamuueckoe Habmonenue Llentpa BBD I'BY P/l «PKB/I» u
mexparionHbix KB/ (Tabmuna 1).

Kak BugHo u3 Tabmuusl 1, cnoxunock Heckoabko rpynn BB3: IIBBED (mpoctoit BEJ), [IpBED
(morpannynbeii BE3), JIBBD (muctpoduueckuit BED), Kunmnep-cuHapom u B Kaxa0d U3 HUX BCEM
nanueHTaMm BepupHUUpoBaH cyOoTtun reHozepmarosa. Omun OonbHON BBD B3ar Ha yuér 6e3

unertudukanuu tuna. [lo nanaeiv Tabmuie! 1, mpoctoit Tun (64,62+4,19%) BcTpedaeTcs 3HAUUTETHHO
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game mnorpanudHoro (6,15+2,11%) wu nuctpoduyeckoro (27,69+£3,92) (P1<0,001 u P2<0,001
COOTBETCTBEHHO). BBICOK ynenbHbI Bec jokanm3oBaHHoro mnonrtuma [IBBD Bebepa-Kokeitna —
40,77+4,31%, a taxxe resepanuzoBaHHoro peneccuBHoro JIBBD Amnono-Cumenca — 23,08+3,7%.
JIOCTaTOuHO 3HAYMMBIE TPYIIIBI COCTABHIM TakXe OOJbHBIE C MPOCTHIM IeHepaln3oBaHHBIM BBD
Kébuepa u mpoctsiM reprietudopmubiv Jloymunar-Meapa (14,62+3,1% 1 9,23+2,54% cOOTBETCTBEHHO),
a OCTalbHbBIC peAKHe KIMHWYecKHe (QopMbl mpenacraBieHsl 1—-5 manuentamu. Cpeam MOCIEIHHUX
IIOTrpaHUYHBIN cpeaHeTskenslii BbO He-XepnuTua u nokann3zoBanHelii BEO ne-Xepnurna (2,31+1,32%
u 3,85+1,69% cootBercTBeHHO), Kunmnep-cunapom (0,77+£0,77%), a Takxe auctpoduueckue GopMbI
nomuHantHoro BbBD Kokeitna-Typena — 2,31+1,32%, nomunantHoro BBD Ilazunu - 0,77+0,77% u

PELIECCUBHOIO F'€HEPAIM30BaHHOI0 HeMyTuupyouiero BEO — 1 ,54+1,08%.

Tabmuna 1 — Knuangeckue hopmbl OyIIE3HOTO AMUASPMOITU3

Tun CyOtunst BBD Tun HacnenoBaHus KonnuectBo 00JIBHBIX
BBED BB, n=130 (100%)
YUCJIO %
IIBBD | Jlokanu3oBanHblll Bebepa- | AyToCOMHO-TOMMHAHTHBIN | 53 40,77+4,31
Kokeina
I'enepanu3oBaHHBIN AyTOCOMHO-PELIECCUHBIN 19 14,62+3,1
Kébnepa
I'epnierudopmubIit AyTOCOMHO-JJOMUHATHBIN 12 9,23+2,54
Joynunr-Meapa
Bcero AyTOCOMHO-TOMUHAHTHBIN, | 84 64,62+
ayTOCOMHO-PELIECCUBHBIN 4,19
[IpBBED | I'enepanu3oBaHHbIH AyTOCOMHO-pELIECCUBHBIN | 3 2,31+1,32
CPEIHETSKEIIBIN He-
Xepsuria
Jlokann3oBaHHBIN He- AyTOCOMHO-PELIECCUBHBIN | 5 3,85+1,69
Xepuuria
Bcero AyTOCOMHO- pelleCCUBHbIN | 8 6,15+2,11
JABBD | JloMuHaHTHBIN AyTOCOMHO-JJOMUHAHTHBIA | 3 2,31+1,32
Kokenna-TypeHa
HomvmunanTueii [lasunn AyTOCOMHO-TOMUHAHTHBIN | 1 0,77£0,77
Htoro AyTOCOMHO-JOMUHAHTHBIN | 4 3,08+1,52
I'enepanu3oBaHHbIN AytocomHoO-peneccuBHbIil | 30 23,08+3,7
peLeccuBHbIA AJUIONO-
CumeHca
I'enepanu3oBaHHBIN AyTOCOMHO-PELIECCUBHBIN | 2 1,54+1,08
pEeLIECCUBHBIN
HEMYTUJIUPYIOLIHN
Htoro AyTOCOMHO-penieccuBHbIl | 32 24,62+3,78
Bcero AyTOCOMHO-TOMUHAHTHBIN, | 36 27,69+3,92
ayTOCOMHO-PELIECCUBHBIN
Kunep-cunapom AyTOCOMHO-IOMUHAHTHBIA | 1 0,77+0,77
Heyrounennsiii BBO - 1 0,77£0,77




11

AyTOCOMHO-PELIECCUBHBIN TUI HAacleA0BaHUs ycTaHOBIEH y 60 (46,15+4,37%) nauueHros, a
ayTOCOMHO-IOMHUHAHTHBIN - Y HE3HAYUTEIHHO OOJBIIOro KOHTHHTeHTa - 69 (53,08+4,38%) (P>0,05).
Takum oOpa3oM, chopMuUpOBAIKCH J1B€ NPUOIUUTEIBHO OJUHAKOBBIE TPYMIBI MAIMEHTOB C
KapAWHAJIBHO OTJIMYAOIIMMCS ITOAX0I0M K MPEAYNPEXKIECHUIO IEPEaul TEHHBIX MyTalluii TIOTOMCTBY.
B mocneaneii rpynne BBD nepenaercs 50% moToMCTBY mpH 3a00J€BaHUU OJHOTO M3 POAMTENEH
[Daitna, J1.-J1x., Bynnesnsrit snmuaepmonus / [1-/x. @aitna, X. Xunrepa // IlepeBoj ¢ aHMIUKECKOTO O
penakuueii FO. FO. Koranesckoii. - MockBa: uzgatenbctBo «IIpaktuka», 2014. — C. 358; Meroauueckue
pexomenaanuu Nel00 «Bpoxaennsiii Oymne3nsiit smuaepmonus» / H. H. ITorekaes, O. B. XXykoBa, A.
H. JIsBoB, O. B. Ilopmmna // JlenapraMeHT 3apaBooxpaHeHus ropojga Mocksel. — Mocksa, 2018. — 45
c.], ¥ posb MepBUYHON NMPO(UIAKTUKH ITyTeM KOHCYJIbTHPOBAHUS CEMEHHON Maphl 31eCh OrpaHuYeHa,
a MpeaynpexacHUe IepeJayd IOTOMCTBY BO3MOYKHO JIMIIb METOAOM JOPOAOBOM HAarHOCTHKU
reHojiepMaro3a y miojga. B To e Bpemsi, IpM ayTOCOMHO-PELIECCUBHOM THUIlE HacieaoBaHus BBO
3¢ PEKTUBHO KOHCYJIBTUPOBAHHE MOJIOJOW Maphl O BCTYIUICHUS B Opak O BEPOSTHOCTH POXKACHUS Y
HUX JIETEH ¢ MPOSABIEHUSAMHU 3TOr0 T€HOAEpMaTO3a.

