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BBojHag gyacte
Koast MKB-10/11:

MKB-10
Q81.0
Q81.1
Q81.2
Q81.8
Q81.9

MKB-11
EC30
EC31
EC32
KAO07.Y
LD27.4

DnuaepMoiin3 OyJIe3HbIN TPOCTON

Dnuaepmosin3 OyJIIe3HbIN JIETATbHBINA

Dnuaepmoiin3 OyJIe3HbIH AUCTPOPUISCKUIA

Hpyroii OyJne3Hbli dHASPMOITH3

Byiuie3nblii 3nu1epMoIin3 HEYTOUHEHHbIN
https://icd.who.int/browse/2024-01/mms/ru#1860717527

Onunepmoinu3 Oyiie3Hblid MPOCTON

Dnuaepmoiiu3 OyJIIe3HbIN JIETATbHBIN

Onunepmoinu3 Oyiie3Hblid qucTpoduueckuit

[Ipexoasmuii npuoOpPETCHHBIM HEOHATAIBHBIN OYJIIC3HBINA MHUICPMOIIN3

Juctpodust HOrTel, 00ycaoBIeHHas! OYIUIE3HBIM ITHIEPMOIH30M,
KJIaccu(pUIIMPOBaHHAS B IPYToil pyOpuke

https://icd.who.int/ct/icd11 mms/ru/release

Jlata pa3paboTku U mepecMoTpa NPOTOKoJia: Aarta pa3pabotku 2025r u jmara mepecMoTpa
npoTtokona 2028r. win MO Mepe MOSBJICHUS HOBBIX KIIOYEBBIX JOKa3aTeIbCTB. Bce mompaBku K
MPEACTABICHHBIM PEKOMEHAAIMSAM OYIyT OMyOINKOBAHBI B COOTBETCTBYIOIINX JOKYMEHTAX.

OTBeTcTBeHHOE yUpe:k/IeHHe M0 pa3padoTKe JAHHOT0 KJIMHUYECKOr0 MPOTOK0J1a U CTAHIapTAa:
Pecnybankancknii cieuaau3upoOBaHHbIH HAYYHO-IPAKTHYECKUH MeIMIUHCKHUI LEHTpP
AEPMAaTOBEHEPOJIOTHH M KOCMETOJIOTHH

B paspaﬁoTKe KIMHUYIECCKOI'O MPOTOKOJA U CTAaHAAPTA BHECIH BKJIAA:

ITo opranm3anuu npouecca 4ieHbl pado4eil rpyninbl 0 HANPABJICHUIO 1EPMaTOBEHEPOJIOTHS:

1. PaxmatoB Akpam bapatoBuu — Benymuii HayuHslid corpynauk PCHIIMIIJIBuK M3 PVY3,

AOKTOp MCAUIIMHCKHX HAYK, HpO(I)CCCOp, OTBETCTBEHHBIN 110 pCCHY6J'II/IKC 3a pa60Ty C

OOJIbHBIMU 6y.IIJ'IC3HLIM SMUICPMOJIN30OM

2. Xanmap6exoB Manamun Kapumkanosuu — Hay4sbiii cotpynauk PCHIIMII/IBuK M3 PV3

3. Meneroa JKanna CapcenOaeBHa — Bpad-/IepMaTOoJIOT, OTBETCTBEHHBIN 33 OOJBHBIX OYIIIIC3HBIM

snuaepmoinin3oM no Pecny6nuke Kapakannakucran

4, CaMaH,Z[apOB Azamar KamumoBuy — Bpa4Y-aACpMaToJior, OTBETCTBEHHBIN 3a OOJBHBIX

OyJUIE3HBIM YMUAEPMOITN30M TT0 XOPE3MCKOM 001acTh

5. CargynnaeB ®@epy3 TyxTamypamoBud — Bpad-IepMaToIor, OTBETCTBEHHBIN 3a OOJIBHBIX

Oyme3HbIM nuepMoan3oM o byxapckoit obnactu
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6. IlamypanoB baxtuep HermaroBud — Bpau-aepMaTosor, OTBETCTBEHHBIN 32 OOTBHBIX
OyJUIE3HBIM 3MUACPMOIN30M 1o HaBoitmHckol obmactu

7. PaBmanoBa /luna¢pys TaraeBHa — Bpau-AepMaToJior, OTBECTBEHHBIN 32 OOJIBHBIX OYyJIJI€3HBIM
smuaepmoin3oM 1o CamapkaHackoi obmactu

8. Xwunupo OIUMKOH — Bpad-JAepMaTOJIOT, OTBETCTBEHHBIH 32 OOJILHBIX OYJUIC3HBIM
snuaepmoiinzoM 1o CypxaHaapbHMHCKOH obmacTu

9. bepabie baxtuep TypaeBud — Bpau-1epMarTosior, OTBETCTBEHHBIN 3a O0JIBHBIX OYJUIE3HBIM
snuaepmonn3oM o Kamkagapsuackoit obmactu

10. AzumoB Coxub Anum>kaHOBHY — Bpay-JepMaTOJIOr, OTBETCTBEHHBIH 32 OOJNBHBIX OYIIJIE3HBIM
AMUIEPMOIIN30M 110 J)ku3aKkckol 00nacTH.

11. TammynaroB HonpipGek IxxypabaeBud — Bpau-1epMaTosIor, OTBETCTBEHHBIN 32 OOIBHBIX
Oye3HbIM 1uAepMo30oM 1o ChIpJapbUHCKON 00JIaCTH

12. Maxwmynos lllep3on XacaHOBHY — Bpad-IepMaTOIOT, OTBETCTBEHHBIH 32 OOJBHBIX OYIIIE3HBIM
SMUIEPMOJIN30M 110 TalIKeHTCKOM obaacTu

13. CanoxuraunoB AuBap KaOynoBuu — Bpay-1epMaTosior, OTBETCTBEHHBIH 32 OOIbHBIX
OyJIJIe3HBIM MUEPMOIU30M 10 AHAMKAHCKON 00J1acTH

14. JlxxypaeBa PaBmanoii Tamkumup3aeBHa — Bpad-AepMaTOiIOr, OTBETCTBEHHBIN 32 OOIBHBIX
OyJUIE3HBIM MUAEPMOIN30M 1o Hamanranckoit obmactu

15. Axpapos AGpop AKpaMOBHY — Bpay-1€pMaTOJIOT, OTBETCTBEHHBIN 3a OOJIbHBIX OYyJUIE3HBIM
snuaepmoiin3oM o depranckoit odbmactu

16. MymnosxanoBa ['ynecapa AGaynakaHOBHA — Bpad-AepMaTOJIOT, OTBETCTBEHHBIN 32 OOJIBLHBIX
OyJUIe3HBIM MUIEPMOIN30M 110 T. TalKeHTy

17. T'apypoBa I'ynbrHo3a TenbmanoBHa — qupektop NNT «KATTAJIAK BOJIAJIAP»

18. AiixomxaeBa My6opak — Bpau-guerosior, PCHIIMLI Ilennatpuun M3 PY3

19. PaxumoBa [unadpy3 AnmnmxanoBHa — Bpau-nenuatp, PCHIIMI [lennatpuun M3 PY3

20. AnypaxmanoBa @atuma PukcubaeBna — Bpau-neonarosor, PCHIIMII [lexnatpun M3 PVY3

21. Banues Canxkap DpraiieBud — Bpau-OHKOJIOT, TOPOICKON OHKOJIOTHYECKUH TUCIIaHcep
(merckoe oTaeneHue)

22. [lax AHTOHMHA ANMKOBHA — Bpa4y-TeHETHK, PecrmyOnmkaHckuii ieHTp « CKpUHUHT MaTepy U

pebeHKa»

PykoBoauTenb padoyeil rpynibi:

- [lupektop PecryOauKkaHCKOTO CIIEIHaTH3UPOBAHHOTO HAYYHO-TIPAKTHYECKOTO MEIUITUHCKOTO IIEHTPa
JIEPMATOBEHEPOJIOTUU M KOCMETOJIOTHH MUHHUCTEpCTBA 3/paBooxpaneHus PecrnyOsuku Y30ekucran
(PCHIIMIIZIBuK M3 PVY3), nokTop MeIUIIMHCKUX HayK, ipodeccop Cadupos VY.10.
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OTBeTCTBEeHHBI UCIOJHUTEIb:

PaxmartoB Akpam bapaToBuy — KoOpAMHATOpP BCEW pabOTHI MO BBISBICHHIO, IUATHOCTUKE, JICUEHUIO U
poGUIAKTUKN OOJBHBIX ¢ OYJUIE3HBIM 3MUAEPMOIM30M, IPOKUBAIOIIUX HA TeppuTopun PecnyOmnuku
V36ekucran

Penien3eHTnl:

Mypamkun H.H. — 3aBegyroniuii oTaeIeHUEeM JIEpMATOJIOTMU € TPYIIon jJazepHoil xupyprun OI'AY
«HanuoHaJIbHBIM MEAUMIMHCKUAN HCCIIEIOBATEILCKUI IIEHTP 310pOBbsA JeTei» MunszapaBa Poccun,
JIOKTOP MEMIIMHCKUX HAYK, Tpodeccop;

Apudos CannkaceiM CaniazuMoBHY — 3aBeIyIOIIUH Kadeapoil JepMaTOBEHEPOIOTHH M KOCMETOIOTHH
TamkeHTCKOro HHCTUTYTa yCOBEPIIEHCTBOBAHMSI Bpauel, JOKTOp MEINLMHCKUX HayK, Ipodeccop

Hacrosimuii HanmoHanbHBIM KIMHUYECKUNA MPOTOKOJ M CTaHIAPT pa3paboTaHbl MO PYKOBOICTBOM
3aMECTUTENs MHHHUCTpa 3JpaBBOXpaHeHHsi bacurxanoBoit O.U, HauajgpbHuUKa yIHpaBieHUs
MEAUIMHCKOro crpaxoBaHusi AnmapaonoBa K., HaganpHuka oraena pa3paOOTKU U BHEAPEHUs
KJIIMHUYECKUX MPOTOKOJIOB M craHpaproB Hypumosoin IIILP., a Taxxke ¢ OpraHM3allMOHHOM U
MPAaKTUYECKOW MMOMOIIBIO TJIaBHOTO crienuanucra otaena Jxymaesoit I.'T. u Bexyuiero cnenuanucra
otznena PaxumoBoit H.D.

Jlata u HOMep BBINUCKH U3 MPOTOKOJIA o0cysxaenns: Beimucka n3 mporokona Ne 11 or 25.12.2024
roga Yuénoro cosera PCHIIMI|/IBuK M3 PVY3

IToab30BaTen NMPpOTOKOJIA:

Bpauu nepmaronory;

Bpauu obuieit npakTuky;

Bpauu neguatpsr,

Bpauu Heonaronory;

Bpauu nabopanTsl;

Opranu3zaTopsl 31paBOOXpaHEHUS;

Knunnyeckue gpapmakonory;

CTyneHThl, KIIMHUYECKUE OpINHATOPBI, MAarMCTPAHThI, ACTIUPAHTHI, IIPENO01aBaTENN
MEJIUILIMHCKUX BY30B;

9. TlanmeHTHI ¢ JAaHHOW MATOJIOTHEH, WICHBI KX CEMEH U JIMIIA, OCYIICCTBIISIONTNE YXO/I.

NN E

KaTeropml NalueHTOB: O6CJ'ICIIOB8.HI/IIO nouIci)Katr A€Tu ¢ MOMCHTA POKACHUSA U 10 MOCIICAHUX JHeH
X XHU3HMU.

Ikana ypoBHS 10Ka3aTEJbHOCTH, HA OCHOBE J10KA3aTeJbHOI MeIUIMHBI.
IIkajia oneHKH YPOBHEH 10CTOBEPHOCTH A0KA3ATENbCTB /Il METOA0B IHATHOCTHKHU
(IMarHOCTHYECKMX BMEIATE/IbCTB)

YA Pacungposka
Cuctematnueckue 0030pbl HCCIEAOBAHUI C KOHTpPOJIEeM pedepeHCHBIM METOJO0M MU
1 CHCTEeMaTHYeCKHi  0030p  PaHJAOMM3HMPOBAHHBIX  KJIMHUYECKHX  HCCIICAOBAHUH  C
pPUMEHEHHEM MeTa-aHan3a




OTnenbHBIE HCCIENOBAHUS C KOHTPOJEM pepEepeHCHBIM METOAO0M WM OTICNIbHBIC
paH/IOMU3UPOBAHHBIE  KIMHUYECKUE UCCIEIOBaHMS M  CHCTEMaTH4YecKue 0030pbl

2 UCCIIEIOBAaHUM JI000T0 JAM3aiiHa, 3a HMCKIIOYCHUEM PaHJAOMHU3UPOBAHHBIX KIMHHUYECKHX
UCCJICIOBAHM, C IPUMEHEHUEM METa-aHaIN3a
HccnenoBanust 0e3 IOCIIEAOBATENBHOIO KOHTPOIS pPe(EepeHCHBIM METOIOM WU

3 UcclieIoBaHus ¢ peepeHCHBIM METOIOM, HE SIBJISIFOIMMCS HE3aBUCUMBIM OT MCCIIEyEMOTO
METOJIa WM HEPAaHAOMU3HPOBAHHBIE CPABHUTEJbHBIE MCCIEAOBAaHUSA, B TOM YHCIE
KOTOPTHBIE UCCIIEIOBAHNUS

4 HecpaBHuTenpHbIe HCCIIEI0BAHNS], ONMCAHUE KIIMHUYECKOTO CiIydast

5 Hwmeercs uibp 000CHOBAaHHE MEXaHU3Ma JICHCTBUS WM MHEHHE SKCIIEPTOB

IIkaia oneHKH YPOBHEH J0CTOBEPHOCTH 10KA3aTeIbCTB I NPOQUIAKTHYECKHX, Je4eOHbIX,

peaﬁI/IJ'II/ITaIII/IOHHbIX BMEIIaTECJIbCTB

Y Pacuundgposka

1 Cucrematnueckuii 0030p PKU ¢ npuMeHeHneM MeTa-aHainsa

2 Otnensupie PKM u  cucremartnyeckue o0030pbl HCClEOBaHMM Jr000ro 1u3aiiHa, 3a
nckioyenrneM PKH, ¢ npuMeHeHneM MeTa-aHanusa

3 HepanioMu3upoBaHHbIE CPaBHUTENIbHBIE UCCIIEI0BAHUS, B T.4. KOTOPTHBIE UCCIIEIOBAHMS

4 HecpaBHuTenpHble UCCIIENOBAHMs, ONMCAHUE KIMHMYECKOTO Clydyas WM CEpUU CIIydacs,
HCCIIEIOBAHMS «CIy4Yaii-KOHTPOJIbY

5 Nmeercs nuiibp 0OOCHOBaHME MeXaHM3Ma JEWCTBUS BMELIATENbCTBA (JOKIMHUYECKHE

I/ICCJ'IGJIOBaHI/Iﬂ) HJIM MHCHHEC SKCIICPTOB

IIxaja oueHKH ypoBHel y0eqUTeIbHOCTH PeKOMEeHAAIUI 1J151 TPOPUIAKTHYECKUX,

JAUATHOCTHYECCKHUX, J'le"leﬁﬂblx, peaﬁn.mnaunonﬂblx BMeEHIATCJIbCTB

Yyp

PacmugpoBka

CunbHas pexoMmeHJauus (Bce paccMaTpuBaeMble KpuTepuu 3((HEKTUBHOCTH (MCXOJIBI)
SABJIIIOTCA BaXXHBIMH, BCC HCCICAOBAHHUA HMCIOT BBICOKOC MM YAOBJICTBOPUTCIHLHOC
METOJIOJIOTUYECKOE KAYeCTBO, HMX BBIBOJABI II0 HHTEPECYIOUIMM HCXOJaM  SBIISIOTCS
COTJIACOBAaHHBIMH )

VYcnoBHas pekoMeHAanus (He Bce paccMaTpuBaeMble KpUTepuH 3(pPeKTUBHOCTH (MCXOJIbI)
ABJIIIOTCA BAXXHBIMH, HC BCC HCCIICAOBAHUA HMMCIOT BBICOKOC HJIM YIAOBJICTBOPHUTCIBHOC
METOA0JIOIMYECKOe KaueCTBO M/MIIM UX BBIBOJBI 110 MHTEPECYIOLIUM HCXO0JIaM HE SIBIISIOTCS
COTJIACOBAaHHBIMH)

Cnabass pexomeHmamusi (OTCYTCTBHE JIOKAa3aTEIbCTB HAJJICKAIEro KadecTBa (Bce
paccmaTtpuBaeMble KpUTEPUH SPQPEKTUBHOCTH (MCXOIbI) SBISIOTCS HEBaXXHBIMHU, BCE
UCCIIEIOBAaHMSI MMEIOT HU3KOE METOA0JIOIMYECKOe KaYeCTBO U UX BBIBOJIBI 10 HHTEPECYIOIIUM
MCXOJIaM HE SIBJISIFOTCS COTJIaCOBaHHBIMM)
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Cnmcok cokpaieHuii:

MKBb MesxayHapoaHas Kiaccupukaiys 00jae3He

BBED BPOJKJICHHBIN OYJUIC3HBIN SITHIEPMOIIH3

116D POCTO OYJUIC3HBIN AMHICPMOIH3

ITorpb2 MOTPAHUYHBIN OYJUIe3HBIA SMTUECPMOJIN3

JABD JUCTPOPUIECKU OYJIIIC3HBIN MHICPMOITH3

JBD JIOMUHAHTHBINA AUCTPOGUUECKUH OyIUIe3HBIN SMUACPMOIIN3
PJIBD PEIECCUBHBIN AUCTPODHUSCKUI OYIUIC3HBIN MU ISPMOJIN3
nPU® HEenpsiMasi peakiis UMMYHODITI0OPECIISHITUT

KKT JKEITYJOYHO-KUIIIEYHBIN TPaKT

OcCHOBHAA YACTh.

BBenenne

Bpoxxaennsiii Oyiie3Hbli SMUACPMONIH3 — (EHOTHIIMYECKH W TEHETHYECKH T'€TepPOreHHAs
rpymnmna reHoacpmMaro3oB, OCHOBHBIM KIMHUYCCKHUM IIPOABJICHHUEM KOTOPBIX SABJIAIOTCA I1Y3BIPH,
BO3HHKAIOIINE TIOCIIE HE3HAYUTEILHOIO MEXaHUIECKOTO BO3IEHCTBHS Ha KOXKE M CIIM3HUCTHIX 000J09YKax
BCJIEJICTBHE T€HETUYECKH OOYCIIOBICHHBIX NE(PEKTOB CTPYKTYPHBIX OEIKOB KOXKH, 00ECTIeUMBAIOIINX
HHTPa’UIepMaIbHBIE WK JepMarodnuaepMaibabie cBsi3u [1-6]. B GosbIIMHCTBE CiIydaeB IepBbie
NPU3HAKU BPOKIEHHOTO OYJUIE3HOTO SIUAEPMOIIN3a MOABIIAIOTCS YIKE C POXKICHHUS, U TAKHE TTal[MEHThI
TpeOyIoT 0c0o00ro Mmoaxoaa K OOCIENOBAHMIO, JICYCHHIO, YXOAy MW COIHMAIbHOM ajanTaiud K
okpyxatorieit cpene [7,8].

OCco0EHHOCTH KJIMHUYECKOTO TEUEHHUs IMATOJOTUYECKOTO KOKHOTO MPOIECCa B COUYETAHUU C
COBPEMEHHBIMHA METOHAMH nabopaTopHOI u TEHETUYECKOMN JAHK-nnarnoctuku
(MMMYHO(UIFOOPECIIEHTHOE, ~ aHTHUT€HHOE  KapTUpOBaHWE,  TPAHCMHUCCHOHHAS  DJEKTPOHHAs
MUKPOCKOIIHSI, TIPSIMOE aBTOMATHUUECKOE CEKBEHUPOBAHUE, TUCTOJIOTMYECKOE UCCIIe0BaHNE OnomnTaTa
KOXKM) TIO3BOJISIET TOYHO oOmnpenenuTh TN W mnonatunsl BBD. B Hacrosmee Bpems mnpoBeneHue
MOJICKYJISIPHOM TMarHOCTUKH BO3MOKHO IpH Jt00oM noATune BBD u siBnseTcs He00X0AUMBIM METOJIOM
MpeHaTaATBbHOM AMArHOCTUKH. I cpemHeTskenoro u Tsokenoro TeueHuss BbD xapakTepHo Hamnume
MHO>ECTBEHHBIX OCJIOKHEHHH M COIYTCTBYIOIIMX 3a00JICBaHUM, NPUBOMAAIIMX K HAPYIICHHIO
KU3ZHENCSITCIIbHOCTH W YXYIIICHWH KauecTBa J>KU3HU TanueHta. OTCyTCTBHE HEOOXOIUMOTO
KOMILUIEKCHOTO OOCJIEIOBaHHS BpavyaMH CICIHATHCTAMH CMEXHBIX Tpodeccrii u CBOCBPEMEHHOTO
JICUEHHs KOJKHBIX M BHEKOXKHBIX mopakeHui BB mpuBoaut k nHBanuau3amnuu namuenra. [9,10,11] K
COXKAJICHHUIO, HAa CETOAHSIIHUN JeHb NaHHOE 3a00JIeBaHME OCTACTCS PEIKHUM U HEU3IEYUMBIM, a
MOTPEOHOCTh MAlMEHTOB B  OOECTIEUEHUH  CIEHUATM3UPOBAHHOM MEIUIMHCKONH IMOMOIIBIO,
JIEKApPCTBEHHBIMU  CPEICTBAMHU, IMEPEBA30UYHBIMU MaTepuajlaMd U U3JAETUSIMH  MEIUIIMHCKOTO
Ha3HA4YEeHUS OCTAETCA MOKU3HEHHOM.