[TpeBanupyer cpeau 69 GONBHBIX C ayTOCOMHO-AOMHUHAHTHBIM THIIOM HacnenoBanus [IBBD —
65(94,2+£2,91%) uenoBek u 4 (5,842,91%) c¢ nomunantHeiM JIBBD. B rpymnme c¢ ayrocomHo-
periecCCUBHBIM THUIIOM HacienoBaHus u3 60 manueHToB Oosiee moaoBuHbEI — 32 (53,3+6,44%) cocraBui
peneccuBHbiit [IBB3, 19 (31,7+6,01%) — npoctoii renepanuzoBannbiii BB Kéonepa, 8 (13,3+4,38%)
—IpBb3O u 1 (1,67+1,65%) — Kunanep-cuaapom. Y Kaxoro 60JIbHOT0 H3ydeHa TsLKeCTh TeueHus BB
Ha OCHOBAaHMHM KpHUTEPHEB DBHPMHMHIEeMCKOrO MHIEKCAa TSHKECTH OYyJUIE3HOTO AIHIECPMOJIN3A
(Birmingham Epidermolysis Bullosa Severityscore [BEBS]), ux nepconanuzupoBaHHas MecsyHas U
rofioBasi MOTPEOHOCTh B MEAMLMHCKUX MpenapaTax, JeueOHOM MUTAaHUU U MEPEBSI30YHOM MaTepuae.
Cpenu o0cne0BaHHOTO KOHTHMHIEHTA Jierkas cTerneHb TeueHus BBD 3apukcupoBana y Oonee uem
nosioBUHBI — 58,46+4,32%, cpenusas —y 16,92+3,29%, tsoxenas — y 8,46+2,44%, odyeHb Tspkenas — y
16,15+£3,23%. VYuuthiBasi, 4TO CTENEHb €r0 TSHKECTH ONpENeNsieTcs IUIOMAIbI0, TIyOMHOW W
OCJIOKHEHUEM MOPaKEHHBIX KOKHBIX IMOKPOBOB M CIIM3HUCTHIX 000JI0UEK, KaXEKCUEH, MBI OTPEACTHIN
IUIsL KQXKJIOM TpymnIbl OOJBHBIX OPUEHTHPOBOYHBINM HabOp JeKapcTBeeblH mpenaparo. [locnenyromee
JTMCTAaHIIMOHHOE METUIIMHCKOE HAOIIOJCHNUE 32 COCTOSHUEM 3[I0POBbs MAIIMEHTOB OCYIIECTBIIIOCH B
TecToBOM pexkuMe Ha 0aze Cepuca «CoOep3aopoBbe» B cetd VHTEpHET cO CHenHaiu3HpOBAHHOM
mporpaMMoii, obecnieunBaeMoii caiitamu https://sberhealth.ru/ u https://docdoc.ru/, a Tak:ke MOOUITBEHBIM
npujaokeHneM. B mporecce AUCTAHIIMOHHOTO MeAMUMHCKOro HabOmozeHus CepBUC TO3BOJSET
MCTIOJIb30BaTh BUJICOCBS3b, ayINOCBA3b, a TAK)KE 00MEH TeKCTOBBIMU COOOIIECHUSIMU U (aiiiaMu, U He
OrpaHUYMBAET MAKCUMAJIbHOE KOJIMYECTBO MMALMEHTOB U BpayueH.

[TocpencTBOM aHKETHPOBAaHUS OBLJIO BO3ACHCTBHE HPUPOAHO-KIMMATHYECKUX (HAKTOPOB M

HapYy’XKHBIX MpPOIENyp Ha COCTOSIHME KOXKHOTO mpouecca 6onpHbix BBD. K HUM oTHOCSTCA: TOpHBIN
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BO3IYX, MHCOJIALMS, BOJHBIC MPOLEAYpHl (MOpe, NMPECHOBOIHBIA BOJOEM, BAaHHBI C JIEYEeOHBIMU
TpaBaMH), MECTHOE BO3JEHCTBUE XOJIOI0M.

VY 12 namueHToB B Bepu(UKAINHM KIMHHYECKOTO TUATHO3a HCIIOIH30BAIOCH MOJICKYJISIPHO-
TCHETUYECKOE MCCIIE0BAaHIE METOAOM IOJIHOIK30MHOTO CEKBEHHPOBAHUS MaTepHaia 00cieyeMoro.
I'eneTnueckuii aHaau3 ObLUT BEIITOJIHEH C UCIOJb30BaHKeM reHoMHoi JIHK, BbIeIeHHOM OT MamueHTa
MyTEM JIM3MCA KIETOK, a 3aTeM MX OYUCTKOW C MOMOIIBIO CTEKIOBOJOKOHHBIX (PHIBTPOB (pPEaKTHBBI
Qiagen, QIAamp DNA Mini Kit). OpHOM manMeHTKE WCCIEJOBAaHUE TPOBEACHO METOAO0M
UMMYHO]IIOOPECIICHTHOTO aHTUTeHHOTO KapTupoBanus (MAK).

Cratuctuueckoii 00pabOTKE TMOABEPITUCH BCE pPE3YJIbTAaThl HCCIEAOBAaHUs. Buraucismm
JOCTOBEPHOCTH CPETHUX BEITMUMH B JIBYX BBIOOpPKax coriacHo t-kpureputo CTeiofieHTa [ MbIp3araimes,
A. K. Bo3moxkHoctu ucnosib3oBaHusi t-kputepusi CThIOJEHTA ISl aHalu3a JAHHBIX MEIUIUHCKHUX
uccnenoBannii / A. K. Meip3aranues, 1. B. lllepGakoBa // BronnereHb MEIUIMHCKUX WHTEPHET-
koHpepeHmid. —2014. —Tom 11. - Ned. — C. 1275]. 3arem no popmyiie anbTepHaTUBHOT'O BAPHHUPOBAHUS
YCTaHABIIMBAIIM CPEIHIOI OIMMOKY TMPOIEHTHOTrO OTHomeHus [Menuk, B. A. Marematudeckas
CTaTHCTUKA B MeauIInHE B 2 ToMax. Tom 1. YueOHOoe mocobue asist By30B. 2-€ U3JaHue nepepadoTaHHOe
u nononHenHoe / B. A. Menuk, M. C. TokmaueB. - MockBa: uzgatensctBo «tOpaiit», 2020. — 471 c].
Paznuuus Mexxy MaccuBaMu JaHHBIX MPUHUMAIIUCH 32 JOCTOBEPHbIE MPU ypoBHE 3HaunMoctu P<0,05,
€clii BBIYHMCIICHHAs BeanuuHa t > 2,0 (moctoBepHas BeposSsTHOCTH 0,95). AGCONOTHO TOCTOBEPHBIMHU
CUMTAJIMCh IOKa3aTeau npu ypoBHe 3HaunmMoctu P<0,01, ecim xputepuii pocroBepHoctH t>2,0
(mocroBepnas BepostHOCTb 0,99) u P<0,001, ecnu t>3,3 (moctoBepHast BepositHOCTh 0,999) [Menuk, B.
A. MaremaTudeckasi CTaTHCTUKA B MeIUIIMHE B 2 Tomax. Tom 2. YyeOHOe mocoOue aiisi BY30B. 2-€

u3nanue nepepadoranHoe u gononHeHHoe / B. A. Menuk, M. C. TokmaueB. — MockBa: U3/1aTeIbCTBO

«¥Opaiity», 2020. — 347 c].

PE3YJIBTATBI UHCCJIEJOBAHUSA U UX OBCYKJAEHUE

Jns Bepudukammu tuna u cyotuna BBD, Tsokectn Teuenus 3aboneBanus [BEBS]| namun
pa3paboTaH, anmpoOUpOBaH M BHEIPEH aNropUTM Bepudukanuu Oyminé3Horo snuaepMonusa. B HEM
MPEAYCMOTPEHO MPUBJICUCHUE CMEXHBIX CHEIUANINCTOB, 3KcriepTa u komuccuu Llentpa BBD I'BY PJ]
«PKB/I» niist o6ocHOBaHUS pa3BEPHYTOro KIMHUYECKOTO AMArHO3a ¢ YKa3aHUEM THIIa HACJIEIOBAHUS.
OTO MO3BOJWIO MPOTHO3UPOBATH PA3BUTUE TE€HOAEPMATO3a U ONPEAEIIUTh NEPCOHAIN3MPOBAHHBIN
MOJIX0A K KOMIUIEKCY Je4eOHO-POPMIAKTUIECKUX Mepornpuatuil. B ciydae HemoarBepaEéHHOTO
nuarHo3a BbBD komuccust Llentpa BED I'BY P/ «PKBJI» maét pexomeHganuu 1mno mapuipyTusanuu
MalUeHTa.

MBI 11poBenn aHaJIM3 BO3pacTa MOSBIECHUS OYJUIE3HBIX 3JIEMEHTOB y KaX/10I0 THUIAa U3y4aeMOro

reHogepmaro3a: y 96,92 + 1,52%, crpaparomux BBD mnanueHToB, NposBIEHHE TE€HOAEpPMATO3a
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3a(hUKCHPOBAHO B TIEPBBIN IOJ1 KHU3HH peOCHKA (pa3/ieibl «C POKIACHUS» U «B MEPHO TOI3aHUA») U Y
3,08+1,52% -B nomkonbHOM Bo3pacte. Hu y onxHoro He 3apUKCHpOBAHO MaHH(eECTaluu B
IIOJIPOCTKOBOM BO3PACTE U MO3KE.

[TpoBenénnas B pabore JIHK-muarHocTrka mo3Bojuiia MOATBEPAUTh TEHETUYECKYIO TPUPOTY
3aboneBanus, Tuin BBD, a Takke ycTaHOBUTH (OpMY HaceIOBaHUS U MAaTOr€HHOCTh MyTalllH, TO €CTh
BIMSIHUE Ha CTPYKTYpY M (QyHKuuio Oeinka. Bbicoka mpu 3TOM pojb KOMIUIEKCHOTO KIMHHKO-
MHCTPYMEHTAJIFHOTO J1a00opaTOpPHOTo OOCHEeI0BaHMS M THIATEIBHOTO cOOpa ceMEeWHOro aHamHe3a B
Bepu(ukanum TUMa, cyOTMma u KiIMHUYecKoil ¢opmbel BBD m ux mocnemyromieil Koppensuuu ¢
JI0Ka3aTeIbHOM 0a30i MEIUKO-TeHETHUECKOro aHanu3a. B pesynbraTte MOJIEKyJIsSpHO-T€HETHUYECKOTrO
oOcnieoBaHus ManeHToB ¢ BED BbIsABIEHBI ATOreHHBIE MyTalllU, paHEE HE ONKCAaHHbIC B HAYYHOMH
JUTEpaType U He COACpIKAIINecs B MEKIYHAPOIHOU Oa3e TaHHbIX.

VY nabarosaeMbIX HaAMM TMAIMEHTOB HCCJEIOBaHA COIYTCTBYIOIIAs MATOJOTHS U BHI3BAaHHBIC
OCHOBHBIM 3a0oseBanueM ocioxHeHus. Y 105 (80,77+3,46%) u3 nabmogaemsix 130 GonbHbIx BBD
JTUArHOCTUpPOBaH Kapuec, y 82 (63,08+4,23%)- anemuss u 60 (46,15+4,37%) uenoBek cTpamanu
3a0oneBaHusMU kemymodHo-kuiedHoro tpakrta (JKKT). Beicok yaenpHBIE Bec OONBHBIX C
MOBBIIIEHHON (POTOUYBCTBUTEIBHOCTBIO KOXHU — 44,62+4,36%.

B mensx cBoeBpeMEeHHON MPO(UIAKTUKH OCIOKHEHUH W COMYTCTBYIOIIMX 3a00JIeBaHMI Ha
3aceganun 3t1oi komuccuu lLlentpa BBD I'BY Pl «PKBJl» yTBepkaeH «AJITOpUTM OKa3aHUSA
MEIULIMHCKOW TOMOIIM W NpOPWIAKTUKHA OCIOXKHEHMH Yy JUCHaHCepHbIX OonbHbIX BBD
cnenranuctamu komuccuu [IBBO» (Pucynok 1).