Takum 00pazom, HEOOXOIMMO CO3/IaHHE HAIMOHAIBHOTO MPOTOKOJA MO padoTe ¢ OOJbHBIMU
BBD ¢ yuerom pernoHalbHBIX OCOOEHHOCTEH, KITMMAaTHUECKUX YCIOBUN M IPYTHX BaXKHBIX COLIMATIBHO-
MPaBOBBIX (PAKTOPOB, KOTOPBIE MOTYT BIMSATH HAa CHCTEMY OKa3aHHs MEIMIIMHCKOW MOMOIIN JTaHHBIM
nanueHTam.[8] Heo6xomumo yka3zate, uto Ykaszom [Ipesunenra PecyOnuku V30ekucran 3a Ned440 ot
7 centsiOpst 2019r. BposkIeHHBIN OyIIE3HBIN AMUIEPMOIIN3 BKIIOYEH B CIUCOK OpdaHHBIX 3a00J1€BaHUN
(MyKOBHUCITUI03, TajacceMusi, TeMO(WIHs, IOBCHWIBHBIA apTPHUT), 4TO TpeOyeT BCECTOPOHHETO



HU3YYCHUA JAHHOI'O BOMPOCAa U OpraHu3alivuv MYJIbTUAUCHUIITIMHAPHOTO NOAX0/Ja K BECACHUTIO OOJIBHBIX
6y.HJIe3HBIM SIUACPMOJIN30M.

Onpenesienue u 3200/1€eBa€MOCTh

Bpoxaennspltii 0ysiesnbiii snuaepmosiu3 (Bb3J) — 510 rpynmna reHeTH4ecKd U KIMHUYECKH
reTeporeHHbIX 3a00JeBaHUM, XapaKTepU3YIOIUXcsd 00pa3oBaHUEM Iy3bIped M SpOo3uil Ha KOXKE U
CIIM3UCTBIX 000J0YKaX B pe3yJibTaTe MACHIINX MEXaHUYECKUX BO3JIEHCTBUH, THOO CIOHTAHHO.

PazButne BpoxaeHHoro OymesHoro snuaepmonu3a (BBD) o0ycinoBneHoO MyTanusMud T'€HOB,
KOJUPYIOUINX CTPYKTYpHBIC OCIKH KOXH, KOTOphIE O00ECHEYHMBAIOT CBSI3b MEXKIY SIUIACPMUCOM U
nepmoit. K HactosimemMy BpeMeHH B 15 reHax CTPYKTYpHBIX OelKOB KOXH BbIsiBIeHO Oosiee 1000
MyTalHid, CHOCOOHBIX MPUBOJUTH K PA3BUTHIO PANIMYHBIX KIMHUYECKUX THIIOB BPOKICHHOTO
Oymnesnoro smmaepmonusa . [1-6,11,12]. C MyrtanusMu CBsi3aHbl HAPYIICHHS CHHTE3a OCJIKOB:
OTCYTCTBHE Oenka, CHHTEe3 (PYHKIIMOHAIBHO HEMOJHOIICHHOTO Oelika, CHHTe3 Oelka ¢ HapyIICHUSIMU
CTPYKTYPHbI, 00JIETHAIONIMMHE JOCTYI K O€JNKYy MpOTea3, 4TO MPUBOJUT K €r0 OBICTPOMY pa3pyIICHUIO.
benkamu, ¢ KOTOpBIMH CBSI3aHO pa3BHUTHE 3a00JICBaHUS, SBIIIOTCS KEPATUHBI 5 U 14, 1eCMOIUIAKWH,
iakopwimH- 1, iektuH, mamMmuauH 332, komwtaredsl VI u XVII tunos, kuaummH. ITH OEIKU UMEIOT
PaA3TMYHYIO JIOKATH3AIUIO B KOXKE: B KEPATUHOIMTAX JIOKATH3YIOTCSI KEpATHHBI S U 14, BHYTPH CBETIION
wiactuakd (lamina lucida) 6a3ansHoit MeMOpaHbl — MHTETpHH, JaMuHKUH 332, koyutared XV I tuna, mox
TeMHO# mactiHkoi (lamina densa) 6azanbHoii MemOpaHbl — KosutareH VI Tuma, Ha pa3HbIX YPOBHSIX
AMUIEPMUCA — KUHJIJIVH.

B OonpmmHCTBE CTpaH MHpa OTMEYaeTcs MpeoOsaJaHue B CTPYKType 3a00jieBaHUs MPOCTOTO
BPOXKJICHHOTO OYJUIE3HOTO DJIHUJEpPMOJIM3a, B pAle CTpaH — JAUCTPOPUUECKOro OyJUIe3HOTO
SMHUIEPMOIIN3a; PEXKE TUATHOCTUPYETCS TOTPAaHUYHBINA TUN 3a0ojeBaHus. [ eHIepHbIe pa3nudus I
BPOXJIEHHOTO OyJIJIE3HOTO SIMHUJepMOJI3a HexapakTepHbl. Cpemu 3aperucTpupoBaHHBIX OOJIBHBIX
npeodIalaloT HECOBEPIICHHOJETHHE, YTO OOYCJIOBJICHO CMEPTHOCTHIO 00NbHBIX BBD ¢ Tsmkensim
TEYEHUEM JI0 JIOCTIIKEHHSI COBEPIICHHOJIETHSI M OTCYTCTBHEM OOpamaeMocTH 3a MEIUIIMHCKON
MOMOIIBIO COBEPUICHHOJIETHUX OOJIBHBIX € JISTKMM Te4eHUeM 3a0oneBanus. [11].

Crar. naunblie no PY3
TepMuHbI U onpeeIeHNs :

Bpoxnennblii 0yJ1e3Hbli 3MHAePMOIN3 — (PEHOTUIINYECKH U TeHETUYECKU TeTeporeHHas Ipyrmia
IeHOJIEPMAaTO30B, OCHOBHBIM IPOSBIEHUEM KOTOPBIX SBJSIOTCS Iy3bIpHU, BO3HHUKAIOLIUE IOCIIE
HE3HAYUTEIILHOTO MEXAaHMYECKOTO BO3CHCTBUS Ha KOXKE M CIM3HCTBIX 000JIOYKAaxX BCIEACTBUE
TEeHETUYECKH OOYCIOBIEHHBIX Je(PEKTOB CTPYKTYPHBIX OEJIKOB KOXH, 00ecleynBaIoLInX
MHTPAJIEPMAIIbHBIE U IEPMOAINAEPMAIILHBIE CBSI3H.

Lamina densa — ynbTpacTpyKTYpHBIH KOMIIOHEHT 0a3albHOH MeMOpaHbl, MPOIYLUPYEMBII
0a3aJIbHBIMU KEPATOHOLIMTAMU M COCTOS3ZIINI TpeuMyIiecTBeHHo u3 koyareHa IV u VII tunos.

Lamina lucida — ynsTpacTpyKTypHBIN KOMIIOHEHT 0a3albHONW MEMOPaHBI, PACOIATAIOIUIAC MEXKTY
lamina densa u HaIe)amUMu 0a3aTbHBIMH KEPATOHOIUTAMHU.

JecMmoniakuH — 6€JI0K TOJIYAECMOCOM, 00ECIIEUYHNBAIOIIHI CBSI3h MEKIY TECMOCOMAIBHON OJISIIIKON 1
KepaTHHOBBIMU (PUITAMEHTAMHU.

HNuTerpun a6p4 — crpykrypHbIii 6€10K, y4acTBYIOIINN B 00pa30BaHUU MOTYAECMOCOM.

Kepatun S u 14 — 6enok u rpynibl kpeatuHoB || Tuna, popMupyrommii mpoMeKyToUHbIE (PUITaMEHTBI.
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KuHIJMH — CTPYKTYpPHBI 0€I0K, SKCIIPECCUPYIOIIUICS B 30HE (DOKAIBHOW aare3u, B IUTOIIA3ME U
Ape KEpaTMHOLUTOB M Y4YacTBYIOUIMH B Mpolieccax MUIpaluM, Opoaudepauuu U aare3uu
KEPaTUHOLUTOB.

Koanaren VIl TMnma — cTpykTypHBIH OEOK KOXKH, SBISIOMIMNACS OCHOBHBIM KOMIIOHEHTOM SIKOPHBIX
(GbuOpWILT ¥ NPUHUMAOLIUH ydacTHe B aAre3ur KepaTOHOLUTOB K Oa3abHON MeMOpaHe.

Koanaren XVII tuna — ctpykTypHbIil 0enok ¢ MoJiekyisipHoit maccoit 180k/la, KOTOpbIil OTHOCUTCS K
MoJIceMENCTBY HEPUOPUIUIAPHBIX TPAHCMEMOPAHHBIX KOJIJIAr€HOB, SIBISIETCS. KOMIIOHEHTOM
MOJTyIECCMOCOM M y4YacCTBYET B aJre3Wd KEPATHHOIUTOB K TOJyIekalield 0a3anpbHOW MeMOpaHe B
MHOTOCJIOITHOM, TICEBJOMHOTOCIIOHOM U TIEPEXOTHOM SIUTEIINH.

JlamunuH 332 — CTPYKTYpHBIA O€JIOK, COSOUHSIONMIMA MEXAy co00i Oa3aibHbIC KEpPaTHHOIUTHI
AMUACPMHUCA U JIEPMY IOCPEICTBOM CHEHH(PUISCKOTO B3aMMOJCHCTBHS C HHTETPHHOM a6f4 B
o0ractu nosryaecMocoM U kosutareHom VI Tuma co cTopoHBI JE€pMBI.

Inakogpunaun-1 — 6enok, yyacTByrouuii B o0ecreueHnu cTabuIbHOCTH I€CMOCOMaIbHON TIIACTUHKH.

IliieKTHH — CTPYKTYPHBIN OEJIOK MOy IECMOCOM, CBSI3BIBAIOLIHI IPOMEKYTOUHBIC (priaMeHThI. [3,4]

Knaccupuxauus
CornacHo pexomeHganusM Tperbero MEXIYHApOAHOTO COTJACUTEIBHOTO COBEIIAHHS 10
JTUAarHOCTHKE W Kiaccupukamuu OyiuiesHoro smuaepmonusa (2008r.) m ux mepecmorpy B 2014r.,
paznuyaioT 4 OCHOBHBIX M 6 CyOTHIIOB BPOXACHHOTO OYJIJIE3HOTO 3SMUACPMONIHN3a, O00BEAMHEHHBIX
OJIHUM OOIIMM MPU3HAKOM — MEXAaHUYECKOU CIa00CThIO WIIM XPYHKOCTHIO SMUTEIHAIBHBIX CTPYKTYP
ko [9.10]. BHyTpu OCHOBHBIX CYOTHITOB BbIIENeHO 0KOIIO 30 KinHH4YecKux (Gopm 3adoneBanus. [11]

Knaccupuxanus 0ysie3noro smuaepmoJinsa : [2,7,13]

OcHoBHoit Tun b9 OcHoBHbIe noaTUNBI B Benakun-mueHu
CynpaGasanbHbii 15 1aKoQuInH-1; TECMOIIIaKTHH;
HpOCTOﬁ B2 (HES) BO3MOJXHO APYTUe
bazanensiii [169 a6B4-uHTErpHH
[Tob3, noarun Xepnurua JaMuHUH-332 (TaMUHUH-5)

[Torpannynsiii B3 (CBD) maMuHHUH-332; komared X VII

[TobD, npyrue THNa; A6P4-HHTErpUH

Tucrpoduueckuii B JIOMUHaHTHBIN JIBD kosutared VII tuna
(AB3) peueccuBHbii JIBD koytareH VII tuma
Cunapom Kunnanepa — KUHJIAH-1

MMoarunsl npocroro Tuna b9

JIETATBHBIA aKaHTONUTHUEeCKHiT b JIECMOILJIaKuH
Cympab6a3zanshsrii [1BD OTCYTCTBHE IIaKO(PHITMHA makouimH-1

noBepxHocTHBIN [16D ?
bazanphsiii [16D I1b9, nokann30BaHHbIN KepaTHuH 5; kepaTtuH 14
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[Morpanuunserit b2, moaTun
Xepnutia

[Torpannunsiit b9, npyrue

JIoMUHAHTHBII
Huctpodpuueckuit bO

PeneccuBHbIM
Huctpoduueckuii b2

I163, noarun oynuHra-Meapsl
[1B2, npyroii reHepaqu30BaHHbBII
I1B3 ¢ naTHHUCTON NUrMEHTaIueR
I1B3 ¢ mbimeunoi nuctpodueit
I1bD ¢ nunopuyeckoi arpesuen
[1B3, ayrocoMHO-perecCUBHbBIN
I1b3, Orna

[1B2, murpupyrommi
KOJIbIICBUTHBIN

oaTunsl norpannunoro b2

[TobD2, ne-Xepnutia,
reHepaIn30BaHHbII

[Tob3, ne-Xepnuria,
JIOKAJIM30BaHHBIN

[Tob3 ¢ nunopuueckoit arpezueit
ITob3, nunBepcHbIi
[Tob3 ¢ no3aHuM Havasom

cunapom JIOK (;1apuHro-onuxo-
KyTaHHBIA CUHJIPOM)

HoaTunsl nucrpopuyeckoro bI

JbD, renepann3oBaHHbII
JJB3, nepudepuuecknii
B2, npeTnbuanbHbIi
J1bD, npypUrnHO3HbIN

JJIB3, c nopax€HUueM TOIBKO
HOT'TEU

JJIbD, Oynne3Hblid JepMOIIU3
HOBOPOXKJICHHBIX

PJIBD, Tspxenblii
reHepaIn30BaHHbBIN

P/1bD, renepannu3oBaHHbIN APYToii

P/1bD, nuBepcHslit

12

KEpaTuH 5
KepaTuH 5
KepaTuH 5
IUIEKTUH
IUIEKTHH; 0.634-UHTETpHH
KkepaTul 14

IIJICKTHUH

KepaTuH 5

JIJaMUHUH-332

JaMuHHUH-332, komnared X VII

THIIA
kotared X VII tuma

a6p4-uHTETpUH
JTaMUHHUH-332

?

JIJAaMUHUH-332 o-1IEM0YKa

kosutared VII tuma

kosutared VII tuma



2. JluarHocTuka 0yJ1J1e3HOr0 YMUAEePMOoJIn3a
https://emedicine.medscape.com/article/909549-overview

https://www.aad.org/public/diseases/a-z/epidermolysis-bullosa-treatment

Juarnoctuka BBD ocymecTBisercs Ha OCHOBaHWY KIIMHMYECKHUX MPOSIBJICHUH 3a00JIeBaHUs,
TUCTOJIOTHYECKUX, IMMYHOTHCTOXUMHUYECKUX, U MOJIEKYJIIPHO-TEHETUYECKUX UCCIICIOBAHHM,
MO3BOJISIONINX YCTAaHOBUTH THN BB, ero kiimHu4Yeckue BapuaHThl M IPOTrHO3UPOBATh JaJIbHEHIIIee
TEYEHUE TeHOJIepMaTo3a.

OCHOBHBIM KJIMHUYECKUM MPU3HAKOM JIF000H popmbl BBD siBisiercst mosiBieHne my3bIpeit mpu
HE3HAYUTEIIbHOM MeXaHu4ecKo TpaBMe. i1 Bcex moATuoB npoctoro b3 xapakTepHbl
I10JIyIIAPOBUIHBIE, HAIIPSKEHHBIE, IEJIMKOM 3allOJIHEHHBIE JKUKOCTBIO ITy3bIPH, BOZHUKAIOIINE Yalle
B MecTax TPEeHUs M TpaBMatu3auuu. [Ipy norpaHMuHBIX U AUCTPOPUUECKUX MTOATUIAX ITy3bIpH BsUIBIE,
CO CKJIaZYaTOM, CBUCAIOLIEH 110 BECOM >KMJIKOCTH IMOKPBIIIKOH, JIEFTKO BCKPBIBAIOLIUECS,
o0pasyrolyecs: He TOJIbKO B MECTax TPABMUPOBAHUS, HO M B MECTaX PaCTKEHUS KOXKHU
(moaMBIIIEUHBIE U NTaX0BbIe CKJIAIKH, 11es). MHOXecTBEeHHbIE, ¢ O0JIBLION MIIONIA/IbI0 TOPAKEHUS
IIy3BIPH U 3PO3UU MOTYT HAOII01aThCs MIPH JHOOBIX MOATHUIIAX 3a00JI€BaHUs, €IMHUYHBIE —
IIPEUMYIIECTBEHHO IIPU NPOCTHIX NoATUIIaX. OOpa3oBaHne MUIMYMOB Ha KOKE MPHUCYIIE JTI000My
nonatuny BB, nurmMeHTHBIE HEBYChI XapaKTepHBI AJIs1 PELECCUBHBIX AUCTPOPUUECKUX NOATHIIOB. [Ipu
BCEX MOTPAaHUYHBIX M JUCTPO(YUUECKUX MOATUIIAX HAOII0AAaeTCsl [UINTEIBHOE 3aKUBJICHUE SPO3UH.

[Ipyu TsKenIOM TreHepald30BaHHOM IPOCTOM  OyJIE3HOM SIUAEPMONIM3E  00paszyroTCs
MHO>KE€CTBEHHBIE My3bIpu. [lepBble My3bIpH BO3HUKAIOT, KaK MMPaBUJIO, HA CTOMAX, pekKe — Ha JIPYTUX
OTJIeIaxX KOHEUYHOCTEH, 111ee, CIIMHE, ATOIUIaX.

[Tpu 1oKaIN30BaHHOM IIPOCTOM OYJUIE3HOM SIHIEPMOJIN3E MIEPBBIE ITy3bIPH JTOKATU3YIOTCS, KaK
MIpaBWJIO, HA CTOIAX, YTO CBA3AHO C HaYaJjIoOM XOAbObl. B nanpHeliiieM my3blpu NOSBISAIOTCS HA KUCTSX,
ux o0pa3oBaHUE BCErja acCOLMUPOBAHO C TPAaBMUPOBAHUEM. DMUTENM3AIMS MTy3bIpEd MPOUCXOIUT C
o0pa3oBaHNEM MUIIMYMOB.

IIpu mpocrom reprneTudopMHON OyJJIE3HOM SMUJEPMOIHN3E MOSABISAIOTCS MHOKECTBEHHBIE
Iy3bIpH HAa KOXK€ M CIM3HCTON 000JOYKE MOJOCTH pPTa C CaMOro POXKACHMSI WIM B T€UEHHE NEpBOMN
HEZeNu KU3HM M HE MMEIOT OTYETIIMBOW CBS3M C TpaBMUpOBaHHEM. CKJIOHHOCTh K TIPYHIHPOBKE
(reprieTrpOpMHOCTE) ¥ BTOPUYHASI MUTMEHTAIMs HaOI0qat0Tes ¢ 3-6 MecsyHOoro Bo3pacrta 00JIbHOTO.
Taxxke y 00JIbHBIX HAa0JIIO1al0TCS HEKOXKHBIE MTPOSBIICHUS 3a00JI€BaHN: 3alI0Pbl, AaHAJIbHbIE TPEILINHBI,
3aTpyAHEHUE JIbIXaHMs, OJeTHOCTh, CIab0CTh, TOJIOBOKPYKEHHE, MUILEBOIHBINA peditoke, anemMus. Y
B3POCIIBIX JIMI] MOKET BO3HUKATh 0a3aJIbHOKIETOUHBIA PaK KOXKH.