CoTpyTHMUECTBO 3aMHTEPECOBAHHBIX CIICHUAIUCTOB B 3TOM (pOpMAaTe MO3BOJMIO PETYISPHO
OKa3bIBaTh JUCIIAHCEPHBIM O0JIbHBIM BBD BBICOKOKBANM(UIIMPOBAHHYIO MEAMLMHCKYIO MOMOIIb.
Jleuenne OonmpHBIX BBD mpoBoaMIock CUMNTOMATHYECKOE M MPOPHIAKTHYECKOE, HAIPaBJICHHbIC Ha
YMEHBLICHUE IUIOMAd M TSDKECTH MOPAKEHUS KOXKH U CIM3UCTBIX 000J0YEK, COIMyTCTBYIOIIUX
MYJbTHOPTaHHBIX 3a00JIEBaHUI, YTO CIIOCOOCTBOBANO IOBBIIMICHUIO KauecTBa >KU3HM IalMEHTA.
CocTosiHHE 310pOBbs OLIEHUBAJIOCh POBHO UEPE3 I'OJ] B TOT K€ KaJIEHIAPHBIN MIEPHOJ, CJIEOBATEIBHO,
IIPU BO3ACUCTBUM UJCHTUYHBIX BHEIIHUX (DAKTOPOB HAa OPraHU3M: TEMIIEPATypPhl OKPYKAIOLIEH cpeibl,
MHCOJISILIUY, ITPOJOJDKUTENbHOCTH cBeToBoro 1HA. [lokazarens BEBS yaamocs nmpu 3TOM CHU3WTH Y
45,5+8,67% OONBbHBIX C caMbIM TsDKENBIM aucTpoduueckuM BBD n y 33,3+8,2% coxpaHuTh Ha TOM ke
ypoBHe. B mporecce TUHAMHYECKOrO HAOMIOACHUS Mbl OTMETHIIM, YTO PE3KOE MPOrPEecCHpPOBAHUE
MOPaXEHUsI KOXKM OTMEYaeTCs B JIETHUM NEpUOA. ODTO CBSI3aHO C KPYIVIOCYTOUHBIM KapKUM
TEMIEpPaTypPHbIM PEXKUMOM OKpYXKAroIleld Cpeiabl, MPOJOLKUTENBHOCTh KOoToporo B PecmyOGnuke
JlarectaH cocTaBJII€T TPU-YEThIpE Mecsla. B 3TOT nepuoj nosBIsAIOTCS HOBBIE ITy3bIPHBIE 3JIEMEHTHI,
MPOUCXOIUT MX HMHPHUIMPOBAHUE M HM3BA3BICHUE, PEIMIUB XPOHUYECKHUX S3BEHHBIX 3JIEMEHTOB. Y

0o1pHBIX JIBBD CHU3HTH CTENEHb TSHKECTH TEUYCHHs yNajloch 3a CU€T perpecca MaToJIOTHYEeCKOro



14

COCTOSIHUS TJ1a3, TUIIEBO/IA, CIIM3UCTON 000I0UKH MOJIOCTH PTa, SMUTEIN3AIUH 3B KOKHU U MOBBIIICHUS
Mmacchbl Tena. CII0)KHOCTH HaMM 3a()MKCHPOBAHBI B MPOLIECCE TE€PaNUU KOKHBIX MOKpoBOB. C yuéTom
YCTaHOBJICHHBIX (P)AaKTOB HEOOXOMMO COXPAHUTH TUIOIIAAb TIOPAKEHHS KOXKH B rpymie 6oibHbIX [[IBBD
B JICTHUH TNEpHUOJ, YTOOBI B MPOXJIAAHOE BpeMs rojia CrocoOCTBOBATH YMEHBIICHHIO €€ TUIONIaan
nopakeHusi. Mbl Clieiaay BEIBOJ O TOM, YTO TOOUTHCS TOTO MOXKHO, U3MEHUB TEMIIEPATYPHBIN PEXXKUM
npebbiBanus manueHtoB ¢ JIBBD, To ecth mpoBoms B Kapkoe BpeMsl ToAa TOCTOSHHOE
KOH/IMITHOHUPOBAHHUE BO3JlyXa B cpeie MpeObIBaHUS OOJIBHOTO M MAaKCUMAJIbHO OTPAaHUYUTH IPU STOM

ero npeObIBaHNE HA YIHUIIE B YCIOBUSAX MMOBBIIICHHONW TEMIIEPATyphbl OKPYKAIOLIEH CPEIbl.

ITaimmesT c BBED

Crenmamuct I[PB, ITTB, Pecn.

Ilepmaroeenepomnor 1[PB, | _naronoms cvexHoi M.O.: amneproaor
IIT'G, PKBT (tepaneet!), ractposnrTepomor
‘ (tepaneet)), kapmEoTOr
(repaneetl), Herpomor,
ITpu obocTpenun XUPYPT, OTOPHHOIAPHHIOJIOT,
KO3KHOTO TIPOLECCa: egHaTp, CTOMATOIOT,
- NPy HANTHYHKU
- TAKTHKA 00CIeJ0BaHH pesynbTaTa odTaTEMOITOr.
" reHeTHueckoro 4 -, — TEpanesT NpH OTCYTCTEWMK
- MapIOpyTHaIHA
_ npggllf.ﬂ e (':(cmel’\::::::’; COOTEETCTBYIOLWErD CneuuanucTa e wrare
AKTHACCKH K UuPs, Ure
TEHETHKa
MEPOIPHATHA
KOMMHCCHHA
- PEKOMEHIAHA L1B53) 1 NpodUABLHBIH
AMCTAHUMOHHO cneumanucr
A v L 2. BB
Komuccua ITIBBE3. cornacyer
(HazHavaeT)
AWUCTaHUHOHHO B COCTAEE BEeIV OGCIIEAOBBHME,
o Ay € TAKTHKY BEEHHA,
- CIICITHAIIHMCTBIC MapLIPYTU3aLMIO
nayvexTa
1. depmaToReHEPOIOTH
Jepmartoseneponor LIB63
cornacyer (HasHa4yaer) 2. Amlepr oxor
3. T"acTtposnTepomor
4. Kapauomor
5. Heeponor
6. Xupypr
7. OropuHOIapHHTOIOT
8. Ileguatp
9. Cromaromor

10.0O¢ramemomor

npu Heo6Xo0AMMOCTH ¥

CranaoHapHoe, aMOyIaTopHad MEQUIHHCKAT IIOMOING IO, HabIro qeHmeM
npodunsHOro cnenuanucra komuccHd [[BBI; «Illkona obygenna maTepeiny
o yxoxy za bonsuemu BBEJ; Pexomernama

] !

JepmaToeenepomor CrieLHamiCcT CMEKHOM CIIELHATEHOCTH

IIPE. IIT'B + PE, III'b

! |

JuHaMugecKoe HAOOAEHHE

Pucynox 1 — AJropuT™M OKazaHUS MEIUIIMHCKOH IMOMOLIM M TPOPUIAKTUKUA OCIONKHEHUH Y
nucmancepHbIx 00obHBIX BBD cnermanucramu komuccnu [[BBD



15

B pabote ¢ mamumenramu, crpagatomumu [IBBD Jloynunar — Meapa, 3QpQeKTUBHBIM SIBIISETCS
paHHee BCKpBITUE ITy3bIps, IOCIE YEro pa3pacTaHUE 3JIEMEHTa IPEKpallaeTcs, a CBOEBPEMEHHAas
MeCTHasi Tepanusi BENET K SIUTENN3ALMKM HE3aBUCUMO OT TEMIEpPaTypbl OKPYXAalOUIEH cpebl.
[IpeanoYTUTENbHBIM SBISICTCS MECTHOE JICUCHHE paHbl B OTKPBHITOH ¢opme 0e3 mNepeBs30YHbIX
MaTEpHUaJIOB, KOTOPBIE BBI3BIBAIOT HEKOTOPOE TOBBIINIEHWE IOTOOTACIEHUS M, Kak CIEICTBUE,
Marieparuio Koxu y 00JabHbIX oaTunom JJoymunr - Meapa [1BBD.

Jiist Bcex 60mbHBIX reHepanu3zoBaHHbM [IBED Kébnepa o0s3aTenpHa 6e30macHas OKpyKaromas
cpena, a Julsl 9acTH U3 HUX HEe0OX0aUMO n30erath Jaxke JErkoro BO3ACUCTBUS Ha KOXKHBIE TIOKPOBBI B
JIETHEE BpeMs Tofa.

[TpoBenénnoe wHabmogenue 3a mnamueHtamu [IBBD  nokammzoBanHbiM Bebepa-Kokeiina
MO3BOJIMIIM pa3padoTaTh UM pekoMeHaanuu. Tak, B TIETHUN MEepHOA HYKHO OTPaHUYUTh (PU3NUECKYIO
aKTUBHOCTh (X0ap0a, 3aHATHUS MHCAHWEM, CIOPTUBHBIC WIPHI), HEOOXOAWMO HAXOAMUTHCS B
OXJIAXK/IEHHOM TIOMEIIEHUM, MEPEIBUTaThCs IO JOMYy B JIETKMX HOCKax, 4acto o0pabaThiBaTh
KOHEYHOCTH XOJIOJHOW BOJOW WJIM IIPUKIIAJBIBATh JIEN, @ B 3MMHEE BPEMsI HEXKEIATEIbHO IIEPErpeBaTh
CTYIHH Ype3MepHO TEI0N 00yBbI0 1 HOCKaMH. VM 1erecoo0pa3Ho MpOBOJUTH YAaCTyI0 CMEHY 00yBHU
(oOs13aTenbHO MsTKasi 00yBb), YTOOBI HE JOMYCKAaTh TPEHHsI OJHUX M TEX XK€ Y4aCTKOB KOXH. J{ist
ObICTpOM  pereHepanuy IMy3bIpM HYXXHO BCKpBHIBaThb Kak MOXXHO paHblle U 00paboTarh
pEreHepUpyIOLIMMHU IIpenapaTamMu.

OuHasi KOHCyJbTalusl manueHToB ¢ BBD compoBoxmaercs HEOOXOAMMOCTHIO JIUTEIBHOMN
TPaHCIOPTUPOBKU U3 IPYI'MX IOPOJOB M PAalOHOB PETHOHA. DTO CTPECC Ul HUX U JIONOJHUTEIBHOE
TPaBMHUPOBAHUE KOXKH, a yrpo3a UHOUIIUPOBAHHUS HOBOM KOPOHABHPYCHOM MH(EKIMel BbIBeNa hopmar
UX  JUCTaHLIHMOHHOTO  KOHCYJBTHPOBaHUA B  nIpuopuTeTHbll. IIpemocraBiieHHON  yciyrou
TEJIEMEAUIIMHCKOTO KOHCYJIBTHPOBAHUS BOCIHOJB30BAIUCH BOCEMb Jereld OonbHBIX BBED: cemb
CTpa/aloT pereccuBHOM auctpodpuueckoit popmoit BED u ogun- npocteiM reprnerudopmusiv BB
Joynunr-Meapa. JI[ByM mnammeHTaMm ¢ kajno0aMH Ha MPOTPECCHpPOBAHUE IICEBIOCUHIAKTUINN
PEKOMEHJIOBAHO OOpPaTUThCA K CIEUUAINCTAM XHUPYPrU4YeCKOro Mpoduis, BXOAAIIMX B COCTaB
meauumHckoi komuccuu Llentpa I'BY Pl «PKB/I», uro Obuio caenano B oopmate ounoro npuéma. B
TO XK€ BpeMsl IIEeCTephIM OOJBHBIM C Kallo0aMU Ha YPE3MEPHYIO CYXOCTb M 3y KOXH, XPOHUYECKHE
S3BBl HapY’>KHBIX TOKPOBOB, PAacCHpPOCTPAHEHUE THOWHMUYKOBBIX BBICHIITAHWN, MaHU(ECTALUIO HOBBIX
Oy/E3HBIX 3JIEMEHTOB Ha3HAYEeHA JUCTAHIIMOHHO CUMIITOMAaTHYECKas Tepanus. Y TPOuX U3 HUX OblIa
HEOO0XOMMOCTh B TOBTOPHOM HAONIONEHUM U KOPPEKUUH JIEYCHHs, KOTOpBIC 3aIIaHUPOBAIU U
IIPOBENU 4epe3 Hexemto. /[BoMM u3 KOTOpbIX TpeboBajlach €LIE W TPEThsl OHJIAMH- KOHCYJIbTAllMs,
ocymectBnéHHas depe3 10 nHeil. Uepe3 mecsll Mbl U3yUMJIM MHEHHUS 3THX OOJBHBIX O pe3yJibTaTax
OHJIaMH- KOHCYJIBTUPOBAHUSA: CEMEPO OLEHHUIN TakoW (opmatr JuIst ce0si KaKk MPUOPUTETHBIN, a OUH

MIPU3HAJ €r0 HENPUBBIYHBIM, HO Y10OHBIM U 3()(hEeKTUBHBIM.
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Msbl oTMeTHIIH, YTO pacrhpeneseHue naureHToB BBD mo ropomam u paifonam PecrnyOmmku
Jlarectan HepaBHOMEpHOE. BBICOK yIe/IbHBIN BEC MALMEHTOB, IPOKUBAIOIINX B ropofax: Maxaukasue —
21 (16,15+3,23%) uyenosek, Kacnuiicke — 22 (16,92+3,29%), u Kuznape — 7 (5,38+1,98%), B
Kuznspckom paitone — 33 (25,38+3,82%), XacaBropToBckoM paitone — 9 (6,9242,23%), u B
TapymoBckom paitone — 5 (3,85+1,69%). OTu aaMUHUCTPAaTUBHO-TEPPUTOPUATIbHBIE €IMHUIBI B
TMCTAaHIIMOHHOM (opmare HaxozsTcs noj natpoHaxkem Llentpa BED I'BY P «PKBJI» B pexume
«Bpay—Bpau» U «Bpauy—TaLUEHT».