ITpy morpaHNYHOM I'e€HEPATU30BAHHOM TSKEJIOM bD MOABIAIOTCA pacnpoCTpaHEHHBIE BAJIBIE,
MHOYKECTBEHHBIE, OBICTPO BCKPBIBAIOIIMECS IMY3bIPU Ha KOXE M CIU3UCTHIX 000JI0YKaxX, MpaHyJISAIUA
BOKpYT HoOrteil u pra. Hepeako mpu poxkaeHUM HaOJIOJaeTcs aruia3us KOXKH, OXPHUILIOCTH ToJoca,
nedopmaruss Horredl mnu aHoHuxuu. Ilocne mpopesbiBaHus 3yOOB 3aMeTHA THUIIOIJIA3US SMallH.
3aKUBJIEHUE APO3UI MPOUCXOIUT C pyOLOBON aTpoduei, KoTopas IpU JOKATU3ALMKU HA CIU3UCTOMN
000JI0YKe MOJIOCTH PTa MPUBOIUT K MUKPOCTOMUU U aHKUJIOTTIOccuu. KpoMe Toro, MoryT Ha01r01aThCs
5pO3UH U TIOMYTHEHHE POrOBHIIbI U cpaiieHue Bek. Co BpeMeHeM pa3BuBaetcs auddysnas anonenus,
y B3pPOCIBIX — IUIOCKOKJIETOUHBIM pak KOXKu. K HEKOXXHBIM IMpPOSBICHUSAM 3a00JI€BaHUS OTHOCATCS:
OTCTaBaHUE B POCTE U Pa3BUTUH, HAPYIICHUE JbIXaHUS, aHEMHUS, PEKE — TaCTPOIHTEPUTHI, THEBMOHUH,
cericuc. JlertanbHBIM HMCXOJ B IEPBBIE MECALBI M TOABl JKU3HU CBSI3aH C  JBIXaTeIbHOU
HE/I0CTaTOYHOCThIO, MTHEBMOHMEH, CENCUCcOM, IucTpodueil. bonbHble, MepexuBIINE MEpPBbIE TI'OAbI
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KU3HU, B JallbHEHINEM CTpajaloT OT Aucharuu, CyKeHHs MHINEBOAA, AHOMAIUU MOYETOJIOBOU
CUCTEMBI, CTPUKTYP YPETpbl, CTEHO3a TOPTaHU, 3aTPYIHEHUS IbIXaHUS], AHEMHH.

[lorpanuuHblii reHepalM30BaHHBIN CcpeaHeTshKenblii BD 1o  HavyanbHBIM — cUMITOMam
HanoMuHaeT Tsokenyr  ¢opmy I[lorpbD, korma my3bIpHBIE  BBICBIIIAHUS  PACIIONATaIOTCS
MPEUMYIIECTBEHHO Ha KHUCTSIX U cTomax. B nanbHelIeM COCTOSHHME KOXH U CIM3UCTBIX 000J0YeK
YIIy4ILIaeTCsl, KOJKHbIE 3PO3UH MUTEIU3UPYIOTCA ¢ 00pa30BaHUEM MOBEPXHOCTHOM arpoduu. Takxe,
KaKk U OpH TsDKeJIod (opme, BBISBISIOTCS PyOLIOBBIE CpallleHHs BEK, MOCTENEHHas yTpaTa HOTTeH,
3anopbl, CTPUKTYPBl YPETPHI U BIArajivila, CyKEHHE HAPYKHOTO OTBEPCTUS MOYEUCITYCKAaTEIbHOTO
KaHaja, Mo3JIHee MOJIOBOE pa3BUTHE, OOJM B Cep.le, apUTMUU, HU3KHE POCT U BEC, MUIIEBOIHBIN
pediroke, MUaiIruu, apTpajiruu, 0creonopo3. OTIMYUTENbHBIM IPU3HAKOM 3200JI€BaHUS OT HETSKEIIBIX
pelecCUBHBIX MOATUIIOB JIBD sIBIsETCS THIOIIIA3Ks 3yOHOM dMaju U YIITyOJICHHS B HEH.

[Torpanuunsnii B3 ¢ mo3aneit Manudecranueld XxapakTepu3yeTcsi, TOMHUMO THITHYHBIX ITy3bIpeit
U OpO3ui, TOSABICHUEM TIHMIIEPrUApPO3a, HECOBEPLICHHOIO AaMeIoreHe3a (HENpPaBUIbHOE WIH
HECOBEPILECHHOE Pa3BUTHE 3yOHOM 3Mann), moTepst AEPMaTOrIU(GUKNA U MEIJICHHO IPOrPeCCUpPYIOIast
aTpous KOXH.

IIpu ayrocomHo-nomMuHaHTHOM THne JIBD my3blpu pacnojaratoTcst B MecTax HaBlICHUS U
TPEHHs, a TAKXKe CIIOHTAaHHO MOT'YT BO3HMKaTh Ha JIIOOBIX Y4acTKax KOXKHOIO MokpoBa. Ha 3axuBiux
ydacTKax KOXH 00pa3yoTCsi MUIMYMbl U IUTMEHTHbIE HEBYChl. HOrTeBbIe MIACTUHKY, YTPAUYCHHbIE B
TEYEHHUE NEePBBIX JIET )KU3HU U3-3a BO3HUKHOBEHUS 110J] HUMM ITy3bIpel, He BOCCTAHABIMBAIOTCS, XOTs
KOHTYPbl HOITEBOTO JIO)Ka HE CIJIaKUBAIOTCS,, OCTAJbHbIE HOITEBbIE IUIACTMHKU CTAHOBATCS
HEOOJIBLIMMH 110 pa3Mepy (MUKPOHHUXUS), CEPOBATO-KEITOBATOrO 1IBETA. Y HEKOTOPBIX MAIlMEHTOB Ha
CIIMHC BAOJIb ITO3BOHOYHHKA, HAa MICC, rPyaAd U MHOACHHULIC MOIYT Ha6JHOI[aTI)C$I OeJloBaTbIe Y4aCTKHU
HI&FpCHCBOfI KOXH B BHUAC MAIly]l U omsamek. K HeKOKHBIM ITPOSABJICHUAM 3a00JIEBaHUsI OTHOCSATCS:
nucdarus, CTpUKTYpbI UIIEBO/A, 3aI0Pbl, AHAJIbHBIE TPEILIUHBL.

[Ipu ayrocomHo-perieccuBHOM J[BD TOSBISIOTCS MHOXKECTBEHHBIE BSIJIBIC MY3BIPH U DPO3HH,
ObICTpO yBenuuMBaromuecss B pazmepax. Cumnrom Huxonbckoro — peskonosnoxurenbHbiid. [locne
32)KUBIICHUSI OTMEUYaeTcst pyOIoBas aTpodusi KOXKH, IPH 3TOM 00pa3oBaHHWE PYOIIOB B CKJIAJIKax
OTpaHUYMBaeT JBUKEHHUA. [ICEBIOCMHIAKTUIMM U KOHTPAKTYpbI MalbLIEB Pa3BHBAIOTCA C IEPBBIX
MECALIEB U JIET KU3HU, UX IMPOTrPECCUPOBAHME MPEHIATCTBYET POCTY M PA3BUTUIO KUCTEH U CTOI,
3aTPYAHSIOT CaMCOOOCHTy>KUBaHHE, Iepe/BUKEHNUEe. 3aXHUBICHHE 5pO3MM BO PTy 3aBeplIaeTcs
pY6HCBaHI/I€M C Pa3BUTHEM MHUKPOCTOMHH, 3apallilCHUCM BCCTI/I6y.]'I$IpHI)IX CKJIa0K, aHKHWJIOI'JIOCCHUH,
cBoeoOpa3HbIM JedekToM peun. B mnwumeBoge pasBuBaercs aucdarusi, CTPUKTYpbl M CTEHO3BI,
3a)KUBJICHUE APO3UI B NPSIMOM KHIIKE — CY>KEHUE aHAJIIbHOT'O OTBEPCTHUSA C 3aTpyJHEHHEM Je]eKariu.
VY G0BHBIX pa3BUBAETCS KapUeC M aHOMAJINU PacloIOKEHUs 3yO0B, YaCTUYHAS HITU MTOJIHAs UX TOTEPS.
YacTo mopakaeTcsi MOYEIOJIOBass CHUCTeMa C OOpa30BaHUEM CTPUKTYp YpETpbl W BIaraiuiia,
HaOIoAaeTcsl MmouyevHass HeJOCTaTo4HOCTh. CTpajaeT KOCTHO-MBIIIEYHAs cCHCTeMa, HaOIrolaloTcs
MUaJITUHU, apTpaJriH, OCTEONOpO3, CruOaTeNbHble KOHTPAKTYPHl MalbIEB MPUBOAIT K nedopManuu
kucreil u crom. Ilporpeccupyromas runoxpomuas anemusi 1 ysenuuenue COD HaOmoga0Tcs y Beex
OOJIbHBIX.

[Tpu cunapome Kunanepa THIMYHBIE TPOSBICHUS Pa3BUBAIOTCS C POXKJICHUS U BKIIOYAIOT B ce0s
oOpa3oBaHMe Ty3blpeli Ha KOXX€ M CIM3UCTBIX 000JI0UKaX, IMOcienytoliee pyoOleBaHue ¢
dbopMHpOBaHHEM  KOHTPAaKTyp,  IICEBJOCHMHAAKTWIMHA,  MHUKPOCTOMHM M  aQHKHJIOTJIOCCHH,
MIPOTPECCUPYIOIONIYI0  TIOWKWIOACPMHIO,  (OTOUYBCTBUTEIEHOCTh, CTEHOZHUPYIOUIME  ITPOIIECCHI
KEIyJOYHO-KUIIEYHOTO M YPOr€HUTAIBHOIO TPaKTa B BUAE CY)KEHHs MUIIEBOJA, MOYETOYHHUKOB U
BJIATaJIMINa, MaToJNOTHI0 3yOouenmtocTHOW cuctembl. Hepenko HabmionaroTcs AMCTPOPHUH HOTTEBBIX
IUTACTUHOK, OKTPOMHOH HIDKHUX BEK, JIQJOHHO-TIOAOIIBEHHAs KepaToJepMHUs, IICEBJI0AMHTYM
(tmupkyssipabie GUOPO3HBIE TEPETSHKKU TAIbIIEB BIUIOTH 10 CIIOHTAHHOW aMIyTaIllH), JISHKOKEPaTo3
ry0, ckenerHsle anomanuu. Cunapom Kuniepa Hacneayercs o ayTocOMHO-PELECCUBHOMY THITY.
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Cunapom Kunilepa uMeeT BBIPAXKEHHOE CXOJCTBO C HACJEJACTBEHHOM MONKUIOAEpMHUEH
Pormynpaa-Tomncona, HacJaeACTBEHHON aKpOKEpaTOTHYECKOM Morkuioaepmueit Bepu. B otnuuue ot
cuiapoma Kuniepa, HaciencTtBeHHas noWkwioaepmuss Bepu Hacienyercs 10 ayTOCOMHO-
JOMUHAHTHOMY TuIy . [12,13,14]

KpnTepml YCTAaHOBJICHUSI UATHO3a 6y.]'l.]'[e3HOF0 MUAepMoOJIu3a:
AHaMHecTHYeCKHE JaHHbIE

https://www.clinicalguidelines.scot.nhs.uk/nhsggc-guidelines/nhsqqc-
guidelines/neonatology/epidermolysis-bullosa-eb-care-of-neonates/

- oOpa3oBaHue Iy3bIpeil W/UaK SPO3Uil Ha KOXKE M CIU3UCTBIX 000JI0YKaX, KOTOPbIE MOTYT

COIPOBOXKAATHCS OOJIE3HEHHOCTHIO U 3YIOM.

- l'unepkepato3 nogoms a0 10-1eTHero Bo3pacra

- C 2-nieTHero Bo3pacTa CTAHOBUTCS OYEBHIHON C€30HHOCTh 000CTPEHUMN — YXYILIEHUE JIETOM

U yJIy4IlIEeHUE 3UMOM.

- [Ipu ayTocoMHO-1O0MUHAHTHOM J[BD NuUllb y €IMHUYHBIX HAI[UEHTOB MOSBISAIOTCS My3bIPU
A C DOXJIEHHMs, a TaK, B OOJBIIMHCTBE CIIy4yacB MX IOSBICHUE OTHOCUTCA B 1 romy >KHU3HH.

[TosiBeHre BBICHITAHUN Ha CIM3HCTON OOOJIOUKE MOJOCTH pTa CTAHOBATCS PEAKHUMH WA

MOJTHOCTBIO TIpeKpararTcs K 9-10 rogam ku3HU.

- Ilpu ayrocomHo-penieccuBHOM JIBD 3a0oneBaHMe HAYMHAETCS C MOMEHTA POXKIACHUS

(MHOTHE MalKMeHThl POXKIAIOTCS ¢ OTCYTCTBUEM MMJIEPMHUCA HAa PYKax W/MIIU HOTaX), PexKe —

C MepBBIX JHEH xu3HU. [TopakeHne clIM3UCThIX 000JI04EK TaKKe MPOUCXOAUT C MEPBBIX JHEN

JKHU3HU.

duzukaapbHoe 00cae0BaAHue

https://www.clinicalguidelines.scot.nhs.uk/nhsggc-guidelines/nhsqqc-
guidelines/neonatology/epidermolysis-bullosa-eb-care-of-neonates/

- OcmarpuBalOTCS BCE KOXKHBIE TOKPOBBI W BHJUMBIE CIU3UCTBIE OOOJIOUKH, OOIIAeTCs
BHUMAaHHEC Ha POCT BOJIOC, HOl"TeI\/'I, (bYHKHI/IOHI/IpOBaHI/Ie CAJIBHBIX M ITOTOBBIX JKCJIC3, HATTNYHUC
KapHO3HBIX 3yOOB, XapakTep KOXHBIX IOKPOBOB, HAJIW4YHE TPELIMH 3aJHEro Mpoxoja,
KOCTHBIC UBMCHCHHS CO CTOPOHEI IMAJIBIICB KHCTEN W CTOII.

- IlpoBogutcs cumntom Huxonbckoro mpu Hamuuuu my3bipeld. [Ipom3BoauTcst olneHka
MapaMeTpoB OOIIEro PU3NYECKOTO Pa3BUTHSI, 00CIIEIOBAHUE BCETO KOKHOTO TOKPOBA, OIICHKA
COCTOSIHUSI CIM3UCTBIX 000JIOYEK, COCTOSHUE U LIEJIOCTHOCTh BOJIOC, HOI'TEBBIX IUIACTUH H
3y0O0B.

- UccnenoBanue nepmorpadusma y 6oipHb1Xx BBD He mpoBoauTes.
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JlabopaTopHO-MHCTPYMEHTAJIbLHbIE TaHHbIE
https://www.nchi.nlm.nih.gov/pmc/articles/PMC7064925/

[TpoBenenue oOuiero aHanuMs3a KpoBH, OOIIEr0o aHadW3a MOYM U Kajla, CepOJOrMYECKUX
peakuuii Ha cudpumuc (PMII, PIII'A, UDA), GakTepuOIOTHUYECKUN TOCEB C PAHEBBIX
IIOBEPXHOCTEH, MUKOJIOTHYECKOE HccienoBaHue, Y3/ BHYTPEHHUX OpPraHoOB, AMArHOCTHKA
COCTOSIHUSI KOXKH, OMOTICHS KOXKH C OYara IMmopaxeHus co CBEXXUM Iy3bIpeM. Pekomenyercs
IIPOBE/IEHUE T'MCTOJOTHYECKOro MCCeloBaHUsA OuonraTa KOXKH, MOJYYEHHOTO U3 odara
MOPAXKEHUSI CO CBEXKHUM IIy3bIpEM, B KOTOPOM BBISBISETCS CyOlNMHIAepMallbHAsI TOJOCTb.
['ucronoruueckoe uHCCleAOBaHUME HE MO3BOJSET JUATHOCTUPOBATh THUI 3a00JIeBaHUS.
Pexomennyercsi uccienoBanue OuonTara Kok OoibHBIX BBD ¢ momomipro Henmpsmoii
peakuuu umyHoduroopecteHunn (HPY®) nis onpeneneHus B 30He JepMO-31UAEPMaIbHOIO
COCMHEHUS AKCIPECCHH CTPYKTYPHBIX OEJIKOB KOXXM, CHIDKEHHSI WM OTCYTCTBUS HX
skcnpeccun . s ycraHoBieHus: cyOtuna BBD Moxer ObIThb IpoBeneHO HCCIel0BaHUE
METOJIOM TPAHCMHUCCUBHOM 3JIEKTPOHHOW MMKPOCKOIHH, KOTOPOE IMO3BOJSET ONPEAEIUTh
YPOBEHb 00pa3oBaHMs Iy3bIps U OOHAPYKUTh YJIbTPACTPYKTYPHBIE H3MEHEHHUS B KOXKE
6onpHBIX BED . Hanbonee mHPOPMATUBHBIM METOIOM SBISIETCS MMMYHOTHCTOXUMUYECKAs
JMAarHOCTHKA, MO3BOJIAIONIAs ONPECNIATh YPOBEHb PACIONIOKEHUS MOJOCHOTO 3JeMEHTa U,
CIIeZIOBATENbHO, TOYHO YCTAaHOBUTH KIIMHUYECKYIO (hopmy BD . JlaHHBI METO/] IMAarHOCTUKA
[103BOJISIET 00JIee TOYHO YCTAaHOBUTH HoJKIaccudukanuio Gopmsl BB, nockonbky 06pasiibl
npu pasHbix noxarunax BBD pasnuuarorcs MO MHTEHCHMBHOCTH OKpAIIMBaHMSI aHTUIEHA
cneun(UYecKUMU CTPYKTYpHBIMU O€JKaMH, YTO COOTBETCTBYET HAJIMYMIO MYTallUd B
aCCOLIMMPOBAHHOM TI€He. [ eHeTHuueckue UCClIeNoBaHUsI Yy OONbHBIX OYJUIE3HBIM
SMUIEPMOJIN30M OCYILECTBIISIOTCS C MOMOUIbIO IPEHATAIbHON TUArHOCTUKHU. Bpau-reneTuk
npoBoauT Bepupukanuio auarHoza BBD . C menbio muddepeHnnanbHOi AUarHOCTUKA
PEKOMEHYETCSI IPOBOAUTD LIUTOJIOTMYECKOE UCCIIEOBAHNE C OYAroB IMIOPAKEH NS HA HATNYHE
KJIeTOK TaHka u 203MHO(HUIIOB.

https://www.aad.org/public/diseases/a-z/epidermolysis-bullosa-treatment

Tunel W mox
KoskHbIe 0CI0KHEeHUs TakTuka
THNEI BD
PJIED-AC, . TmarenbHslll  peryispHbIN

ATpecCcUBHBIH, 4acTo

PAB3-HAC, . . OCMOTp  HOJO3PUTEIBHBIX
IImocKkOKIEeTOYHBIHI MePBUYHO-MHOKECTBEHHBIH,

nuorga- [TobO- N HEe3a)KUBaIOIINX paH,
pak 4acTO YCTOMYMB K XUMHO- U

X 51 9 paHHee OITEpAaTUBHOE

JIy4EBOM Teparuu
B2 BMEILATEIBCTBO

Boabmme ITUTMEHTHEIE

HEBYCHI OT CBETJIO-O€KeBOro PerymnspHbie OCMOTpHI; MPHU

0 TEMHO-KOPUYHEBOTO U HEOOXOJUMOCTH
Bce moaTwmsl,

YEpHOTO IIBETa; C BO3pacToM Oworicus (B TOM 4YHCIE
0COOCHHO TTUrMeHTHbIC HEBY ChI CBETJICIOT; MaKpo U MHOXECTBEHHas)
TToBD-uX ’ p

MHKPOCKOTTMYECKH MOJO3PUTENIbHBIX YYaCTKOB

HAllOMHUHAIOT MEJIAaHOMY, HO KOXH
HE MePEepOKAAI0TCS BHEE
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PIABD Menanoma
PJIBD-AC,

penko -lITobD, IlceBmocuHaakTuINA
JAB5 u I[1BD

I1oBbIIEHHBIN PUCK PA3BUTHS
y JOETeW, JaXe Ha BHEIIHE
HOPMAJIBHBIX Y4aCTKaX KOXKHU

CpacTaHue najablLeB Ha pyKax

u Horax, u naedopmanus
KHUCTE H CTOI 10 THILY
«BAPEIKKNY, aTtpodus
MaJIbIIEB, KOHTPAKTYPbI
00JIBIIOTO nanibla,

MeX(}aTaHroBBIX H TMSICTHO-
(anaHroBBIX CYCTaBOB,
OTpaHUYEHUE WM TOJHAs
yTpata (GYHKIMU KUCTEH H

CTOII, 4acThle
IIOCJICONIEPALMOHHbIE
peuuanuBbl  (XUPYypruveckoe

BMEIIIATEIILCTBO TpeOyeTcs: B
CpeIHEeM pa3 B 57eT)

BHeko:xHbIE NMPOABJICHUSA U O0CJI0KHECHUS

[TomocTe pra,
[Tob2, A2 YKEIyJ0YHO-
KHILIEYHBIN TPAKT
[TobBD, penko
PIED JlpIxaTenpHbIC MMy TH
[Iob3, P/IBD I'maza

l'unomnazus smanu (I1obD),
JUCIUIa3usl 3yOOB, TSKEINbII
Kapuec, Mukpoctomus (J1b3),
paHHsis ~ moteps  3yOOB;
CTPUKTYpBhl ~ MHUIIEBOAA U
3agHero mpoxoza  (ABD),
nucharus (Ab29),
XPOHHYECKUI 3amop,
Oose3HEeHHAs nedexanus,
3aJIepKKa pa3BUTHUS

OTeK CIU3UCTBIX, ITy3BIpH,
3po3uH, pyOrieBanue,
OXPHUIUIOCTHh TOJIOCA, CTEHO3
TOpTaHu, OCTpasi OOCTPYKIIHS
JIBIXaTENBHBIX Ty TeH

Opo3un POTOBHIIHI,
pyOreBanue POTOBUIIBI,
cumbnedapox (cpaenue
OJTHOTO HJIM O00O0MX BEK ¢
TJIa3HBIM 10J710KOM),
He/JoCTaToOyHast  BhIpaOOTKa
cle3HOU JKHIKOCTH,

onedaput (BocnaieHue Kpaes
BEK), OOCTPYKIIHSI CJIE€3HBIX
KaHAJBIIEB, YXyAIICHUE
3peHus
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Perynsipable 0OCMOTpHBI; mpH
HEO0OXOIUMOCTH
Ouoricust (B TOM 4YHUCIE
MHOECTBEHHAs )
MOJIO3PUTEIBHBIX yYACTKOB
KOXXH

Xupypruueckoe
BMEIIATENbCTBO,
¢duznoTepanus,
bu3KynbpTYypa,
UCIIOJIb30BAHUE
HanajlbYHUKOB WA OPTE30B

JieyeOHas

TmareapHas TUTHEHa
IMOJIOCTH pTa,
OPTOJIOHTHYECKOE JICUECHHE,
IIOBTOPHBIE JIHIaTalH
MUIIEBOIA, KOHCYJIbTallMH
JHUETOJIOrA, IIPUMEHEHUE
CIIaONTEIbHBIX,
racTpoOCTOMMUS

TpaxeocTomus, Tepanus
AHTHOMOTUKAMHU u
[IFOKOKOPTUKOUaMU

O06e300mBaronie u
YBIQKHSIOIINE raa3HbIe
KaruIy, XUPYPIrUYECKOE
BMEIIATEILCTBO



Perynsapuoe U3MEpEeHHe

Ju3ypus, reMaTypusi, CTEHO3
apTepHabHOTO JAaBJICHUS U

U OOCTPYKIHSIT  MOYEBBIX

. aHaJM3 MOYH; npu
MyTeH, Ty3BIPHO-
o HEOOXOIUMOCTH
MOYETOYHHUKOBBIA peduItoKC, KATETEDH3AIHS
[Tob3, AbD MoueBas cucrema ruapoHedpo3s, rnoyeyHas p ’
LIUCTOCKOIUSA,  JUJIaTanus
TUTICPTOHHSI, ypOCercHuc,
MOYEHCITYyCKATEeIILHOTO
rJIoMepyJIoHe(DPHT,
KaHaJa, MeaTOTOMMUS,
aMHJIOU]I03, oYeyHast
reMOINalIn3,
HEJ0CTaTOYHOCTh .
MEPUTOHEAIBHBIN THaIn3
Hedumnut MUTATEILHBIX
BELIECTB U OEJIKOB B CBSA3H C
OoOHa)KeHHEM OOJBIIHX
y4acTKOB JEPMBI,

KaTa0oIMYeCcKuii MeTadoIN3M
C YBEJIIMYCHUEM MOTPEOHOCTH

Bce  Ttsxenple Mertabonusm u JleueOHoe NUTaHue,
B KaJOpUsiX, OTCTABaHHE B
dbopmer B o01iee cocTosTHUE racTpOCTOMUS
pocre, MEAJICHHOE
3a)KUBJICHHUC paH,
peunIMBUPYIOLITE
UHpEKIUH, XpOHHYECKas
aHeMus, IIOXO0€
CaMO4YyBCTBHE

PekoMeHAYIOTCH KOHCYJAbTALMU APYIMX CHEHUAJIHUCTOB IO NMOKA3AHUAM B CJEIYIOLIUX
CJAYYAsX I AMATHOCTHKH aCCOLMMPOBAaHHBIX ¢ BB 3a00/1eBaHuii M1 BHEKOKHBIX NIOPAKEHUI, a
TakK:Ke ocjaoxHennii BbJ:

https://www.clinicalguidelines.scot.nhs.uk/nhsggc-quidelines/nhsggc-
guidelines/neonatology/epidermolysis-bullosa-eb-care-of-neonates/

- TepamneBTa — MPH MOJA03PEHUH Ha MOPAXKEHUS BHYTPEHHHUX OPTaHOB C LIETbI0 YTOUHEHHS

0o0beMa U XxapakTepa IOMOJIHUTEIIBHOTO 00CIIeIOBAaHNS;

- FeMaToJiora — Py BHISIBICHUH aHEMUU;

- TaCTPORHTEPOJIOTa — MPHU TOJO3PCHUN Ha PA3BUTHE CTPUKTYp MUIICBOJA (B CIydasx
KanoO Ha 3aTpyJHEHUE TIIOTaHHS) U JPYrod MATOJOTHUU KENyIO0YHO-KUIIEUHOTO
TpaKTa;

- KapuoJIora — MpH MOPaKEHUHN CEPACUHO-COCYTUCTON CUCTEMBI;

- oTanbMosIora — B CIIy4asx pa3BUTHS MOPaKEHUN OPraHOB 3pEHMUS;

- OTOJIAPUHTOJIOTA —B CIy4asx pa3Butus nopaxenuit JIOP-opranos;

C - cTOMAaToJora — py MOopaxxeHUH 3y00B;

- XHpypra — B CIIy4asX Pa3BUTUS XUPYPTUUYECKUX OCIOKHEHUH (TICEBIOCHHIAKTHINY,
CTPUKTYpPBI MUIIEBOJA U JIP.);

- yposora — B CIIy4asix pa3BUTHS CTPUKTYP MOUEHCITYCKATENbHBIX MyTeH;

- TUHEKOJIOTa — JKEHIIIMHAM IPU MOPA’KEHUU OPTaHOB PENPOIYKTUBHONU CUCTEMBI;

- TUETOJIOTa — IPH HEOOXOIUMOCTH BEIOOPA TUETHI;

- HEOHAToJioTa — C IeNIbl0 YTOYHEHHS O0beMa M XapakTepa JOMOJHUTEIbHBIX
HCCIICIOBAHUM;

- IeuaTpa — ¢ [eNIbI0 YTOYHEHUS! 00beMa U XapakTepa JOMOTHUTEIbHBIX UCCIEI0BaHUMN;

- OHKOJIOTa — MMPH TOJIO3PEHUN Ha Pa3BUTHE 3JI0KAYECTBEHHBIX 00pa30BaHUii;
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- TEHETHKA — IPH HEOOXOIMMOCTH MIPeHATATbHOU AHarHocTuku BBD;
- [ICUXOTEpaneBTa/lICUXUaTpa — MpPU HAIWYUU TPU3HAKOB JCTPECCHUU WIH IPpHU
paccTporCTBE afanTaluy.

ﬂl’l(l)(’l)epeﬂlll’laflbﬂaﬂ AUArHOCTHUKA BPOKACHHOIO 6)'IIJIC3HOFO nuaepmoJiinia.

https://emedicine.medscape.com/article/909549-differential

B OonpmmHCTBE cnydaeB auarHoctika BBD He mpexacraBisier TpyaHOCTEH s Bpada-
nepmarosiora. B peakux ciyyasx BO3HHMKAeT HEOOXOAMMOCTh Ooyiee NeTaabHONW JUArHOCTHKHU ISt
MpaBWIbHOM TMOCTaHOBKM JuarHo3a . OjaHako B  HEOHATalbHBIM MEPHOJ  HEOOXOIUMO
Qg depeHIpoBaTh BHYTPUYTPOOHBIN MPOCTOM reprec, 0cOOEHHO B OTCYTCTBUHM CEMEHHOTO aHaMHe3a
B OTHOIIEHUH MY3BIPHBIX 3a00JI€BaHMI, a TAaK)Ke MPH HATMYMKU HETUNMUYHBIX Ais BBD kinmHnyeckux
nposiBieHusX. Jlpyrue cocrosHus, yuuThIBarommecs mpu AupGepeHIraNbHOW  THArHOCTHKE,
MIpe/ICTaBJICHbI B TaOIHIIE.

ﬂllq)(l)epeﬂlll‘la;lbﬂ‘dﬂ JUATHOCTHKA THUIIOB | IMOATHUIIOB 6}'JIJ163H01'0 ')lmuepmouu'sa
https://emedicine.medscape.com/article/909549-differential

Tunel HoaTunbl Hacaenoanne | CumMnromsbl
Jloxanu3oBaHHbIN Ily3slpy  ©  DpO3UH  KOXH,
npocroir bBD (moarum | AJl TJIaBHBIM 00pa3oM Ha JIAJIOHSX U
Bebepa—Kokkeiina) IIOJIONIBAX, B OCHOBHOM JIETOM
I'enepanu3oBanHOE
oOpa3oBaHue My3bIpeH, IpO3ui,
[Ipocroit B3, moxrun IPAHYJISALUOHHON TKaHU;
Joynunra-Meapsl ALl TUIIEpKEPATO3 JIaJIOHEN u
(reHepaM30BaHHBIN) MOJOIIB, JUCTpOdUS HOTTEH,
aTpoduueckue pyO1BI,
MTOPAKEHUE CIU3UCTOU pTa
IIpocrou B2 | IIpocroii bO, Ily3blp ¥ 5po3uM Ha pyKax u
(my3sIpn Te€HEepaIIN30BaHHBII AT HOrax
o0pa3syrorcs JIpyroi (moxrun
u3-3a rudenu | KEOuepa)
KEePATHHOLUTOB I'enepanuszoBanHoe
0a3aJIbHOIO CJ1051) . . oOpa3oBaHue MMy3bIpel U 3po3Hii,
PenieccuBHBIN TpoCTOM o
AP TUIEPKEpaTO3 JasioHel u

b YeHb K o
3 (ouens pesko) MOJOMIB, AUCTpOdUs HOTTEH,

aTpoduueckue pyorsl

IIpocroit BO, [ly3bipu, »spo3uun, auctpodus
OTHAaCCKUH (ouens | AJl HOI'TEN

pEaKo)

IIpocront 16 c [ly3bipu, »spo3uun, auctpodus
MBIILIEYHON AP HOTTEH, IIporpeccupyromas
nuctpodueit  (O4eHB MBITIICYHAS nuctpodus c
penKo) HayajioM B niepBble 30 JIeT )KU3HU
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MMorpanuunbiii B3I
(pacciioeHue KOXKH
Ha YPOBHe CBeTJIOH
IUIACTUHKH
0a3aJbHOM
MeMOpaHbI)

[Torpannunelit b3,
MoATUIl XepJIuTia

AP

[Ty3sipu, arpodpuueckue pyOIsl,
XPOHUYECKHE 9pO3HH,
paspacTaHus I'PaHYJISALUOHHOU
TKaHU, nuctpodus U
paspylienue HOI'TEH,
pyOLieBaHHE  HOITEBBIX  JIOXK,
OTCIIOMKAa  CIM3HCTOM  prTa,
TUIIOIUIA3Us SMAJU, TPAHyJISILUH
U pyOleBaHUE B JBIXAaTEIbHBIX
OyTAX, 3aJEpXKKa  Ppa3BUTHI,
CMEPTh Ha NEPBOM TOJy KU3HU

[4]

[TorpannunsbIit B3,
MOATHUIT He-XepJnTia

AP

[y3bipu, spo3um, paspacTaHus
rpaHyJISLUOHHON TKaHH,
arpoduueckue pyoubl, pyoroBas
aJonenus, pa3pyluieHHe HOrTel

[lorpannuneiii BD ¢
aTpe3nel MpUBpaTHUKA

AP

OOwmmpHbIe ITy3BIPH, 3PO3HUH,
pa3pacTtaHus I'PaHYJISALUOHHOU
TKaHH, BPOXKJICHHAs aTpe3us
IpUBpPAaTHUKA (HEMPOXOJUMOCTh
HIDKHEH 4acTH KeyIKa)

JAucrpodpuyeckuit

| NG (pacciioenue
KOXKHU MeKILY
IJIOTHOM
IVIACTUHKOM
0a3aJbHOMU
MeMOpaHbI u
AepMoii)

JloMUHAHTHBIN
muctpodudeckuit b2

Al

[Ty3bipu, 53po3uM, MUIHLYMBI,
aTpoduueckue pyOIIBI
(0cOOEHHO Ha KOHEYHOCTSX),
muctpoduss W paspyllieHHe
HOI'TEN

PeneccuBHblit
muctpopuyeckuit b3,
TSKEJBIN
reHepaI30BaHHbIN
(mogTun Amono-
CumeHca)

AP

[Ty3slpu, >po3uM, pa3pacTaHUsS
TpaHyJISIIHOHHON TKaHH,
aTpoduueckue pyoLbl, pyoroBas
aJoNenysi, pa3pyuieHUe HOTTEH,
pyOLIOBbIe M3MEHEHUsI KHCTeH U
cTon (KOHTpaKTypBHlI,
IICEBJIOCUHAKTHIINS), OTCIIOMKa
CIIM3UCTOM pPTa, MUKPOCTOMMUS

PeneccuBHblit
muctpopuyeckuit b3,
re€HepaJIn30BaHHbIN
Opyroit (moarum He-
Annono-Cumenca)

AP

Ily3bipu, 3po3uu, pazpacTaHus
IpaHyJIAIMOHHON TKaHH,
aTpoduueckue pyO1BI,
auctpouss U paspylieHue
HOTTEH, OTCTIOMKa U pyOIleBaHMe
CIIM3UCTOM pTa

Cunapom Kunasep

AP

[Ty3sIpH, KOHTPaKTypBhl,
MICEBJOCUHIAKTUIINH,
MIPOrpecCUpyromas

MO KHWIIOACPMHSI,
(hOTOYYBCTBUTEIHHOCTb,
CTEHO3BI B KKT "
YPOr€HUTAIBHOTO TpaKTa,
MaTOJIOTHIO 3y004etOCTHON
CHUCTEMbI,  MHKPOCTOMHUU U
AQHKUJIOTJIOCCUU

OHUXOAMCTPOUS,  AKTPONUOH
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HHXHHX BCK, JJaAOHHO-
MOJIOIIBEHHAs ~ KepaToJepMus,
IICEBJIOAUHTYM,  JIEHKOKEpPAaTo3
ry0, IUIOCKOKJIETOYHBIH  pak

KOXH, HapylIeHHe
MOTOOTAENECHUs (AHTMIPO3 WU
TUIIOTUIPO3), CKEJICTHBIE
aHOMAaJIUH.

OcCHOBHBbI¢ KIMHUYeCKHe AU(P(PepeHUNATbHO-TUATHOCTHYECKHEe KpuTepuu paHHux ¢opm bD
https://emedicine.medscape.com/article/909549-differential

O6ocHoBanmne s
o Kpurepun HUCKJIIOYCHUSA
JAuaruos aupepenuuaabuoii | O0cenoBaHus
AMarHo3a
JAHATHOCTHKH
1.I1y3bIpu ¢ THOWHBIM
WITH MYTHBIM
COJIEP>KUMBIM, IPO3UU
Aep 9P 1.3aboneBanue
SIPKO-KPAaCHOTO IIBETa
N BBICOKOKOHTaruo3Hoe,
C CEPO3HO-THONHBIMU
BBI3BIBACTCACTA(PUIOKOKKAM
KOpOUYKaMH Ha KOX€ U u
CIIU3UCTBIX '
2. PasButue 3aboseBaHusA
00o0JI0UKax.
COTIPOBOXKAAETCA  OOUIUMH
[TpoBonsat CUMITOMaMH  TTOBBIIICHUS
2. Jloxanuzanust
IMy3pipuaTka COKHO ChITH OaKTepUOIIOTUYECKH | TEMIEepPaTyphI Tena U
HOBOPOK/AE€HHbIX i OCeB OTAENSIEMOro | OECIIOKOMCTBA MalHUeHTa,
MPEUMYIIICCTBEHHO B .
. APO3HUIL. BO3MOYKHO HAapyIIEHHE CHa,
OKOJIOITYIOYHOM
oTepst anrmeTuTa.
o0jacTH, Ha KOXKe
3.TonukooOpa3Hoe TeueHHe
KUBOTA,  STOJUIIAX,
4.ITpu OCJIO)KHEHHOM
CIIUHE, KOXe
. TeyeHuu uepe3 3-5 Hexdenb
KOHEUYHOCTEH.
Ha0Ir01aeTCs
BBI3JIOPOBJICHUE.
3. Pannee Hauano — B 71oP
nepele 10 ngHen
KHU3HHU peOeHKa.
1.Bsuibie ITY3bIPH, 1.Tspkemoe  wHGEKITMOHHOE
KOTOpbIE OBICTPO MOpaXEHNE KOXKHBIX
BCKPBIBAIOTCS c TTOKPOBOB, SIBJISTFOTITUX CST
Jlnaraoctuka
oOHaXeHHEM 31I0Ka4€CTBEHHBIM
3a00eBaHuUs
9PO3UBHBIX BapUaHTOM TCUCHUS
. MIPOBOJIUTCSA Ha
IKCcPOTUATUBHBI | TTOBEPXHOCTEM, My3bIPYaTKU
N OCHOBaHUU
i nepmMaTuT pacroJiararonuyecs Ha HOBOPOXKICHHBIX.
N 0aKTepHUOIIOTUYECKOT
PeiiTepa THITEPEMUPOBAHHOM | HoceBa 2. Dpo3uW  CKIOHHBI K
OCHOBaHHUH > | mepudepuaeckoMy pocty u
OT/IEJIIEMOTO
My3bIPEN U 3PO3HI CJIIHHIO.
2.Hayvano y ' 3.Pe3ko HapymieHo oOiee
3a00JIeBaHUS COCTOSIHHE opraHusma
WHTEHCUBHOTO (runeprepmus, auapes,
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MMOKPACHEHUS u
IJIACTUHYATOTO
LICTYLUIEHUsI  KOXHU
NepuopaIbHON

obimactTh W o001acTu
myInKa

3.Bo3zmoxHO
BOBJICUEHUE
CJIM3UCTBIX 000JIOUEK.

aCTCHU3aIUsl,  OTCYHOCTH).
4 I1070XATENbHBIA CUMIITOM
Hukonsckoro.

1.KoxHbie 3JIEMEHTBI
pacrioyiaratorcss Ha  0o0OLIeM
I'ucronornuecku PUTEMATO3HOM ¢omne.
1.ITopaxkenue
olpenensercs 2.Koxa yronieHa, OTeuHa,
KOKHBIX ITOKPOBOB C
runepTpodus 0JIECTUT, TUIIEpEMUPOBaHA,
o0Opa3oBaHHEM
. 3€pHUCTOTO CI10s1, | OOMIJIBHO HIeNTYIIUTCS,
y3bIpe u
3epHUCTAsI 0COOEHHO B obacTu
Byinesnasn 9K3E€MaTU3UPOBAHHBIX
JiereHeparysi KJIEeTOK | CKJIAJIO0K.
BPOsK/ICHHas! MOKHYIIIUX Y4aCTKOB .
MaJIbIIUTUEBOTO 3. Ha Bosocucroit wyacTu
UXTHO30(hopMHAs
cIios, aKaHTO3, | TOJIOBBI KOXXa TaKxke
3PUTPOAEpPMHUs 2.Hortu yTtomnieHsl, .
BOCHIAJIUTENIbHBIN THIIEPEMUPOBaHa,  OOMIIBHO
ne(pOpMUPOBaHBI,
UHOQUIBTPAT B | HIETYLIUTCH, BOJIOCHI
BOSMOCH JiepMe, TUIIEPKEPATO3 | COXPaHEHbI
OJTHOTTEBOU pMe, PKep P )
c octpoBkamu | 4. Cumnrom Huxomabckoro
TUIIEpPKEepaTo3 .
rapaxkeparosa. HOJIOKUTENIbHBIN,  BEpXHUE
CIIOM  DJIUIEPMHUCA  JIETKO
OTCIIaUBAIOTCSI.
1.Hagamno 3aboseBaHus
COTIPOBOXKAAETCA
KOJICOAHUSIMU  TeMIIepaTyphl
Tena, COHJIUBOCTHIO,
CyJIOpOraMH, HOHUXEHHBIM
MBIIICYHBIM TOHYCOM.
2.ConpoBOXKIETCS TAKEIBIM
1.CrpynnupoBaHHbIE JIICCEMUHUPOBAHHBIM
Jns moarBepkaeHus
MEJIKME Iy3BIPbKH U TEYEHUEM C BOBJICUEHUEM B
JIMar{o3a MpOBOJAT
3pO3uH, . MPOIIECC OHC
BHUPYCOJIOTHYECKU I
pacrnojoKeHHbIE Ha MeTo (MeHuHTO%HIIEe(ATNT),
I'epnec spuTeMaTo3HoM (hoHe ’ JEeTKUX, KOXHU (JepMaTur),
MMMYHOJIOTHYECKHE
HOBOPO:KIEHHBIX CIIM3UCTBIX 000J1049eK
UCCIIEIOBaHMS,
2. Manudecranus MOJIOCTH  pTra HU  TJa3
o LUTOJIOTUYECKHE U
reprneTu4ecKon (croMatuT W Kepartur),
UTOXUMUYECKHE
WHQEKINH B TIEpBHIC 2 METOJIBI pa3BUTHEM
HE/IeH KU3HU ' reMOpparu4ecKoro
CHUH/IpOMa, opaxeHHEM
BHYTPEHHUX OpraHoB
(ronoBHOM  MO3T, TI€YEHb,
JIETKHUE).
3.1lopaxxenue KOXH
XapaKTepu3yerTcs

OrpaHMYEHHBIMU 00BEMaMU.
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1.B nepByrwo craguio
3a00JieBaHUA
XapaKTepHO
MOSIBJICHUE
NOTUMOP(HOI CHITIH,
pacrnosararomecs: Ha
SpUTEMATO3HOM (POHE

Jlmaraoctuka
MIPOBOJIUTCSA Ha
OCHOBaHUU
TUCTOJIOTHH
Oworrara: Ha paHHEH
CTaIUM — CIIOHTHO3,

1.JlanpHelmIMe
3a0071eBaHus
XapaKTePU3YIOTCS
MOSIBJIEHUEM Ha
UHOWIBTPUPOBaHHOM  (hoHE
JTUXEHOUIHBIX,
JCHTUKYJISIPHBIX,
00pO/1aBYATHIX,
TUIEPKEPATOTUYECKUX Ay
U OJIAIICK, PACIOOKEHHBIX

cTagun

— My3bIPbKOBBIE | MHOXKECTBEHHbBIE .
KaK CUMMETPUYHO, JTUHEHHO,
BBICHITIAHUS, BHYTpH
Tak ¥ OECropsIOYHO, BIOJb
MATHUCTAsl dJpUTEMa, | SIUJEpPMaIbHbIE
HEPBHBIX CTBOJIOB.
IeTyIIeHue, B | Iy3BIPBKHU c
Henep:xxkanue 2.Ctpaparor 3abojeBaHHEM
MOCIIEAYIOIIEM s03uHOpUIamMU,
NUrMeHTa MIPEUMYIIICCTBEHHO
TpaHchopManus B | Hecrieuupuieckas
KEHIIUHBI, TaK Kak THII
MamnyJybl, MOKPBIThIE | BOCHAIUTEIbHASL
HACJIEI0BaHUs X-
KOpPOYKaMu UHOUIBTPAIHUS; B . .
CIETUICHHBI JTOMUHAHTHBIN.
MO3JHUX  CTaIUsIX-
3. Tsoxenoe TEUEHUE
2. Bo3moxHO | Bakyonusanus
. | compoBoxIaeTCs
BOBJICUCHUE KIIETOK, B BepXHeH .
MOpaXCHUEM HEPBHOM
MIPHUIATKOB KOXH | 9acTH  JICPMBI ~ —
CUCTEeMbl B BHJE€ MHUKpPO -
(ucroHueHue U | OTIIOKEHUS .
/ruapornedannii, MCHUHTUTOB
oOJamMpIBaHUE BOJIOC, | METAHWHA  BHYTPHU
U JAp., TOpaKeHUEeM TrIas,
aJloneIys, "3MEHEHHUs | MeTaHO(OpPOB.
. 3y00B, OTIOPHO-
HOT'TEM).
JBUTATETILHOTO ammapata |
JIPYTHX BHCIIEPATEHBIX
OpraHoB.