B ycnoBusix PecyOnuku [larecran 6oipHbIe BBD UCTIBITHIBAIOT BO3ACHCTBHE Psiia BHEITHUX
(aKTOPOB: MOPCKUX U COTHEUHBIX BaHH, KyIIaHUS B MPECHBIX BOAOEMAX, TOPHOTO KIUMAaTa, XOJIOIHBIX
IIPUMOYEK, BaHH C TpaBamMH. MBI IpOBEIM onpoc mauueHToB BBD o BaumsiHMM 3THX mpoueayp Ha
COCTOSIHUE KOKHOTO Tporecca. biaroTBOpHO Ha KOKHBIA IMPOIECC BIUSIOT BaHHBI C KOpOil my0a,
TpaBaMM POMAIIKH, KAJICHYJIbl UM YEpelbl, a TAKXKE IMPUMOYKHM U3 OXJIAXKAEHHOIO BOJAHOIO OTBapa
3THX TPaB Ha OYaru MOPaKEHHs, C JEISHOW BOJOU, HEOOXOAMMO HCKIIOUUTH MPsIMOE BO3JCHCTBHE

COJIHEYHBIX JIy4el Ha KOXKY M IPeObIBAHUE B YCIIOBHIX BBICOKHX TEMIIEPATYP.

BbIBO/IbI

l. Manudecranus BBD Ha koxe W CIM3HCTBIX O0OJIOYKAaX y BCEX OONBHBIX B KIMMATHUYSCKHX
ycnoBusax Pecny6nuku [larectan npousoria B Bozpacte 10 5 net: 96,92+1,52% — B niepBblii 1o/ )KU3HU
u 3,08+1,52% — nozxke. K koHity pomikonsHoro nepuona y 76,62+4,82% nanuentoB ¢ nmpocteiM BBED
KIMHUYECKHE TPOSIBICHUS PETPECCUPYIOT MO0 COCTOSHUE HE MEHsSeTcs, a morpaHuyHslii Tun BBD
MIPOJEMOHCTPUPOBAT PA3BUTHUE OCIOKHEHHH M YXYIIICHHE COCTOSHHUS TSHKECTH KIMHUYECKUX
nposiBieHui y HaOmromaemoro koHTUHreHTa. Ilpm amcrpoduueckoit ¢opme BBD  ycranosineno
YBEIUYEHUE TUIOIIAN OPAKEHUSI, TSHKEIbIE OCTIOKHEHUSI OPraHOB M CUCTEM Ha BTOPOM-TPETHEM IOy
xu3HH y 87,88+5,68%, a B Bo3pacTe 3—6 net —y 69,7+8,0%.

2. Pa3paboTaHHbIi anropuT™M BepuUKAIMU OYyILIE3HOTO SMHUACPMOIIH3a MPOJAEMOHCTPHPOBAIT CBOIO
3¢ heKkTuBHOCT - TUM/CyOTHN ycranoBieH 99,23+0,77% mauuentam: 64,62+4,19% - mpocToii Tum,
6,15+2,11% — nmorpanuunslii 24,62+3,78% — muctpoduueckuit u Kunanep-cungpom — 0,77+0,77%.
3HAYUTEIBHYIO JOJI0 COCTABWIM PEAKO JWArHOCTHpyeMble (DOPMBI: MPOCTOM TeHepaTrM30BaHHBIN
Kébnepa — 14,62+3,1%, npoctoii reprietudopmusiii JJoynuar- Meapa — 9,23+2,54%, noMUHAHTHBIHA
muctpoduuecknii — 3,08+1,52%. Omnpenenena Takxke TspKecTh reHojepmaroza BEBS: manueHTs ¢
NErkoM crernenbto coctaBuiu 58,.46+4,32%, cpenneit — 16,92+3,2%, taxénoi — 8,46+2,44% u oueHb
TsoKENON — 16,15+3,23%.

3. TlaumeHTsl, CTpajaroIHe TeHEPAITU30BaHHBIM peneccuBHBIM BBD  Amnono-Cumenca, MMErOT
nuana3oH uHaekca tshxectd BEBS ot 31,5 o 82,0 u cocTaBisitoT rpynmy pucka pa3BUTHUS B IIE€PBBIN

roJl JKA3HU WHBAIUIU3UPYIOIIUX CTPYKTYPHBIX AHOMAJIMN: KOHTPAKTypbl, IICEBIOCHUHIAKTUIINH,
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HapyleHne (YHKIMHU OIMOPHO-ABUIaTeIbHOIO almapara, CHU)KEHHE OCTPOTHI 3pEHHs, CYXKECHHE
MUINEBO/A. ACCOIMMPOBAHHBIE C 3TUM (EHOTHIIOM MYTAIlMM I'€Ha PacHpOCTPAHEHBI B OJUHHAIATH
cyOsTHHUeckux paifonax Jlarecrana: AxkymmHckoMm, JlaxamaeBckom, JleBammHckoMm, KalTarckom,
KapabynaxkeHTcKoM, Kynunckowm, CeprokanmHCcKoOM, HoBommakckoM, TnspaTuHCcKOM,
XacaBioproBckoM, Illamunbckom. ®DakropoMm pucka SBIsETCs Opak MeXAy MpenCcTaBUTEISIMU
YKa3aHHBIX HOITYJISILUH.

4. KoopauHaius U B3aUMOJCHCTBHE CMEXKHBIX CIEIHAIUCTOB [[eHTpoM OyJIIE3HOTO SMHIePMOIIH3a
COTJIACHO YTBEPXKIEHHOMY «AJITOPUTMY OKa3aHUS MEAWIUHCKONW TIOMOIIM M HPOPHUIAKTHKU
OCJIOKHEHUH Yy JucrnaHcepHbIXx OonbHBIX BBD cnemmamucramu xomuccun [IBB3D» mo3Bonmino
peryisipHO  TPEAOCTaBIATh  JAMCHAHCEPHBIM  OONbHBIM  BBD  BBHICOKOKBaIM(PHUIHMPOBAHHYIO
MeauIuHCKy0 nomolnk. [lokazarens BEBS ynanocsk nmpu 3Tom cHu3uTh y 45,5+8,67% OOMBHBIX C
caMbIM TsOKENBIM aucTpopuueckuM BED n'y 33,3+8,2% coxpaHuTths Ha TOM e ypOBHE.

5. KoMOMHMpOBaHHBIII CHHXPOHHO-AaCUHXPOHHBIA  JIMCTAHIUOHHBIA (QOpMaT JUCIIAHCEPHOTO
HaOII0ACHUS MIO3BOJINT 3P PEeKTHBHO IIPEIOCTABIIATD MEAULMHCKYIO yCIyTy
BBICOKOKBAIU(UIIUPOBAHHBIX crenuainucToB lLlenTpa Oymnésnoro smuaepmonusza. B ycrioBusix
pacnpocTpaHeHus KOPOHABUPYCHON MHMEKIHH, a Takxke npoxuBaHus 68,5+4,12% 6onbpabix BBD B
OTHANEHHBIX TOpOJaxX M pailloHaX pErnoHa TEJIEKOHCYJIbTHPOBAHUE SIBISIETCS BOCTPEOOBAHHBIM U

MPUOPUTETHBIM METOJIOM ONTUMH3ALNH JIEYeOHO-IPOPHIAKTHIECKOM momoru 60nbHeIM BBD.