3. Jleuenme

Anroputm Benennsi manuenta https://medi.ru/klinicheskie-rekomendatsii/epidermoliz-
vrozhdennyj-bulleznyj-u-detej 13936/
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ITanpeHsT © OoZospeEREEM Ha BPOEISHEHH

GynnesHsri JNHASPMOTHS
» marsccTaa
[Tpogomsenne
JHATHOCTHIECKOT D
MOHCKA E PAMEAX
OPYTHE BOSMOEHEIE
saboneeanAl
Ecte mopazenHs
ENYTPEHHHX
OpTAHoE?
Peremepanys =
peNapaHETH,
HEaJIeSHEHEIS TTOEASIH
TE-'FIEI].H_H NOpPaFHeHAH
COTTacHD
PeECMEETANEAM
CTIETHATHCTOR
Het
Hueercs syg AR
Soas?
k. h
IMpogomsenns AHTATHCTAMHAHHELE
TepamHe g0 npenapate, HIIBC
VY IMIEHEA .
COCTOAHEA l
CONMBHOTD
Hrreerca
1 b b G s g e
- 2
HaGmogesme y OUATOE NOPaFeHHA:
Bpaga- =
ALPMATOBCHEDOTIOTS
ANTHMBEPODHELR
TpenapaTel
EcTe npRsHAKH

VXY AMeHES
COCTOAHHA !
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HecmoTps Ha TO, 4TO OyJI€3HBIN SMHUIEPMOJIN3 B HACTOALIEE BpEMsl HEU3JIEUUM, COBPEMEHHOE
MEAUIMHCKOE BMEUIATEIbCTBO [103BOJISIET M30€kKaTh MHOTHX OCJIOKHEHUH WIIM YMEHBIINUTD CTETIEHD UX
TSOKECTU. YXOJ 3a nmauueHtamMu ¢ BBD HampaBieH Ha ycTpaHeHHe win oOJieryeHue CUMITOMOB U, B
OCHOBHOM, SIBJISICTCS TIOJ/ICP’KUBAIOIINM, BKIIIOYAeT B ce0sl MpOoUIaKTUKY MH(EKINN, 3aIUTy KOXKHI
OT TPaBM, MOMOIIb IPU HEIOCTATOYHOCTH IHUTAHUS U OCIOKHEHMAX, CBSA3aHHBIX C MPUEMOM IHILH,
CBelleHHE K MUHUMYMY JieopMalnii 1 KOHTPAKTYP, @ TAKKE ICHXOJOTHUECKYIO MOIICPKKY OOTbHOMY
U €ro pOACTBEHHUKAM.

Ortuomnarorenerndeckoit Tepanmu BBD He cymectByer. Tepanus 6ombHeix BBD Britouaer B
ce0s1 yXOJ 32 MOPaKEHHON M HENOPa)KeHHON KOXeM, JIEKapCTBEHHYIO Tepaluio MOPaXEHHOM KOXHU U
CIIM3UCTBIX 000JIOUEK, JICUEHHE OCIOXKHEHUN 3a00JIeBaHUs (aHEMUU, [ICEBAOCHHIAKTWINHI, Kapueca U
aJIecHTUH, CTPUKTYpP MMIIEBOJA, OCTEONOPO3a M Jp.) CIEUUATUCTAMU COOTBETCTBYIOIIErO Mpoduis
(TepareBTOM, FeMaTOJIOrOM, TaCTPOIHTEPOJIOTOM, XUPYPIOM, CTOMATOJIOTOM H JIp.).

Pexkomenayercst yXo 3a MopakeHHOU KOXKEH, BKITIOYArOIIel 00paboTKy Mmy3bIpei, 3pO3Hii U sI3B.

- [1y3sIpu nepes BCKphITHEM, 3pO3UU U A3BBI IIepesl epeBsA3Koi 00padaTbIBatoT
pPacTBOPOM aHTUCENTHKA, IPEANOYTUTEIHLHO BOJHBIM.

- BekpeiTe my3siped UIION U1 MOAKOKHBIX UHBEKIIUM, XUPYPIrUUE€CKOU UITION,
HO’KHULIAMU WM CKaJbIesieM, 00pab0TaHHBIMU AHTUCENTUKAMHU.

- PexomeHyeTcs MpoKalbIBaTh Iy3bIpb IapAJIENIBHO €70 MMOKPBIIIKE, HE 3a/1€Bas JHO,
CO3/1aB 2 OTBEPCTHSI: BXOJHOE U BBIXOJHOE.

- Coep>kxuMoe ¢ MOMOUIBIO MapJIeBOM caliheTKN aKKypaTHO yJalsieTcsl JETKUMU
MIPOMAaKHMBAIOIIMMH JBMKEHUSIMH BO N30€KaHNE yBEJIWYEHUS IIIOIMaau my3bips. [Tpu
BBIpQ)XEHHOW OOJIE3HEHHOCTH B 00J1aCTH MY3bIPS €r0 COAEPKUMOE MOYXKHO acIUPHPOBATh
LIIPULIEM.

- [TokpbIIKy My3bIps YOANATh HEXKEIATeIbHO B CBSI3U C JOMOJHUTEIbHBIMU OOJIEBBIMU
OLIYIIEHUSIMHU, OJTHAKO MOKPBILIKA MOKET ObITh yalleHa BO N30exkaHUs TOBTOPHOTO
HAIOJIHEHUS ITy3bIPs OKCCYAATOM.

- [IpoxosnoThle my3bIpH 3aT€M TOBTOPHO 00pabaThIBAIOT paCTBOPOM aHTHCENITHKA.

- B xauecTBe aHTHCENTUKOB MOKHO TTpuMeHsTh 0,05%, 0,1%, 0,5% BonHbIN pacTBOp
xJioprexkcuanHa uinu 1% BoAHbBIN pacTBOp METHITUOHUHUS XJIOPHA.

- [Ipu nmopaskeHUsAX CIN3UCTON 0OOJIOUKH MOJNIOCTH pTa Hcnob3ytoTes 0,05% BoaHbIHM
pacTBOp XJIOpPrekcuanHa (M0oJI0CKaTh MOJIOCTh pTa MOCe KaKI0To MpueMa MUILH) Uiu
CIELMAJIbHBIN I'ellb, COAEPIKAIMM XOJMHA CATUIIIAaTa U LIETaJIKOHMS XJI0pHAa, KOTOPBIN
HaHOCUTCSI Ha TOPAKEHHBIE YYACTKH CIM3UCTON 2-3 pa3a B JIEHb 10 €1IbI U IEPE]l CHOM.
Kpome Toro, Ha mopaxe€HHbIE CIU3UCTHIE MOJIOCTH PTa MOYXKHO IPUMEHSTH I'ellb
cToMatosiornyeckuit, 20% renp amoMunus GocdaTa, Ma3b PpETHHOJ B BU/I€ allTUTUKAIIHH.
- [Tocne 06paboTKH 3pO3uit U A3B UCHOIB3YIOTCSA NEPBUYHBIE (KOHTAKTHBIE) MTOBSA3KH
(Heaare3suBHBIE MOBS3KHU, KOJUIAT€HOBBIE ITOPUCTHIE TIOKPBITHS), @ 3aTEM YKE BTOPUUHBIE
(puxcupyromye) NOBI3KH.

- Jlnst mepBUYHOMN NOBSI3KU UCIIOJIb3YIOTCS HEaJAre€3UBHbIE MOBSI3KM MJIM KOHTAKTHBIE
HaKJIaJK{ Ha paHy (JUIUAHO-KOJUIOMHAS, Iy0UaTasi U Ap.) WIK CTEPUIIbHBIC TIOBSA3KH C
BOCKOBBIM ITOKPBITHUEM.
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- [ToBsi3ky mpenBapHuTEIbHO 00PE3aI0T B COOTBETCTBUU C OUEPTAHUSIMHU PAHEBOTO
nedexra 10 pa3mepa, MpeBhIIaoiero pasmep aedekra koxu Ha 1-2cm. ['uaporenesbie
MOBSI3KM MEHSIOT €KEHEBHO, MO0 10 Mepe BBICHIXaHUS, OCTAIbHBIC BUIBI
HEaJre3UBHBIX MOBA30K — Kax/able 3-4 qHs, MPU HATMYUK U30BITOYHOTO KOJIHYECTBA,
OTEISEMOr0 C MOBEPXHOCTH APO3Uil U 3B — €KETHEBHO.

- Jlna ynydmieHus: OGapbepHbIX (YHKIMI KOXHU HCIOJNB3YIOTCS Mas3Hu, COJEpIKaliue
BUTaMHH A, KOCMETHYECKHE YBIIAKHSIIOIINE KPEMBbI, KOTOPbIE HAHOCATCS 2 pa3a B JICHb.

- [Ipu BBIsSIBIEHUHU B 00JIACTH SPO3Hi U S3B MPU3HAKOB BTOPUYHON MH(EKIUU (THOMHOE
OTIENsIEMOE, IKEeNTOBAaThle KOPOYKM M Jp.) HCIONB3YIOTCS aHTHOAaKTepHUalbHbIE
MEpPBUYHbBIE MOBS3KH (cepebdpocoiepkaiiie, JIUIMHI0-KOJIOUIHbIE, IOJIUMEpPHBIE
ceTyartble MOBSI3KU HAa OCHOBE C HOHAMHU cepedpa, aHTUMUKPOOHBIE MSATKHE CHIIMKOHOBBIE
u ap.). IloBsizku, comeprkaiiue MOHBI cepeOpa W/WUIM aHTUOAKTEpHUaIbHbIE IpEnaparsl,
CIIEyeT UCIOIB30BaTh HEe OoJiee, ueM Ha 3 JHSI.

- Jns Qukcanuu TEepBUYHBIX TOBSI30K  HUCHOJB3YIOTCS BTOPUYHBIC TOBSI3KHU:
camo(ukcupyronecsi, QUKCUPYIOIIUE, TpyOUaThle (QUKCHUPYIOMIUE, JIIACTUYCCKHEC
TpyOUaThic OUHTEHI.

Crnenyer ykas3aTh, YTO B CIIy4asx NPWJIMAINAHHS TOBS30K HEOOXOAWMO HCIOIB30BATh
OUYUCTHUTENb Ui Koxu B (opme crpes. Cropell pachbUISIOT BOKPYT MecTa (pukcaiuu
MOBSI3KM U JIPYTOr0 IMEPEeBS30YHOTO MaTepuaia, 4epe3 HECKOJIBKO CEKYHJ OCTOPOKHO
YAAJISIOT MOBSI3KY C KOXHU.

- JInst cTuMyIIIIMK STUTENU3aLNU SPO3Ui U SI3B UCIOJIB3YIOTCS Pa3HOOOpa3HbIe
pEreHepaHThl U pernapaHThbl, BATAMUHBI, aHIIPUMED, JEKCATIEHTAHO C XJIOPTeKCUIUHOM B
BUJIC KpEMa OJIMH pa3 B CyTKHU B TeueHue 3-4 Hexenb wim 2% renb reMojepuBaTa
TeJs4Ybel KPOBU OJIMH pa3 B CYTKH B TeueHHUE 3-4 HEelb.

- [Ipu orpaHUYEeHHBIX MHQPHUIIMPOBAHHBIX MOPAKEHUSIX KOXKH HEOOXOIUMO HA3HAYCHHE
TOMMYECKUX aHTHOAKTePHATbHBIX U KOMOWHUPOBAHHBIX CPECTB.

- CucremMHas aHTHOAKTEpUAIbHAS TepaIus IPUMEHSETCS TIPU PacPOCTPAHEHHBIX
MH(UIUPOBAHHBIX MOPAKECHUSIX KOXKH.

- [Ipu mopaskeHUSIX KOXKH, COMPOBOKIAIOIINXCS 3yI0OM, PEKOMEHIYETCsI HCIIOIB30BaHNE
61okatopoB H1-rucraMuHOBBIX peLENTOPOB.

- [Ipu mopaskeHUsIX KOXKH, COMPOBOKIAIOIINXCS 3yI0M, HAPYKHO PEKOMEHYETCs
MIPUMEHEHHE KOPTUKOCTEPOUIHBIX Ma3el U KPEMOB.

- B mepuonme HOBOPOXIEHHOCTH pEKOMEHAyeTcs HAOJMIOJCHWE W TpOBEICHHE
CUMITOMAaTUYECKOW TEepamuud B YCIOBHUSX OTHCNCHUS HMHTCHCUBHOM Tepamuu
MeNaTPUIECKOro cranroHapa. OCHOBHBIE TNPHUHIMIIBI TEPAUUd HE OTIMYAIOTCS OT
TaKOBOH Y B3POCIIBIX JIHII.

- JlexapcTBeHHast TepamHs TPOBOAWUTCS C YYETOM BO3PACTHBIX OTPAaHHUYEHHHA K
HAa3HAYEHUIO  JIGKAPCTBEHHBIX  MPENaparos. [MpodunakTuueckue  MPUBUBKHU
MMPOTHBOMOKA3aHbI TOJBKO B MEPHOJI HAPYIICHHS OOIIETO COCTOSIHUS peOeHKA.

4. Benenue 00JbHBIX HA aMOYJIATOPHOM YPOBHeE

https://www.nchi.nlm.nih.gov/pmc/articles/PMC3865131/

https://www.aad.org/public/diseases/a-z/epidermolysis-bullosa-treatment

HemeaukaMeHTO3HOE JIeUEeHHE:
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Pexxum Ne2 (o0mmii) — manmentam ¢ b3 pexomenayeTcs n3deratsb JII0ObIX (HU3NIECKUX
Harpy30K, MOBBIIIAIOIINX BEPOSITHOCTh MEXAHUUYECKOTO MTOBPEKICHNS KOXKHU U yCHIICHUS
IIOTOOTIENICHUS, PE3KUX JBWKEHUNM W TPaBMOONACHBIX cuTyanui. llepeBszounble
MaTepHalbl, OJeXJa U 00yBb MALIMEHTOB JOJKHBI ObITh M3TOTOBJIEHBI U3 HATYpaJIbHBIX
TKaHEeH, 0e3 IIBOB.

ExxenHeBHBIN 1epMaTOJIOTHYECKUN JICUeOHBIM yXOJI 3a KOXKEW IO MPUHIUIIAM
KOPHEOJIOTHHM JUIA 3allUThl M YKPEIUICHWS 3aIlIUTHOH, OapbepHON (QYHKUIHUU C
BOCCTAHOBJICHHEM PENApAaTUBHBIX CBOMCTB KOXH.

TepMuyeckn U XUMHYECKH IA/siIee MMTAHUE — TUTaHUE O0NBbHBIX BD N0MmKHO OBITH
MEXaHUYECKH, TEPMHUYECKM M XMMHUYECKH IHAJSAIIKUM (IIPOTEPTOE, MOy KHUIKOE,
Heropsiyee), OOOralleHHbIM OCHOBHBIMM MAakpo- M MHKPORJIEMEHTAaMH, C BBICOKOH
KaJIOPUMHOCTBIO. [Ipy MHOTOYMCIIEHHOCTH ITy3bIPEN U 3PO3UBHBIX IIOBEPXHOCTEH ITALIUEHT
HY)XJAETCsl B BOCIOJIHEHMM TEpAEMOM KuUAKOCTU. JleTam Miaamero Bo3pacra
aHTHUPE(IIOKCHBIE CMECH.

ITpu nuctpoduueckoit popme BD ects HeoOXoaMMOCTh MoadOpa MUTAHUSA C YYETOM
KOJINYECTBAa OENIKOB, JKUPOB, YIJIEBOAOB M AJIEKTPOJIUTHOrO OajaHca MO HA3HAYEHHIO
Je4aniero Bpayva.

¥Yxon 3a mopaikeHHOH KoOKeii — elKeJHEBHBIH € HCHOJb30BAHHEM CHENUATU3UPOBAHHBIX
nepeBsi30UHbIX MATEPHAJIOB U CPEACTB.

st

1 3Tam — cCHIATHE TTOBA30K NpCAbIAYIICTO JHA - CYXHMC BHCIITHHUC CJIOH ITOBA30OK AKKYPATHO

YAATAKOT C IMMIOMOIIBbIO HOXHHII, a MPUIIUIIIIHUE CIIONU — IMYTEM OTMAa4YWBAHHA B BAHHC (C
,Z[O6aBJ'IeHI/IeM OMOJICHTOB, MOpCKOﬁ coJju, aHTI/ICCHTI/IKa) 50048 HYTéM HaKJIaJAbIBaHUA
MOKPBIX KOMITPECCOB,

2 3Tam - HampsDKEHHbIE My3bIPH MPOKAIBIBAIOT CTEPUIIBHOW HIVION C COOJIIOJIEHUEM
IIPaBWJI ACENTUKH MAPAJUIENbHO €ro IOKPBIIIKE, co3JaBas 2 OTBEPCTHSA: BXOAHOE U
BbixogHOe. Conep)KMMOMY TMy3bIpsl JAIOT BbIT€Ub, AKKypaTHO IIOMOTrasl JIETKUMU
IIPOMAaKMBaKOIIMMH ABWKEHUAMU. He pekoMeHayercs cpe3arh MOKPBIIIKY Iy3bIps BO
n30exaHne oOHaXEHHsI paHEBON MOBEPXHOCTH U MPOBOKAIIMH JOMOJIHUTEIBHBIX O0JIEBBIX
OILYLLIEHUH.

3 3Tam - MpOKOJOTHIE My3bIpU 00pabaThIBalOT pPacTBOPOM AaHTUCENTHKA, JHOO
AHTUCENITUYECKUMU UITM aHTUMUKPOOHBIMH KpEMaMU/IJIsl CO3JaHUs aHajora COOCTBEHHOM
THJIPOJIUITUAHON MaHTHH.

4 3Tam - Ha PaHCBbIC YUACTKHU HAKJIAABIBAKOTCA CIICHIUAJIBHBIC IICPEBA30OYHBIC MATCPHUAJIbI
JJIs1 CO3JaHUs Hajle)I(HOfI 3alIMUTHI MOPA)KCHHBIX YUYACTKOB.

HepBH‘IHOﬁ MMOBA3KHA HUCIOJIB3YHOTCH caeayroumue BH/1bI ClIenuaJIu3upPOBAHHBIX

NMEePEBA30YHBIX CPEACTB:

* aTpaBMaTU4HbIe (HEAAre3UBHBIC) MOBSI3KH —paHEBbIE MOBS3KH, OOECIEUMBAIOIINE HE
NPUINIIAHUE K paHe — JIMIHUJHO-KOJUIOMJIHBIC, Ma3eBble (Ba3elMH, TIIMLEPUH, KUD),
CHJIMKOHOBBIE, TapaUHOBBIE, COJEPIKAIINE MUESITUHBII BOCK.

* IopucThie (abCOopOMPYIONINE) TOBSI3KH - MPUMEHSIOT NpH OOWIBHOM OTACISIEMOM,
BapHUaHThl — I'yOuaThle NOJNYPETAHOBbIE, BATHO-MapJIEBbIE, IyOUaThIe C OJUCAXapUAAMH,
coJiep Kallre aKTUBUPOBAHHBIN YToJib, KOJUIAr€HOBBIE;
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* Ui JIEYCHUST WHQPHUIMPOBAHHBIX HPO3UH TNPUMEHSIOTCS TOBA3KH C J00aBICHHEM
IPOTHBOMUKPOOHBIX CPEICTB: C CEpPeOpPOM, C XJIIOPreKCHUAWHOM, C MUPAMHCTHHOM, C
aHTHOAKTepUAILHBIMU CPEJICTBAMH;

* IpY CHJIBHBIX OOJICBBIX OIIYHICHUSX HCIIOJB3YETCsI MOKPHITUS C 00€300MBaIOIINMU
BEIIECTBAMH;

* IIPY IUIOXO 32)KMBAIOIINX SI3BaX MPUMEHSIOT CIICIHAIbHbBIE PEreHEPUPYIOIINE MTOBSI3KHU B
BUJIC AJIACTUYHBIX MOJIYIPO3PAUHBIX IIACTUHOK, TNIOTHO MPUJIETAIOIINX KO THY SI3BBI, U
HE JaloIIMX BO3MOXXHOCTH €H BBICOXHYTh — THIpPOTENEBBIE, T'MIPOKOJUIOUIHBIE,
KOJIJIAr€HOBBIE MTOPUCTHIE MOKPHITHS.

[ToBepx MIOOBIX MOKPHITUH HAKIAIBIBAIOT BTOPUYHBIC MOBA3KH, K KOTOPBIM OTHOCSTCS
camopuKkcupyromue, (Qukcupyromme, TpyouaTsle  (UKCHPYIOLIME, 3JacTUYHBIC
TpyOuaThie OMHTHI WJIM HaTEIbHOE Oelbe.

IIpu uHpUUMpPOBAHUHU paH

ITpu Bcex dopmax BDOB XpymkocTh KOXH MOXET HMPUBECTH K OaKTEPHAIHHON KOJOHHW3AIMH WU
uHpeK, ocoO0eHHO B Oojyiee TsKeNbIX (hopMax, TAe paHbl MOTYT OBITh MHOXKECTBEHHBIMH U
JUTMTENIHBIMU. YBEJIMYEHNE OMOHArpy3KH B KOJIOHM3MPOBAHHBIX WM HH(DUIMPOBAHHBIX paHaX
yXyIIIaeT 3aXWUBICHUE M, CJIEJOBAaTEeNIbHO, I NPOPUIAKTUKY HHOUIUPOBAHUSA, CHUKCHUSA
BOCTIAJICHUST W HUBEIMPOBAHUS HMeEIOUIecs WH(GEKIMU Ha3HAYAIOTCS CHUCTEMHBIE aHTHOWOTHKH,
KOTOpBIE SABJIIIOTCS OCHOBOIIOJIATAIOIIUMH I yXoAa 3a paHamu BOb.

MeaukaMeHTO3HOE JIeUeHue:.

IlepeyeHb OCHOBHBIX JieKapCTBeHHBbIX cpeacTB (uMerux 100% BepossTHOCTH NIPUMEHEHUS):

MHH YposeHsb
I'pynna
Jexapcree Cnocod A0Ka3aTeJbHOCTH
JIEKapCTBEHHO IIpumeyanus
HHOTO NpUMeHeHus
ro cpeacrsa
cpeacrsa
BOJHBIN pacTBop
0,05%, 0,1%, 0,5% IIpumeHsFOTC A
b JUTSt _
° HAHOCHUTD e)Ke)IHeBHOﬁ httDS//Dmeedanlm
HApy’KHO Ha KOXYy peryisproi M.nih.gov/31090061/
NI CIIM3UCTBIE 00pabOTKU o _
000J109KH (Ha BCKPBITBIX Clinical practice
AnTucentnuec  XJsoprekcu ., idelines f
TaMIIOHE WIHM IIyTEM ITy3bIpEH, guidelines for
KHE CpEeCTBA  JUH . . .
OpOIIICHUS) 2-3 »sposuii u s3B, laboratory diagnosis of
p/CyTKH. a Takke mnpu epidermolysis
. MIOJIOCKATH nopaxenud  hullosa,2019
IIOJIOCTh  pTa IIOCIE CIU3UCTON
KaXII0TO npuemMa 000JIOYKH
MU MOJIOCTH PTAa. https://medl.ru/kllnlche
skie-
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0 .
Hutpodyp 0,02% PP
HAaHOCHUTb  HapyXHO
an
Ha KOXY 2-4 p/cyTku
PactBop TS
OKTEeHHIM MECTHOTO u
H Hapy»XHOTO
MIPUMEHEHHUS
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AMokcHuIu
JUTAH
+tKIIaByJIaH
oBas
KHCJIOTa
Cucremnas
aHTHOaKTepua

bHasg Tepamnus

Knunagamu
180505

125+31,25 mr/5 M B
cyTku umm 250+62,5

MI/5 MI B CyTKH
(moporok TUTSt
MIPUTOTOBIICHUS

CYCIIEH3UH TUTst
npruemMa BHYTpb)
MEPOPATBEHO B
TeueHHe 2 Henenlb

150 Mr mepopajibHO
3-4 paza B CyTKH B
TeyeHHe 2 HeIelb
WU 300 MI
BHYTPUMBIIIEYHO 2
paza B CYTKH B
Teuenne 10-14 naen
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[Munpoduio
KCalluH

Mokxkcudio
KCaIluH

250 mr nepopaibHO 2
paza B CYTKH B
TEYeHHe 2 Hezdelb
W 200 Mr
BHYTPUBEHHO
KaleJIbHO B TEYEHHUE
30 muHyT 2 pasza B
CYTKH, Ha Kypc 10-14
WHBEKIIHI

400 mr nepopainpHo 1
pa3 B CYTKH B T€UECHHE
2 nenens ninun 400 mr
BHYTPUBEHHO B
TeyeHue 60 MUHYT, Ha
kypc 10—14 undysuit
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2% Ma3b, HAHOCUTH

Mynupony Ha MHOUIUPOBaHHbIE
H oyaru mnopaxeHus 3
pasa B CyTKH 7 qHen
AnTHOaKTepua
JpHAs Tepamnus
Ha ouaru
MOpaXEHUS
Ma3p, HAaHOCHUTH Ha
BanuTpanu uHOUIMpPOBaHHBIE
H + owarnm nopaxeHus 2
HEOMHUIIMH pa3a B cyTku 7-10

ITHel
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CynbaTtuna
3011
cepebpa

AroMuHUSA
TUIPOKCHT
+ Mar"us
TUIPOKCHT

Kpem, HaHocuTh Ha
WHOUIMPOBAHHBIC
ouaru nopaxenus 2-3
paza B cytku 10-14
THeH B BHUJIC
OKKJTFO3MOHHOM
MOBSA3KH

reisb 20%, cycreHnsus
HECKOJIbKO  Karllejb
MoJIepKaTb BO PTY
OKOJIO 2 MUHYT
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['mrokokopTHKO
CTEPOUIHBIE
Ipernaparsl
HapyHOTO
IIPUMEHEHHUS
[Tpu
MOPAXKEHUIX
KOXH,
COIIPOBOXK A0
LIUXCS 3yA0M

Ma3n, HaHOCHTH Ha

barutpanu uHQUIIMpOBaHHBIC

H

+ ouarum nopaxeHus 2

HEOMHUIIMH pa3a B cyTku 7-10

0,05% wma3p, Kpewm,
HaHOCST Ha
Krnoberaso NOPVKEHHYIO
MOBEPXHOCTh  KOXHU
a TOHKUM cjoeMm 1-2
pasa B JieHb He OoJee
2 "HeIenb

THEN
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berameras
OH

Metunmnpe
JTHU30JIOH

0,1% wma3b, KpeMm,

HaHOCST TOHKHM
PaBHOMEPHBIM CJIOEM
Ha y4acTOK

nopaxenut 1-2 pasa
B JIeHb He Ooiee 5
JTHEH

0,1% w™a3b, Kpewm,

HaHOCST TOHKHM
PaBHOMEPHBIM CIIOEM
Ha y4acTOK

nopaxenuit 1-2 pasza
B JeHb He Oonee 4
HEZeIb
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MowmeTtazo
H

berameras
OH

0,1% kpem, mMa3b

HaHOCST TOHKHM
PaBHOMEPHBIM CJIOEM
Ha y4acTOK

nopaxenut 1-2 pasa
B JieHb He Oonee 4
HeZelnb

0,05% xpeMm, wma3b,

HaHOCST TOHKHM
PaBHOMEPHBIM CIIOEM
Ha y4acTOK

nopaxenuit 1-2 pasza
B JeHb He Oomee 5
JHEn
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DnyouuHo
Ia
aleTOHUI

Tpuamuux
OJIOH

0,025% xpem, Ma3b

HaHOCST TOHKHM
PaBHOMEPHBIM CJIOEM
Ha y4acTOK

nopaxenut 1-2 pasa
B JcHb HE Oonee 1-2
HeZelnb

0,1% kpem, wma3b,

HaHOCST TOHKHM
PaBHOMEPHBIM CIIOEM
Ha y4acTOK

nopaxenuit 1-2 pasza
B JAcHB 5-10 mHel, HE
boiee 4 Henmep
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0,1%, 0,25%, 1%,

5% HaHOCAT TOHKUM

PaBHOMEPHBIM CJIIOEM https://medi.ru/kliniche

Ha Yy4acTOK skie-

nopaxxenui 1-2 pasa rekomendatsii/epiderm

B JIeHb 6-14 nueii, He oliz-vrozhdennyj-

6oiee 20 el bulleznyj-u-
detej_13936/
Knuangeckue
pEKOMEHJaluu
DnuaepMOoIII3
BPOXKICHHBIN
OyJUIe3HBIN y
nereit,2016

I'uppokopt
W30H

IIpumeuanue: /[03MpoBKa M KOJIHYECTBO NPeNapaToB ONpeAe/sil0TCA Bpa40M HHAMBUIYAJIbHO.
IIpenmapatbl i yBJIa)KHEHHMS] KOKM(3MOJIEHTBI), MeJIMLUHMHCKHE W3/1eusi, OMOJ0rHYecKH
aKTHBHbIE 100aBKH, MUKPO3JIeMeHTbl, BATAMHHbI, AHTHOKCHIAHTHI H KOCMeTHYeCKHe CPeIcCTBa
MOT'YT IPUMEHATHCS M0 HEO0XO0AMMOCTH NPH JICHEHHH AePMATOTOTHYEeCKUX 00JbHBIX, €CJIH OHH
He HMEIOT IPOTHBONOKA3aHUI M cepTH(PHUINPOBAaHbI HA TeppuTOopuu PecnyOinkn Y30ekuncran.
Ecin HeoOXoanMBblIii penapar u3 onpeaeJJéHHOM IPyNNbl OTCYTCTBYET B IIepeYHe, yTBePKICHHOM
AJIsl TPHMEHeHHMsl B CTallMOHape, MM BPEMEHHO HEJNOCTYNeH, Bpa4 MoOKeT Ha3HAYMTh
aJbTEPHATUBHBIM mnpenapar (mpemaparbl ¢ Pa3sHbIM MEXaHM3MOM [JelCTBUSA, HO OJHOM
TepaneBTHYECKOH 1eabl). BbiOop JiekapcTBa oCYyIIECTBJISIETCS HA OCHOBe KJIMHHYECKO
CUTYallMH, COCTOSIHUS MAIMEHTA U JOCTYIHBIX PecypcoB.

I'pynna MHH
Py Cnoco0
JIEKAPCTBEHHOT 0 JIEKAPCTBEHHO
NpUMeHEeHUsI
cpeacTsa ro cpeacTBa YpoBeHb 10Ka3aTEJILHOCTH
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AHTHOAKTepHAIbHAS TepaNus

AHTHOaKTEpHUaTHHASL
Tepamusi Ha  OYaru
MOPAXKCHUS

MetpoHuazon
a OeHzoar +
XJIOPTeKCHUINHA
OUIIIIOKOHAT,

IIpornBO3yaHasi Tepanus

AHTATUCTAMUHHBIE
Ipernaparsl

Jloparagun

®dekcodenanun

Je3noparanun

Hetupuzun

JlesoueTupusux

AHaJIbre3upymomasi Tepanust

Hecrepounnsie

IMPOTUBOBOCIAINTCIIbH

bIC CPCACTBA

[Ipn OLIYILICHUHU
00JIe3HEHHOCTH B
ouarax

HAa3HAYarTCs

[Tapaneramon

MOopaXCHUA I/I6YHpO(b€H

B
https://pubmed.nchi.nlm.nih.qov/31090

061/
Clinical practice guidelines for
laboratory diagnosis of epidermolysis

T'ens
cromaronoruueck Pullosa, 2019
i Ha 00JacTh
JIeCeH 2 pa3a B

https://medi.ru/klinicheskie-
CYTKI/I B TCUCHHC

rekomendatsii/epidermoliz-

7-10 maeit vrozhdennyj-bulleznyj-u-detej 13936/
Kimandeckue pexkoMeHaanuu
DnuaepMoIIn3 BpPOXCHHBIN
OyJuie3Hbii y nereit,2016

Tabmerku, 10 mr B B

CYTKH https://pubmed.ncbi.nlm.nih.gov/31090

nepopanbHo 7-14 061/

JHEH Clinical practice guidelines for

Ta6rerkin. 120 yr l2P0ratory diagnosis of epidermolysis
" cyrin bullosa,2019

10

https://medi.ru/klinicheskie-

Ta6netku 5 wr rekomendatsii/epidermoliz-

pacteop 10 mn Vrozhdennyj-bulleznyj-u-detej 13936/
epopaibHO 1 pa3 Kimanugeckne PEKOMEHOAINN

B CYTKH 7-14 nueu 9H1/1):LepMonI/I3 BpO)KI[eHHLHZ

OymnesHsIli y nereir,2016
Tabnerkn 5 wr Y Y

pactBop 10 mn
nepopainbHo 1 pas
B CyTKH 7-14 nHeit

IepopasbHO
THen

Tabmerkn 5 wr
pacTtBop 20
KaIlellb

nepopansHO | pas
B cyTKH 7-14 nHen

Tabmerkun 500 mr B

win  pactBop 15 https://pubmed.ncbi.nlm.nih.gov/31090
mi jgo 4 pas B 061/

CyTKH 5-7 nHen

PactBop 200 wmr
epopagbHO 3
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HECTEPOUIHbIC pa3a B cytku 5-7 Clinical practice guidelines for
MIPOTHBOBOCTIATTUTEIIbH JHEH laboratory diagnosis of epidermolysis
BI€ CpEJlICTBA bullosa,2019

https://medi.ru/klinicheskie-
rekomendatsii/epidermoliz-
vrozhdennyj-bulleznyj-u-detej 13936/
Kimmanueckue pekomenaanuu
DnuaepmMoIn3 BpPOXJICHHBIN
Oymne3Hsil y aereit,2016

IIpumeuanue: /[03UpOBKa M KOJIUYECTBO NMPENAPATOB ONpPeAeJsIIOTCA BPA4OM HHAUBHIYAJIbLHO.
IIpenaparbl ajs YBJIa)KHEHHS] KOKM(3MOJIEHTHI), MeJIMLUHMHCKUHE W3/Aeausi, OMOJOTrHYecKH
aKTHBHbIE 100aBKH, MUKPO)JI€eMeHTbl, BUATAMHHBbI, AHTHOKCHIAHTHI H KOCMeTHYeCKHe CPeIcTBa
MOT'YT HPUMEHSATHCS M0 HEOOXOAMMOCTH NPH JIeYEeHUH 1ePMATOJIOTHYECKUX 00JbHBIX, €CJIH OHU
He MMEKT MPOTHBONOKA3aHUI U cepTU(HUUUPOBAHBI HA TeppuTopuM Pecny0inku Y30ekucraH.
Ecau HeoOxoauMblii mpenapar u3 onpeaejéHHOM rpynnbl OTCYTCTBYET B NepeyHe, YTBEPKIEHHOM
AJsl NpUMEHEeHHUsi B CTAallMOHApPe, WJIM BPEMEHHO HeIOCTYNeH, BpPay MOXKeT HAa3HAYUTh
aJbTEePHATHBHBIM mnpenapar (nmpemaparbl ¢ Pa3sHbIM MEXaHM3MOM [IefiCTBHSI, HO OJHOM
TepaneBTHYECKOH Weabl). BbiOoOp JiekapcTBa OCYHIECTBJSETCH HAa OCHOBE KJIMHMYECKOM
CUTYallMH, COCTOSIHUS MAIHEHTA U JOCTYIHBIX PeCypcoB.

http://www.ncbi.nlm.nih.gov/pmc/articles/PMC7253274/

[TokazaHUsIMH K XUPYpPrHUYECKOMY JICUEHHUIO (OCIIOKHEHHS, CBS3aHHBIE C OTCYTCTBHEM
C n1nocrymieHuss B OpPraHu3M NUIIM Ha MPOTSHXKEHUM 3 [THEH, Haauuue KOHTPAKTyp U
TICEBIOCUHAKTHIINH, Cy’KEHHE MHUILEBOJIA U JIP.) OTNPEAEISIOTCS BPAauOM-XHUPYPIOM.

IIpu Bcex dopmax BBD um ocobeHHo mnpu aucTpoduveckoil HAOIIOMAACTCS TOpaKEHUE
KEITyTOYHO-KUIIIEUHOTO TPaKTa — CIM3UCTON OOOJOYKU MOJOCTH PTa, TTOTKH, MHIIEBOAA U MPSIMON
KHILIKH, KOTOPOE 3aBepluaeTcsi pyOlieBaHUEM C 3apallleHueM BO PTY BECTHOYIISIPHBIX CKIAJ0K, yTPaToi
y37€4eK, AaHKWJIOIJIOCCHEH, smu3ogamMu aucdharud, ¢GOPMUPOBAHHEM CTPUKTYp THILNEBOJA,
ractpoa3odareaibHOTO peduItoKca, TOCTOSHHBIMU 3amopamu. 13-3a HEBO3MOXHOCTH THTHEHUYECKOM
00paboTKH 3y0O0B (B CBSI3U € JIETKOM PAHUMOCTBIO CITM3UCTON 000JI0UKH ) cpenn 00NbHBIX ¢ BBD mupoko
pacnpocTpaHeHo MopaxxeHue 3yOHOM TKaHU B BUJIE Kapueca .

JInagTanusa NUineBoaa
40
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Iloka3zannsi K NpPOBeJEHUID AWIATAIMHM TNHUIIEBOJAA: HAIUYUE CTPUKTYpP B IMHUILEBOJE, KOTOpPHIE
MPUBOJAT K aucharuu, oOCTPYKUUU W/WIM HAKOIUICHUIO MUY U CIIIOHBI BBIIIE YPOBHS CTPYKTYPBHI.
[Ipeanourenre MOMKHO OTAABATHCA OAUIOHHOM MWUIATAUMU JUISl MPEJOTBPAICHUS IMOBPEKICHUS
CJIM3UCTOM 00O0JIOUKH MULIEBO/IA, INOO €€ paccioeHusl.

IIpoTuBONOKA3aHMA K MPOBEICHUIO BMEIIATEIILCTBA:

= o01miee TSOKENI0e COCTOSTHUE MalueHTa (OCTphlii MHGAPKT, HHCYJBT | JIp.);

"  HaJIWYWe MUIIEBOAHO-PECITUPATOPHBIX CBUIIEH;

" JIOJHOE 3apaileHHe IPOCBETa OpraHa/aHacTOMO3a WJIM HEBO3MOXKHOCTh IPOBECTH THOKUH
MIPOBOJHUK JUAMETPOM Yepe3 CTPUKTYPY;

" [OPOTSHKEHHOCTH CTPUKTYPHI Oosiee 3 cm (s opranoB JKKT), 6omnee 2 cMm (s Tpaxen) u 1 cm
(nn11 GpOHXOB);

"  BBIpOKEHHAS PUTHUIHOCTH CTPUKTYD;

* Ui pyOIIOBBIX CTPUKTYP MHUIIEBO/IA - BEICOKOE PACIIOIOKCHHUE CTPHKTYPHI;

" Ciyyau, KOIJIa Cy>KEHHE IMPOCBETa OpraHa/aHacTOMO3a SIBIISICTCS CIICICTBHEM CIABJICHUSI U3BHE
pyO1OBEIM TiepuriponieccoM (Ha (OHE TPOBEICHHOW JIYYeBOW TEpamuyl WM BCICIACTBHE
CIIACYHOT'O MPOIIECCa) WK 3JI0KAYECTBEHHOU OITyXOJIbIO;

"  [OpTaJbHAs TUIIEPTEH3HS U HATMYUE BAPUKO3HO-PACIIUPEHHBIX BEH MUIICBO/IA.