INPAKTUYECKHUE PEKOMEH/JIALIUHN

1. Pannee Hawamo M mporpeccupymouiee 00pa3oBaHHE ITy3bIpei, CyOBEKTHBHBIX OIIYIICHUNA W
OCJIO)KHEHUH B nocieayrolue qomkonbHbie rojapl npu IIpBbD u J/IBBD no3BosseT cBoeBpeMEHHO, yke
B IEPBBIM IO/ JKHU3HM, IOCTAaBUTh UX HA JUCHAHCEPHBIM YYET M OKa3blBaTh CIELMAIU3UPOBAHHYIO
MEIULMHCKYIO TIOMOIIb. 3aTEM B JIOIIKOJILHOM BO3pacTe, Ha OCHOBAaHUH 3a()MKCUPOBAHHBIX B IIPOIIECCe
JTMHAMUYECKOT0 HaOII0IeHUs M3MEHEHNH KIIMHUYECKON KapTHHBI 3a00JIeBaHUs, YTOUHUTD TUI U OPMY
BBD, ckoppekTHpoBaTh NpOTrHO3, CAMITOMATUYECKYIO TEPATIHIO U TPOPUIAKTUIECKUE MEPOTIPHUSTHSI.
2. TMammentsl ¢ repnetudopmusiM [IBBD Jloynunar-Meapa TpeOyroT NPUCTAIBHOTO TUHAMUYECKOTO
HaOJI0ICHNUS, CHMIITOMAaTUYECKOM TepaIuy NeAnaTpa v IepMaToBeHeposora, Tak kak y 9 (75,0+12,5%)
3 HUX (n=12) reHoaepMaro3 XapakTepU3yeTcs CPEIHUM M TKENbIM TEUEHUEM Ipolecca. B ux
Tepanuu 3()(EeKTUBHBIM SIBISETCA pPaHHEE BCKPHITHE MY3bIPs, MOCJIE Yero pa3pacTaHHe SJIEMEHTa
IIPEKPALLAETCsl, a CBOEBPEMEHHAs MeCTHas Tepanusi BeAET K DIUTENM3alMM HE3aBUCHUMO OT
TEMIIEPATYPHI OKPY>KAIOIIEH CPEIBI.

3. Manudecramms 3a6oseBanus y 00JbHBIX POCTHIM reHepanu3oBaHHbiM BBD KéOnepa orpannyena,
32 PEeIKUM HUCKJIIOYEHHEM, KOKHbIMM NokpoBaMu U y 47,37+11,5% cocTosiHue HHMKaK HE CBS3aHO C

JICTHUM TIIOBBIICHUCM TCMIICPATYpPbl, 4 B TCUYCHHUC BCCIro I1oJa OHO OIPCACIACTCA CTCIICHBIO
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0e3omacHOCTH OKpy:karwmeil cpenpl. B 1o ke Bpemst 26,32+10,1% mnamueHToB 3TOM MOATPYMIIBI
OTMEYAIOT 3yJl KOXKM B JKapKoe BpeMs roja M y HUX ke 3a(UKCHPOBAHO YBEIUYEHHUE IJIOIIATU
nopaxkeHus: koxku u BEBS, koropeie cTaOWiImM3upyroTcsi HpU HCKYCCTBEHHOM (E€CTECTBEHHOM)
OXJIAKJEHUM TEMIIEPATYPhI BO3AYyXa.

4. TenexkoHCynbTalUs Aa0OCOMIOTHO MOKa3aHa OOJBHBIM TsOKENbIMH ¢Gopmamu BBD, Tak kak ux
TPaHCIIOPTUPOBKA, CHATHE OJESXKIbl M TMOBS30K BEAET K OCIOKHEHHUIO KOXKHOIO IpoIlecca, a 3TH
IpOoIelypbl 3aHUMAIOT MHOTO BpPEMEHH NpH O4HOM mpuéme. [l pemeHus npoOieMbl KayecTBa
ACMHXPOHHO MPEAO0CTABIAEMBIX (POTOMATEPHAIIOB M 00ECTICUECHHUS PEKUMA OCBEILEHUS M TUILIMHBI IIPU
OHJIalH (popmMaTe HEOOXOIMMO BKIIOUUTh 3T TPEOOBAHMS B MHCTPYKTAXK IMALIUEHTOB.

5. BbisiBIeH BBICOKHMI yienbHbI Bec OonbHBIX BBD B ropomax: Maxaukamne — 16,15+3,23%,
Kacnwuiicke — 16,92+3,29%, u Kuznspe — 5,38+1,98%, a taxke B Kuznsapckom paitone — 25,38+3,82%,
XacaBropToBckoM — 6,9242.23% u TapymoBckom — 3,85+1,69%. [l mnOBBILIEHUsT KayecTBa
MEJIULUHCKON MOMOIIHX MAIIUEHTOB 3TUX aIMUHUCTPATUBHO-TEPPUTOPUAIIBHBIX €AMHUIL 1IeIECO00pa3HO
B JMCTAaHIIMOHHOM (opmare Bectu nof natpoHaxkem Llentpa BED I'BY P/ «PKB/l» B pexxume «Bpayu—
Bpau» M «Bpauy—TalueHT».

6. Cpenu HaceneHus, Beaylero reueanoruto u3 bornuxckoro, Jlakckoro n KazoekoBckoro paiioHoB
Jlarectana, pacnpocTpaHe€Ha MyTalus, HpOsBisAoLIascs B romos3urore norpaHudHbiM BBO. Ilepen

BCTYIUICHHEM B OpaK ypO>KEHIIaM 3THX pPallOHOB CJIelyeT PeKOMEHI0BATh KOHCYJIbTAIHIO T€HETHKA.