HaJo:xxeHue racTpocToMbI

IToxa3aHust K HAJI0KEHHIO FaCTPOCTOMBI: SKCTpeMalibHasl IOTepsl Beca, OTCYTCTBUE MPUOABKU B Bece
U poCTe, OTKAa3 MalMeHTa OT MpuéMa MUK, O0JIe3HEHHBIC aKThI Ie(heKaIum.

IIporuBONMOKa3aHMUs K NPOBEACHUI0 BMEIIATEIbCTBA:
" ACLMT;
"  [EPUTOHEAIBHBIA TUAIIN3;
®  BbIpaXEHHas MOpPTAJIbHAS TUIIEPTEH3US,
®  BBIpa)XEHHAsl IeNaTo- WK CINICHOMETAIINS;
®  OKHPEHUE BBICOKOW CTENEHU;
"  aHaTOMHUYECKHUE JAe(PEeKTHI B pe3yNbTaTe NPeAbIAYIICH Onepaluy Wik BOCTIATICHUS.

IToxka3aHus K onepanuy HA KUCTAX U CTONAX /ISl YCTPaHeHus AedopManuii:

"  ICEBJOCHHAAKTUIIMHM C 3aKIFOUYEHUEM KOHEUHOCTH B KOKOHOIIOJIOOHYIO 000JI0UKY,
* crubarenbHble KOHTPAKTYpbl MaJbLEB B MEX(aTaHTOBBIX U MACTHO-()ATaHTOBBIX CyCTaBax,
KOHTPAKTYPBI 3aISCTh.

HpOTl/IBOHOKa3aHI/le K IIPOBECACHUI0O BMEIIATEIbCTBA:

= of0mee TOKEIOE€  COCTOSHHME  manueHta  (ocTpelidi  WH(APKT, WHCYJIBT W JIp.).

IIpu Bcex dopmax BBD um ocobeHHo mpu aucTpodudeckoil HaOIIOMACTCS TOpaKEHUE
eIy JOUYHO-KUIIEYHOT'O TPAaKTa, BCE ATU (aKTOPHI MPUBOJAT K TOMY, YTO MHOTHE JIETH, CTPaJIaloIIne
BBD, umeroT HeZoCcTaTOYHOCTh MUTaHHUSI MHOTO(GAKTOPHOTO TeHe3a. M, HecMoTpsi Ha HaKOIUIEHHBIH
OTIBIT 110 BEICHUIO ATOH CIIOKHON KaTeropuu OOJbHBIX, MHOTHE MTPAKTUYECKHE BOIIPOCH OpraHU3aIluH
ONTUMAJIBHOTO UTaHus npu BB ocTaroTcs HepemeHHbIMU. [ToMUMO IpyTrux TpyIHOCTEM, 3TO OTYACTH
CBSI3aHO CO CJIOKHOCTBIO IPOBEIEHUS KIMHUYECKUX MCCIEAOBAaHMM M3-3a PEAKOCTH 3a00JIeBaHUS U
MaJioro 4Kciia MalleHToB B HAOMIOICHUSX.

41



Crnenyer ykas3aTb, YTO MOJ HEJOCTATOYHOCTHIO MHUTAHUS MOHUMAIOT AUCOATAHC MEXITY
NOTPeOHOCTBIO B NMUTATEIbHBIX BEILECTBAX M UX IOCTYIUJICHHEM, YTO HEraTUBHO BJIMSET HA POCT U
pasButHe pebenka. [Ipu BBD n ocobenHO mpu ero Tsokenbix (opMax BO3HUKACT «IIOPOYHBIA KPyT»,
KOI'Jla MMEIOIIUeCs MPOosBIeHUs 3a00J1eBaHMs IPUBOJAAT K HApyIIEHHIO HYTPUTUBHOIO CTaTyca, 4To
YTSDKEISIET TEYEHUE IIpolecca U CIOCOOCTBYET YCWICHHIO KIMHMYECKHUX IIPOSBICHUM camoro
3a00J1eBaHuUs.

B mnacrosimee Bpemsi aueroTepanus mauumeHToB ¢ BBD  0asupyercs Ha npuHUIMDAX,
pa3paboTaHHbIX Ul OOJBHBIX C IPOJIKHAMU M TepMUYECKUMHU oxoramu. B pykooactee JIx.-Jl.
daiina n X. XUHTHEpA MPUBEICH IPOCTON METO pacdeTa YHepreTHIeckux norpedHocreit gereii ¢ BBO,
KOTOPBI OCHOBAaH Ha XPOHOJIOTMYECKOM BO3pacTe M HOpMax MOTPeOJ]ECHUs MUTATENbHBIX BEIIECTB
BennkoOputanuu. ABTOpPBI CUUTAIOT, YTO JOOUTHCS YBEIMUYCHHUS MAacChl TeJla MO>KHO, YIOBJICTBOPSIS Ha
100-150% menuaHHyIO CyTOYHYIO MOTPEOHOCTD B 3HEepruu. [lorpeGHOCTH B Oenkax, COrIacHO TOMY ke
PYKOBOJCTBY, cooTBeTCTBYET 115-200% HOpMBI mOTpebieHus Oenka.

Jns 6onbHbIX BBD XapakTepHO HECOOTBETCTBHE MEKIY HOBBIIIEHHONW HOTPEOHOCTHIO B
MUTATEIbHBIX BEIIECTBAX W OTPAHUYCHHBIMA BO3MOXKHOCTSIMH YCBOEHHSI MHINM, YTO TpedyeT
IPUMEHEHHs] AUETOJOIMYECKUX MOXO0J0B, MO3BOJISIIOIIMX MOBBIMIATh YHEPTETHUECKYIO U OEJIKOBYIO
LIEHHOCTb UM 0€3 yBeJINYEHHs ee 00beMa.

[Torck MiageH1IeM COCKa MOKET BbI3BaTh WJIM YCYTYOUTh MOBPEXKIEHUE KOXKHU JIMIIA, a IPOLIECC
COCaHMs - TPUBECTH K 00Pa30BaHHIO ITy3bIPEH Ha CIM3HMCTBIX 000JIOUKAX PTa, sI3bIKE, JeceH. TeM He
MEHEe CUMTAETCs, YTO CIIEeIYeT MOOIIPATh KOPMIIEHUE IPYAbIO, TAK KaK OHO J1aeT peOEHKY MHOXKECTBO
npeumyniects . OJJHAKO, 32 UCKIOYEHUEM JIETKUX CIIy4aeB, UCKJIIOUNUTEIbHO I'PyAHOE BCKApMIIMBAHUE
HE YJIOBJIETBOPSIET IMOBBIIIEHHBIX MOTpeOHOcTel MianeHues ¢ BBD. Heobxomumo opranuzoBath
nuTaHue, 0osiee HACBILIEHHOE MUTATENbHBIMU BellecTBaMu. [l oboramieHus paluoHa Ha MpPaKTHUKe
UCIOJIB3YIOT TaKHE MOAXOJbI, KaK MOBBIILIEHUE KAJOPUMHOCTH CLIEKEHHOIO IPYJHOI0 MOJIOKa CyXOn
MUTATEIbHON CMECHIO, MOBBIINICHUE KOHIIEHTPAIIMM Pa3BEICHHON NMHUTATENLHON CMecH, J00aBIeHHE
MOJIUMepa TITIOKO3bl /UITH JKUPOBOU IMYJIbCUH.

Hns nmereit crapmie oaHOTO Toja (OPMHUPYETCS aJeKBAaTHBIM pallMOH C JOCTAaTOYHBIM
KOJINYECTBOM BCEX OCHOBHBIX HyTpueHTOB. OHaKo, (OpMHPOBAHUE JOCTATOYHOIO PALMOHA 3a CUEeT
TOJIBKO HaTypaJIbHBIX NMPOIYKTOB y AeTel ¢ auctpoduueckoit popmoit BED sBisercs mpakTuuecku
HEBBIOJHUMOMH 3a1a4eil. [loaToMy 1 oboramieHus paroHa JIeTsIM CTaplIero Bo3pacra TakKe MOTYT
OBITh UCITOJIB30BAHBI CHIEIIMAIN3UPOBAHHBIE TPOIYKTHI ISl SHTEPAIBHOIO MUTAHUS. BONBIIMHCTBO 3TUX
CMECEH SABIAIOTCA W30KAIOpUHHBIMM, T.e. conepkar 100kkan B 100mn. Ilpu Tskenoi creneHn
HYTPUTUBHOM HEJOCTATOYHOCTU MPEANOYTEHUE CIIEAYeT OTJaBaTh T'MIIEPKAIOPUIHBIM HPOIYKTAM,
KOTOPBIE MO3BOJISAIOT 1aTh OOJIBIIOE KOJMYECTBO HYTPUEHTOB M SHEPTHU B MEHbIIIEM 00BbEME.

[Tpu TsKEn0i HeAOCTATOYHOCTHM HauOoJiee OMpPaBIAaHHBIM SIBISIETCS SHTEPAIbHOE 30HIOBOE
MIUTAaHUE: MENJIEHHOE HENPEPBIBHOE NOCTYIUIEHWE NMUTATENBHBIX BELIECTB B KEIYIOYHO-KUIIEUHBIN
TPakT, JIydllle BCEro C IMOMOIIbI0 HH(Y3MOHHOIO HAcoca, C Y4E€TOM HHU3KHX JHEprorpar Ha
IIEpeBapUBaHNE U YCBOEHUE NMUTATEJIBHBIX BEIIECTB [0 CPABHEHMIO C MOPLMOHHBIM BBeneHUEM. [lpu
TakoM crnoco0e KOpMJIEHUSl YJIy4llaeTcs IIOJIOCTHOE TMHILNEBAapeHHEe, MOCTENEHHO MOBBILIAeTCS
BCACBIBAIONIAs CHOCOOHOCTh KHIIKH, HOPMAJU3yeTCs MOTOpPHKA BEPXHUX OTIENIOB JKEIyI0YHO-
KHUIIEYHOTO TpakTa. benKkoBbIE KOMIIOHEHT cMeced Ui SHTEpaJIbHOTO MUTAHHUS CTUMYJIHPYET
CEKPETOPHYIO U KHUCIOTOOOPA3yIOIIyI0 (PYHKIHMIO KeTyKa, MOIIePKUBAET aIeKBaTHYIO S9K30KPHHHYIO
GYHKIUIO TOKETYIOUHOM Kele3bl U CEKPELHI0 XOJICHHCTOKMHUHA, 00ECHeurnBaeT HOPMAJIbHYIO
MOTOPUKY OWJIMApHOW CHCTEMBI M MPEAOTBpPAIIAET TAKUE OCJIOKHEHHs, KaK OWIMapHBIA CIajX U
XOJICJIUTHAS .

OCHOBHBIM ITOKa3aTeNIeM a/IeKBaTHOW TUETOTEepaMHy SIBIIIETCS MpUOaBKa Macchl Tela, KOTopast
CUMTAETCS ONTUMAIBHOM, eciu npeBbIimaeT 10r/kr B cyTKH, cpefaHeit — npu 5-10r/Kr B CyTKH, HU3KON —
MeHee ST/Kr B cyTku. OJHAKO, MO CBUAETENHCTBY CIELUAINUCTOB, JOCTHYh XOPOIIMX MOKazaTenei
s¢dexTuBHOCTH JieyeOHOTO MUTaHuA y fereit ¢ BBD upe3BriuaiiHo TpyaHo.

[ToMrMO KOppEKLIMM OCHOBHOM YacTH palnoHa, 6oibHble ¢ BBD HyX1al0TCsl B JOMTOTHUTEIBHON
JOTalUK JKeJe3a, IIMHKA, 110 JaHHBIM HEKOTOPBIX aBTOPOB — CEJICHA U KAPHUTHHA.
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B HacTosIee BpeMsi BeIyTCs UCCIEIOBAHUS MO pa3paboTKe MOAX0A0B K JIeYeOHOMY MUTAHUIO
6oipHBIX BBD c ucnonp3oBaHueM clieNUaNbHBIX HPOAYKTOB M HYTPHUEHTOB, CIIOCOOCTBYIOIIMX
3KUBIEHUIO paH. [1oy4eHbI TOIOKUTENbHBIE Pe3yIbTaThl MPUMEHEHHUS UX Y B3POCIBIX OOJBHBIX C
BBD — 3axxuBnenue paH, ONTUMHU3ALKS UMMYHHOTO CTaTyca U CHHKEHHbIE TTOKa3aTEeId BOCIAJICHUS.

[ToBpexnenne cinuzuctoit odonouku KKT y nereit ¢ BBD u cBi3aHHOE C 3TUM CHUXKEHUE
OapbepHbIX (PYHKIMIA y HEKOTOPBIX AETed MOKET CTaTh MPUYMHON MUINEBOM CEHCHOWIM3alUU U
MUIIEBOM a/NIEPrUH, YTO 3HAYUTEIBHO OCJIOXKHAET HYTPUTHUBHYIO MOMJAEPKKY ITHX neredd. [lpu
aJyIepruy Ha OeJIOK KOPOBBETO MOJIOKA JETSIM HEOOXOAMMO OpraHM30BaTh O€3MOJIOYHYIO TueTy. B
TaKOM CJTy4yae B KAUYECTBE JOMOTHUTEILHOTO MUTAHMS JUIS CO3/IaHUS aICKBATHOTO palliOHA MOTYT OBIThH
HCIOJIb30BaHbI TOJbKO aMHUHOKHCIOTHBIE CMECH HJIM CMECH Ha OCHOBE BBICOKOTHAPOJIU3HUPOBAHHOIO
MOJIOYHOTO OeJKa.

Camplie Tsokenbie (opmbl BBD, HecMOTpss Ha COBpPEMEHHBIE TEXHOJIOTUH JMETOTEPAInH,
COIIPOBOKAAIOTCSA 3HAYUTEIBHOM OEIKOBO-IHEPreTUUECKOM HEeI0CTaTOYHOCThIO. DTO CBSA3aHO C
MHOTO()aKTOPHBIM ITATOTEHE30M HEJOCTATOYHOCTH MUTAHUS Y 3TOU CIIOKHOM KaTeropuu 00IbHBIX. Tem
HEe MeHee IPU3HAETCs, YTO MUTaHUE BO3/IEHCTBYET HAa KOMILIEKC (PaKTOPOB, IPUHUMAIOIINX Y4acTHE B
BOCCTAHOBJICHHH TKaHEH, TTOATOMY OHO JIOJKHO OBITh MAKCHMAaJIbHO ONTHMU3HPOBAHO.

https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3865131/

https://www.aad.org/public/diseases/a-z/epidermolysis-bullosa-treatment

VYuuTbiBas TSHKECTh F€HETHUECKOTo 3a00sieBaHMsI, TOPIUAHOCTh TEUEHHUS, HU3KOM MOTEHLHal
peadmInTalMM, a TaKKe COLMAJIbHBIM acHeKT, KaxIblii pebeHok ¢ nuarHo3oM BBD Hyxnaercs B
MIOCTOSIHHOM TOJAEPKUBAIOIIEM KOMIUIEKCHOM JICUEHUH U YXOJ€E AJIs MOAJIEepKaHusl KaueCcTBa KU3HU.
MHorue nanMeHTsl UMeroT Tspkenble GopMmbl BBED, uTo mpeactaBinser He TOJBKO OIPOMHYIO MEIMKO-
MICUXOJIOTHYECKYIO TPOOsIeMy JUIsl TAKMX CEMEH, HO U TpeOYyIOT BBICOKUX 3aTpaT Ha o0ecnieueHue aeTen
HEOOXO/JMMBIMU TEPEBSI30YHBIMU MaTepHajaMM, JIeKapCTBEHHBIMHM IIperapaTaMd Ha CO3JaHHe
CHEIHAJbHBIX YCIOBUM JUIsl yIydIlIEeHUs! KayecTBa KU3HU NarueHToB. [lomumo ¢uHaHCOBOTO, €CTh U
Apyroil acmekT mnpoOieMbl — HEAOCTaTOYHAas KOMIIETEHTHOCTb Bpauyeil MEepBUYHOIO 3BEHA IS
BBISIBJICHUSI PEIKUX F€HETUYECKUX 3a00I€BaHUI U TPaBUIIBHOTO [TO/IX0/1a K TEPAIINH, TI03TOMY SIBISIETCS
HEOO0XO/MMBIM OpraHu3alys HaydHO-NPAaKTHUYECKUX, 00pa3oBaTeIbHbIX MEPONPHUITUN JUIs Bpaye c
L[EJ1bI0 TIOBBIIIEHUSI YPOBHS UX KBATH(DUKAIIH.

[Tpu noctanoBke auaruo3a BBD Bpau 11000i1 cnennanbHOCTH 0053aH ONIOBECTUTD O BBISIBICHUH
TAKOro ImnanueHTa aJMHUHHUCTpAlUI0 MCEIUOHWUHCKOrO YYpPCKACHHUA, KOTOpasd B CBOIO O0O4YEpPEIb
MPeJOCTaBIsAeT MH(MOPMALMIO O MAIMeHTe OpraHaM pPEeTrHOHAJIBHOTO 3APAaBOOXPAHEHUS C IIEIBIO
BC€ACHUA CTAaTUCTUYCCKOT'O yU€Ta U OpraHu3alii OKa3aHHWs COOTBeTCTBYIOHlefI IIOMOIITH ITalITMEHTaM C
BBD. B pecnybnnke Benercs peecTp nmanueHToB ¢ BB, KOTOpbIl HaXoAUTCs B aKTyaJIM3UPOBAHHOM
COCTOsSHHU. Ka>1<111:1171 IMaIMCHT, BKJIIOUYEHHBIA B peecTp, MOaydacT IOMOIIbL B BHUAC oOecrieueHus
MIEPEBSA30YHBIMU  MaTE€pUAIaMHU, JIEKAPCTBEHHBIMH CPEICTBAMU U M3ACIUSAMU  MEAMIIMHCKOIO
HazHaueHus. uHaHCUpOBaHUE ocylecTBiseTcs 3a cuet bnarorBopurensHoro pouga HHO «Kananak
6onanap» (Y30ekucTaH) U rocy1apcTBEHHOTO (PMHAHCUPOBAHMUSL.

['maBHBIM TOpUHIMIIOM YyxoAa 3a OonbHbIMH BBD sBnsercs mnpodunakthka o0pazoBaHUS
MMy3bIpel, TaK KaK OJHOKPATHOM MOBPEXJCHUU KOXHU B OMNPEJEIIEHHON 00JIacTH PUCK MOBTOPHOIO
MOBPEXJICHHUS B 3TOM MECTE 3HAUUTENIbHO yBenuunBaeTcs. [IpukocHOBeHHE K KOXe peOeHKa JOJKHBI
ObITh MUHMMAJIbHBIMMM aKKypaTHBIMH, CIEAyeT M30eraTb TPEHUS KOXH, HAJaBJIMBAaHUS U JPYTHX
IIPUEMOB, KOTOPBIE MOTYT ITOBPEAUTH XPYIKYIO KoKy pedeHka. Heo6xonmumo exxeiHeBHOE IPUMEHEHNE
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YBIQKHSIOMUX CPeACTB. B BhIOOpE OAEKIBI, OCTEIHLHOTO O€Mbsi CIEIyeT HCIONb30BATh TOJIBKO
XJIOMYATOOyMaKHbIE MSTKHE TKaHU, Cpe3aTh BCE ITHUKETKH, IIBBI OACKIBI JODKHBI OBITh CHApPYKH.
OOyBb H0MKHA OBITH YHOOHOW, CBOOONHOW W MsTkKoW. Bce nmeramu onexasl U O00yBH, Takue Kak
ITyTOBHIIBI, 3aCTEKKH, MOJIHUU HE JIOJDKHBI COTIPUKACAThCS ¢ KOXkel pedeHka. Taxxke ciemayer u3deratb
JeTalnei, TECHO CONMPUKACAIONINXCS ¢ KOXKEH M BBI3BIBAIOIINX TPEHUE (MAHKETHI U TOPJIOBUHBI B TAKUX
cilydasix cpesarorcsi). He pexkoMeHayercsi MCIOIb30BaHWE MOJTY3HUKOB Ui JIETEH C TSDKEIBIMH
¢dopmamu BBED.