MEPCHEKTHUBBI JAJTbHEAIIENA PASPABOTKH TEMBI

JanbHenniee MOJEKYJISPHO-TEHETUYECKOE HCCIIENOBAHUE OJHOM M3 KPYNHBIX IOIYJIALUI
6onbHBIX BBED ¢ Bepu(puuupoBaHHBIM THIIOM M CyOTHUIIOM MO3BOJIHMT YCTAHOBUTH PaHEE HE OMHMCAHHBIC
TEHETUYECKUE MYTAallMM U MOMOJHUTh MEKIYHApOAHYyI0 0a3zy NaHHBIX — MeHaeneeBckoe Haciaenue y
yenoseka (Online Mendelian Inheritance in Man — OMIM). Ilenecoo0pa3Ho AUCTaHIIMOHHBIN Gopmar
JMHAMUYECKOTO HAOJIOJCHUS W QITOPUTM OKa3aHUS MEAWLIUHCKOW IOMOIIM aJanTHpOBaTh K

ManucHTaM ¢ XpOHUYCCKUMU ACPMATO3aMHU.
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CIIUCOK COKPAIIIEHUH U YCJIOBHBIX OBO3HAYEHUM

BBD - BpoxieHHBIH OyJUI€3HBIH SMTHASPMOIIN3

I'bY P1 «PKB/I» - 'ocynapctBeHHOE OropkeTHOE yupexaenue Pecnyonuku Jlarectan
«PecnyOnuKaHCKUN KOKHO-BEHEPOJIOTHUECKUH TUCTIAaHCEP»

JABBD — nuctpodudeckuii BpoxKIeHHBIN OyJUIe3HBIN SMTUIEPMOIIN3

KKT — sxeny104HO-KUILIEYHBIN TPAKT

NAK — uMMyHO(]ITIOOpECIIEHTHOE aHTUTC€HHOE KapTHPOBAHNE

MMH — u3genus Me JUIIMHCKOT'O Ha3HAYCHUS

[1BBD — npocToii BpoxkIEHHBIN OyJUIE3HBIN STHIEPMOIIN3

[IpBB3 — norpanuyHblii BpOXKAEHHBIN OyIIE3HBIN SMTUAEPMOIIN3

OI'bOY BO «II'MVY» — @enepanbHoe TOCYAAPCTBEHHOE OIOKETHOE 00pa30BaTEIbHOE YUPESIKICHHUE
BbICIIIETr0 00pa3oBaHus «JlarecTaHckuii rocy1apCTBEHHBIA MEIUITUTHCKIIA YHUBEPCUTET

BEBS (The Birmingham Epidermolysis Bullosa Severity score) — bBupMuHreMckuii HHAEKC TSXKECTH
OyJIJIe3HOTO AMUIEPMOITU3a

COVID-19 — xoponaBupycHas un¢exuus 2019 roga

OMIM - Online Mendelian Inheritance in Man



AHHOTALIUA
I'agzkumypanosa Kamuiia MaparoBHa
«KIMHUKO-31TH1eMHOJIOTHYECKHE 0COOEHHOCTH BPOKAEHHOT0 0Y/IJIE3HOT0 3MUAEPMOJIN3a U
OKa3aHHe MeIHIIMHCKOM MOMOIIM MAlHeHTaM»

B Pecny6nuke Jlarectan MHTEHCUBHBIN MOKa3aTeNlb BPOKIAEHHOTO OYJIE3HOTO SMUICPMOIIU3a
(BBD) campiit Beicokuii B Poccuu. OiHako B pernoHE UM HE OPraHM30BaHa MEIULIUHCKYIO TTOMOIIIb.
Llenp uccnenoBanus - pa3paboTaTh aIrOPUTMBI TUATHOCTUKU M OKa3aHUS METUIIMHCKON MOMOIIN
6onbHBIM BBD ¢ yu€TOM KIMHHKO-3MHMIEMHONIOTHYECKHX OCOOeHHOCTel B pernone /larecrana. B
nporecce paboThl KIMHUYECKH oOcienoBaHa Besl momyisius 6onbHbIX BBD Pecny6nuku [larecran,
pa3paboTaHbl MOAXOJBl K JICUCHHIO U NPO(UIAKTHKE, BHEIPEHbI TEIEMEAUIUHCKUE TEXHOJOTHH
aucnancepHoro Habmroaenus. [lo pe3ynpraraM ucciaenoBaHUs U3aH MPHUKa3 O CO3JaHUH KOMUCCHUU U3
BEIYIIMX CMEXHBIX CIHELMAIMCTOB U BHEJIPEH AITOPUTM HX B3aUMOJECHCTBUS C MIEPBUYHBIM 3BEHOM B
OYHOM U TUCTaHIMOHHOM (opmare. Hanaxena «Illkona oOydenus: matepeil» npasuiam 6€3011acHOTO
U IepMoInasiero oopasa xxu3nu nanuenTos BbD. Pekomennanuu qucnancepHoro BeJieHus OOIbHBIX
BBD, pa3zpaboranHble HA OCHOBAaHHH IOJIyYE€HHBIX PE3yJIbTATOB HCCIENIOBaHUS MpHUKa3oM MUHHCTpa
snpaBooxpaneHust PJ] Nel155-J1 M3 PJI ot 03.09.2021 roma «O0 oka3aHWM METUIIMHCKON MOMOIIH
OOJIbHBIM BPOKJIEHHBIM OYIIIE3HBIM STHIEPMOIN30M» SBISIOTCS PYKOBOJCTBOM ISl TJIAaBHBIX Bpauei
MIO/IBEIOMCTBEHHBIX MEAMIMHCKUX OpraHu3alui IpHU NPEJOCTABICHUM MEIUIMHCKOW IIOMOIIH
6o1pHBIM BBD.

KnroueBble cioBa: BpOKIAEHHBIM OyJIE3HBIA 3MUACPMOIIN3, MATOTHOMOHUYHBIE TPU3HAKH,
npoUIaKTUKa, TeJIEMEIUIINHA.

ANNOTATION

Gadzhimuradova Kamilla Maratovna
Clinical and epidemiological features of congenital epidermolysis bullosa and providing medical
care to patients

The intensive rates of congenital Epidermolysis bullosa (CEB) in the republic of Dagestan are
the highest in Russia. Albeit the patients with this diagnosis are not provided with an adequate medical
care. The aim of the research is to work out algorithms for diagnosing and providing medical care to the
CEB patients in view of the clinical and epidemiological features in the republic of Dagestan. In the
process of study the whole population of CEB patients in Dagestan is examined, corresponding treatment
and the disease prevention approaches are worked out, new telemedicine technologies of regular medical
check-ups are introduced. The research resulted with the order on establishing the commission of leading
related professionals. Moreover, an algorithm of their interaction with the primary care is implemented
both onsite and remotely. The school of Mothers’ Literacy conducting training on the rules of safe and
dermis-friendly lifestyle is established and adjusted. The recommendations for follow-up dispensary
observation of the CEB patients worked out as a result of the research provide the guidelines for chief
physicians in the subordinate healthcare centers while treating CBE patients, according to the order No
1155-L «Concerning providing medical care to the patients with congenital Epidermolysis bullosa»
issued by the Minister of Health of the Republic of Dagestan on September, 3th 2021.

Keywords: congenital Epidermolysis bullosa, pathognomonic signs, prevention, telemedicine.