HeoOxomumo co3aath yciioBus it 0€30MMACHON KU3HEIEATEIIbHOCTH pebeHka, cTpanatoiiero BBD,
BaYKHO MPOJyMaTh BCE JETalIM, KOTOPBIE €r0 OKPYXKaroT. DTO KacaeTcs Mebenu, MecTa JUIsl UTphl, T1ie
p66€HOK IMPUHHUMACT MUINY, IMICJICHAJBHOI'0 CTOJIMKA WM MCECTa, I'I€ HNPOU3IBOIATCA CKCAHCBHBLIC
nepeBsi3ku. Mebenb J0KHA OBITh M3 MATKOIO MaTepuasa, He UMETh OCTPBIX YIJIOB M TeX JIeTalei,
KOTOpBIE MOIJIM Obl IPUYMHHUTH peOeHKy TpaBmy. Ciemyer u3beratb meperpeBa KOKHBIX ITOKPOBOB
pebeHka, moAep KUBaTh MPOXJIAJHYIO0 TEMIEPATypPy OKpYKaroIlel Cpelbl, perysipHO IPOBETPUBATH
MIOMEILIEHUE, a TAKXKE CIEIUTH 3@ YBIAXKHEHUEM BO3TyXa.

YacToTa mpuemMa BOAHBIX HPOLEAYpP PEryJupyercs B 3aBHCHUMOCTH OT OOILEro COCTOSHUS
pebeHKa U TsHKECTH KOXKHOTO Tmporiecca. [lpu Kynmanum temmepatypa BOJIbI I0JKHA OBITH HE BBIIIE 35
rpajycoB, B Bojay [J00aBisioT pH-HeWTpajgbHble MOMOIIME U YBIAXKHSIOIIME CPEACTBA, COJICBOM,
YKCYCHBI PAacTBOP WJIM MCIOJb3YIOT NMPOTHUOBMUKPOOHBIE MOIOIIUE JIOCHOHBI, IIPU 3TOM CJIEAYET
n3beraTh TpeHUs ryokamu 1 Movainkamu. Ilocie kynaHus Koy peOeHKa He BBITUPAIOT, @ OCTOPOKHO
IIPOMAaKMBAIOT MATKHUM IOJOTEHIIEM.

OCO0EeHHO BaKHO CIIEIUTH 32 COCTOSIHUEM CIIM3UCTON 00O0JIOUKHM IMOJIOCTH pTa M 3y0O0B, Tak Kak
y nanueHToB ¢ BBED Ha ¢one rumomazum OBICTPO pa3BHBAETCS KapHec, OTATOLIAOIIMN TEeYeHUe
ocHOBHOro 3aboneBanus. Ilpm umcrtke 3y0OB pPEKOMEHAYETCS MCIOJIB30BAaHHE 3yOHBIX INETOK C
MaJIEHbKOM T'OJIOBKOM M OY€Hb MATKOM LIETUHOMW, CIIEUATbHBIX CUIMKOHOBBIX IIE€TOK-HANAJIEYHUKOB
HNJIN MATKHNX CaJ'I(l)eTOK JJId TUTUCHBI ITOJIOCTH PTa, a TAKKEC YKPEIIAOIMNX 3Y6HBIX nacTt ¢ COACPIKaHUEM
¢dTopa. PekomeHtyercs exxeJTHEBHOE UCIIOJIb30BaHHUE IAASIINX aHTUMUKPOOHBIX OMOJIaCKUBATENeH JIIst
MOJIOCTH PTa.

[Taruentsl ¢ BBD oco0eHHO HYy)XIatoTcsl B cOaTaHCUPOBAHHOM BBICOKOKAJIOPUHHOM NMUTaHUH,
oborarieHHOM OenkoM (peKkoMmeHayeTcs cyTo4yHas Hopma ot 1,0 mo 2,2r/Ikr maccel Tena),
MUTATEIbHBIMHA BEUIECTBAMH M BUTAMUHAMH, IIPH 3TOM IWIIA HE JOJDKHA BBI3BIBATH TPaBMATHU3ALUU
CJIM3UCTOMN TOJIOCTH PTa U MUIIEBO/A, MUIIA JOKHA ObITh MATKOM, HHOT/Ia IPOTEPTOM, HO HE TopsTYei.
[Ipy HEmMOCTaTOYHOCTH TUTAHHUS WCIONB3YIOT CICIUAIBHBIE THTATEIbHBIE CMECH, BHTaMHUHBI,
MHUKpPO3JIEMEHTHI. Takke He00X0AMMO MOMHUTH 00 OOUIBHOM NMUTHEBOM PEXHME.

st opraHu3and METUIIMHCKOW moMoIu OonbHBIM BBD nmomkHBI OBITH 3a/€iCTBOBaHBI MHOTHE
CIIy’kObl, HAUWHAsL C JEPMAaTOBEHEPOIOTUYECKOM, KOTOpask MOJIKHA COBMECTHO C BpauyaMU CMEXHBIX
crenuanbHOCTe (HeoHarosoru, neauarpsl, Bpaun BOII u 1p.) BBISIBISATH OOJIBHBIX € JaHHBIM
TeHOJIEpMAaTO30M, MPOBOJUTH AHMCIIAHCEPHOE HAONMIOJEHHUE 3a HUMH, oOecrneyuBaTh U 00ydaTh
MOJIb30BAaHUIO HAPY)XHBIMU  CPEJICTBAMH, 3aHUMATHCS peaOWIMTAIMEe MMAalMeHTOB W TP
BO3HUKHOBEHUH OCJIOKHEHUW HAIIPABJISITh NAMEHTOB B CIIELIMAIIM3UPOBAHHBIE KIMHUKHU. BpOK1€HHBIN
OyJUIC3HBIN SIUIEPMOIIN3 SBISACTCS MYJbTHANCIUIUIMHAPHONW TMPOOJIIEMON, BBHUIY YEro TOJBKO
CO3/IaHH€ KOMILUIEKCHOTO MOAX0/1a B TUATHOCTHKE, JICUCHUH, MPOQPUIAKTUKH U peabUIUTAIIIH MOKHO
TO0OUTHCS HEOOXOIUMOTO Pe3yiIbTaTa.

Poxnenne 60mpHOTO pebeHKa SBISETCS CTPECCOM Al POAUTENEH, ¢ KOTOPhIM OHU HE BCeraa
MOTYT CIIPABUTHLCS CAMOCTOSITEIILHO 0€3 IOMOIIHU | IMOICPKKH OJTU3KUX UM JIFOJICH, HO TIOPOM U ATOTO
OBIBACT HELOCTATOYHO.
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[Tporno3 BBD 3HaunTENbHO 3aBUCHT OT KIMHHYECKOW (POPMBI TeHO/IepMaTo3a. bolbIIMHCTBO
MalKUeHTOB, 0coOeHHO ¢ mpocThiM BBD u JI/IBD, mMeroT HOpMmaibHBIE TOKA3aTeld OXKUIAEMOM
MPOAOIDKUTEIFHOCTH KHU3HH, XOTS ATOT MOKAa3aTelb MOXKET ObITh YMEHBILIEH 3a CUET Pa3BUBLIMXCS
ocnoxHeHul. Ilammentsl ¢ [Torpbd noaBep:KeHbI MOBBIIIEHHOMY PUCKY JIETAIBHOIO UCX0Ja B IIEPBbIE
HECKOJIBKO JIET )KU3HHU. J{JIsl MAIIMEHTOB C PEIIECCUBHBIM JUCTPO(YUIECKUM OYJUIE3HBIM 3IUICPMOIH30M,
0COOEHHO TIeHepaln30BaHHOM (HOPMOM, XapaKTEpPHO IOBBIIIEHHE PUCKA JIETAJIbHOCTH B BO3pacTe
ctapuie 30 JeT 3a cyeT BO3MOYXKHOIO 00pa30BaHUsl METACTa30B IJIOCKOKJIETOYHOro paka. BBuay uero
CUMTAeTCs, 4YTO MPOrHo3 Impu auctpopuueckux Gopmax BBD  HeOnarompusTHbIi: npu
MOJIUIMCIUIATHYECKON (OpoMe JIETATbHBIA UCXO/ HACTYIAET B MOAPOCTKOBOM Bo3pacte oT XIIH, mpu

3JI0Ka4€CTBEHHOH (popMe — OT cerncuca.

Taoauna 1
I'en,
BbeJiok-
Tunesr BBD koaupywom  Jlokaauzauus DOyHkuus
MHIIIEHb .
uii 0eJIoK
CuHApOM XPYIKOCTH
N [Tnakodmimx PKP-1 KOXH
IIpocroi, o
. Cynpa6azansubiii  JlagoHHO-
cynpada3anbblid o
BED Hecmormakuan ~ DSP CJIOW dIIHJIEpPMUCA  TOJOIIBEHHAs
KepaToAEpMHUs
Kypu4aBsie BonoCHI
HopmanbHast  cetb
KRT-5 WJIAMEHTOB B
KepaTtun-5 ¢
AMUAECPMUCE
bazaneHell  CiIOH
Keparun-14 anuAepMuca Oreyrersie
p KRT-14 AP KOHTpPacTUPOBAHUS
. WJIAMEHTOB
IIpocroi BbD ¢
0a3zaJbHBIH [InexTun
. . OtcyrcTBHE
bazanpHblil  crnoi
PLEC KOHTPACTUPOBAHUS
Jrepaica ¢buiameHToB
AnTHuren-1
OyJIII€3HOTO
Hemuromna IIpenmymiecTBeHHO
BP230 B oOmactu lamina
lucida
HenocraToyHocTs
. B touke BHEnpeHUs
IHorpannyHbIi MHTETpUHA
BBD ¢ arpesueit Hnuterpun a6B4 JUCE s HCPATHHOBDIX BBI3BIBACT OJHY W3
P p ITGB4 ¢bunamMeHToB B Ay
nujaopyca bopm aTpe3uu
I10JTy IECMOCOMBI
nuiopyca
IHorpanu4HbIi Komnaren XVII tuna
Konnaren XVII
BBD e COL17A1 OIIOCPENyET aJIr€3HI0
JIOKAJIM30BaHHbIN KJIETOK K
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Vil

IHorpanuvHbIi
BbD
Jlamuuanu-332

reHepaJIu30BaHHbI
)7
Jucrpoduyecknii  Kosutarexn
BBD THIIA
Cunapom

Ap Kuanne-1
Kunpnepa

LAMA3
LAMB3
LAMC2

COL7Al

KIND1

HOBerHOCTb OTACJIbHBIX YIYACTKOB TeJia (HpaBI/IJIO «I[EBHTKI/I»)

Taoauna 3

Ilinomann Teaa

BCs IMMOBEPXHOCTH TCJIa
T'0JIOBA U IICA

BEpXHHE KOHEYHOCTH (Kaxaast 9%0)
HUKHHME KOHEYHOCTH (Kaxkaas 18)
nepeHsis YacTh TyJIOBUIIA

3aIHA4 4aCTbh TYJIOBHUIIA

IMPOMCIKHOCTDH
JJaJOHBb U IMaJIbIIbI

Onpegesienne MJIOMAIN MOBEPXHOCTH TeJa (M?)

Bospacr, roast

HoBopoxneHHbli

= O 00 NO Ol WN K-

Ilnomannb
IMOBEPXHOCTH
BCEro Teja
2115

3925

5275

6250

6950

7510

7925

8279

8690

9100

9610

T'os10Ba

20,8
17,2
15,2
14,4
13,7
13,1
12,6
12,4
12,0
11,5
10,9
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noJuIeKaniei

0a3aabHOM
MeMOpaHe
OtcyTrcTBUHE
Bnytpun KOHTPACTUPOBAHUS
Lamina lucida OazanbHOU
MeMOpaHbI
OtcyTcTBHE
. kojutareda VIl tuma
ITox lamina densa
MPUBOJIUT K
XPYIKOCTU KOXKHU
Perynupyer
Pasnepie YPOBHHU HOAPROCTD,
e npoaudepanuro U
MTOJABUKHOCTD
KEepaTHHOLIMTOB
Taéauua 2
%
100
9
18
36
18
18
1
1
TynoBuie Bepxnue Huxnue
KOHEYHOCTH KOHEYHOCTH
31,9 16,8 30,5
34,4 17,8 30,6
33,6 18,5 32,7
33,6 18,8 33,2
33,1 19,4 33,8
33,0 19,6 34,8
33,4 19,6 34,4
33,5 19,3 34,7
33,4 19,6 35,1
33,5 19,2 35,7
33,6 19,4 36,2



11
12
13
14
15
16
17
18
19
20
21
22
23
24

10165
10750
11425
12290
13325
14300
15200
15850
16435
16800
17050
17255
17415
17655

10,4 33,4 19,5 36,6
10,0 33,3 19,5 37,2
9,6 33,0 19,7 37,6
9,2 32,5 20,3 38,0
8,8 31,9 21,4 37,9
8,4 31,6 21,5 38,5
8,2 31,7 21,2 38,8
79 32,5 20,8 38,8
1,7 33,5 20,5 38,3
7,6 33,9 20,2 38,2
7,5 34,3 19,9 38,3
7,5 34,4 19,7 38,3
75 34,5 19,5 38,5
7,6 34,5 19,4 38,9
Taoauna 4

IIpe HAH rumoanjeprennass cMmecb, Auabdpape um Ajabdpape Avuno ¢ 0 go 1 roga
(BBICOKOTHIPOJIM3UPOBAHHBIM 0€JIKOM)

Haunmenon
aHue

PreNAN®
400 rp

HaumenoBaHue ToBapa

Cyxass ajganTupoBaHHas
MOJIOYHAS CMECh  JIA
MaJIOBECHBIX n
HEJIOHOIIIEHHLIX JETeH ¢
POXKACHUA.

CoaepxaHue MUKPOHYTPUEHTOB M1 BUTAMHHOB

Cmech PreNAN® — 3T0 nmuTanue i CHELHAIbHBIX
MEIUIMHCKUX Lenei, npeHa3HauYeHHOe IS
WCIIOJIb30BaHUS B CTAllMOHAPE W TIOCIIE BBITUCKUA U3 HETO
JIJIS HETOHOIIIEHHBIX H MAJIOBECHBIX AETEH 10 TOCTHIKEHUS
Macckl Tejia 4 Kr.

CocraB (Ha 100 mJ1 TOTOBOJ CMecH):

DHepreTuveckas IeHHOCTh — He MeHee 70 kkan/293 kJIx
OcMomsuTbHOCTD — 266 MOCM/KT

OCHOBHbBIE KOMIIOHEHTBI:

- benku (kazeun / 6enku monouHoM ceiBOopoTku 30/70) -
203r

- Kupsr -3,70 T
- YrneBonel - 7,49 r
- JIakTo3a -3,67r

- ManbTogekcTpuH - 3,83 1

- be3 kpaxmana

7KupHble KHCJIOTBI

Jlunonenosas kucnota (15,7% ot cymmsr xk.k.) - 0,60 r
o — TuHOJeBas kuciota - 69,00 Mr

ApaxunonoBas kuciora (ARA) - 13,80 mr
Jexo3arekcaenoBas kucnora (DHA) - 13,80 mr
MuHepaibHbIe BellecTBa

3oma-0,49r
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Andape 400

T

Cyxas ITOJIHOLIEHHAS
cMech JUIA  JIETCKOro
IUETHYECKOTO JIEUeOHOr0
IINTAHUA Ha OCHOBC
[1yOOKOTHIPOIM30BAHHO
ro Oemnka mig Ierell ¢
poxJieHus 10 1-ro roja ¢

MMHIIEBON ajuieprue,
HapyLICHUSIMU
repeBapyuBaHusl u

BCaChIBaHUs ITUIIIU.

Hatpwuii - 37,60 mr

Kammit - 84,80 mr

Xnopuasl - 60,00 mr
Kanpmii - 106,70 mr
doctop - 61,00 mr

Marnwii - 7,00 mr

Mapranen - 9,60 MKT
Cenen - 1,60 Mxr

Kenezo - 1,50 mr

o - 23,60 Mxr

Mens - 0,10 mr

Hunk - 0,87 mr

Hyxneoruast - 2,20 mr
BuraMuHBI

Buramus A - 630,00 ME/MO
Butamun A - 192,50 MKT KB peTHHOJIA
Buramun /1 - 105,00 ME/MO
Buramun /1 - 2,70 MKr
Butamus E - 4,20 ME/MO
Butamun E - 2,80 mr
Buramun K - 5,60 Mkr
Buramun C - 17,50 mr
Buramun B1 - 0,12 mr
Burtamuu B2 - 0,17 mr
Huamua PP - 2,10 mr
Buramuu B6 - 0,010 mr
®donueBas kucnora - 42,00 MKr
[TanToTeHoBas kucaota - 0,87 mr
Buramun B12 - 0,34 mkr
buotun - 3,50 Mxr

Xomun - 10,50 mr

Hnoswut - 7,80 mr

TaypuH - 5,60 Mr

Kapuurusn - 1,40 mr

YnakoBka: Merauinueckas OaHka ¢ MeMOpaHOH u
BHEIIHEN KPBILIKOM, MepHas JIO’)KKa B KaKJJ0i OaHKe, BeC
HeTTo He MeHee 400 r.

Cyxast noJHoLIeHHas cOalaHCUPOBaHHAs MOy JIEMEHTHAs
TUIIOAJUIEPT€HHAsl CMECh JUIsl BCKapMJIMBaHHUS JE€TEll ¢
POXKJIEHHsT C THIIEBOM ayulepruey, HapyLICHUsIMHU
nepeBapuBaHus u BCACBIBAHHUS UL, B
nepuonepanruoHHoM nepuoge. s 30H10BOro MUTaHHUSL.
Cocras (#a 100 M1 TOTOBOM CMECH):

OHepreTudeckas HEHHOCTb — HE MeHee 68 KKaJl.

- BBICOKOTHJIPOJIN30BAaHHBII OEJI0K MOJIOYHOM CHIBOPOTKHU
—He MeHee 2 T

- %kupsl — 3.4 - 3.5 1, B TOM 4YHCIIE€ CpeAHELENOYeyHbIe
Tpuraunepusl He meree 40 %

- yrneBoabl — 7.2-7.5T

- Kanuit — 63 - 85 mr
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- xanpui — 50 — 55 mr

- pochop — 25— 35 mr

- xene30 — 0.65 — 0.78 mr

- TaypuH — 5.3 — 5.6 MT.

CMech OIKHA COepKaTh HYKJIEOTHIBI — HE MeHee 5.7
mr/100 mi1.

bes JIAKTO3BI.
VYnakoBka: MerauiMueckas OaHka ¢ MeMOpaHOW U
BHEIIHEN KPBILIKOM, MEpHas JIO)KKa B KaXK/10i1 OaHKe, BecC
HeTTo He MeHee 400 r.

YpoBeHnb yoeauTeIbHOCTH pekoMeHnaanuii B

Jersam ¢ 1 roga mo 10 jer

Haunmenon
aHue

Ilerrtamen
IOnnop 400

r

HaumenoBaHue ToBapa

Cyxas MOJIHOLIEHHAS
CMECh 0e3 MHUIIEBBLIX
BOJIOKOH IS
MIEPOPAITLHOTO 5
30HJIOBOTO MUTAHMS (JJIs1
nmeredi ot 1-ro roga no 10
JeT ¢  HapyUIeHUSMU
GYHKIUM  5KEITyJI04HO-

KHUIICYHOI'O TpaKTa) .

Taoauna 5

CoaepxaHue MUKPOHYTPUEHTOB M1 BUTAMHHOB

[TonHonenHast cOamaHCUpOBaHHAs cyxas MUTaTelbHas
CMECh Ha OCHOBE THJAPOJIM30BAHHBIX OCJIKOB JUIs
SHTEPAIBHOTO (MIEPOPATILHOTO ¥ 30HI0BOTO) JIeTel OT 1-T0
roga o 10 jer.

CocraB Ha 100 M1 roTOBOM CMECHM B CTaHAAPTHOM
pa3BeICHUH:

- SHEepreTuyeckasl HEHHOCTh — He MeHee 99 Kkal

- 0enxu: He 6oiee 3,0 T

- KUpbI: He MeHee 3,6 I, U3 HUX CpEAHEIENOYEYHbIE
TpUTIIHIEPUABI HE MeHee 55 %

- yrieBoabl: Oonee 15.0 ©

- HE JTOJDKHA COJIEPKATh MHUIIEBBIX BOJIOKOH

VYnakoBka: MeTauiMueckas OaHka ¢ MeMOpaHOW U
BHEIIHEHN KPBILIKOM, MEpHas JIOKKa B KaxJ10i1 OaHKe, BeC
HeTTO He MeHee 400 T.

YpoBeHb yoeauTebHOCTH pekoMeHAanuii B

C 10 Jset u B3pocibie

HaszBaumue
NMPOAYKTA

Pecypc
Ontumym40
Or

HaunmenoBanue

Cyxas MIOJIHOLICHHAs
CMECh JJIi DHTEPATIBHOTO
IIEPOPaAILHOTO u
30H/I0BOT'O ITUTAHUS.

Taoauua 6

Coaepxanue MUKPOHYTPHEHTOB H BUTAMHHOB

IlomHo1IEHHAS

MMALMEHTOB CcTaplIe 7 JET.
Cocras Ha 100 M cmecu:
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cyxasi CMeCh

IlenTamen
400 T

cyxasa CMCChb

Cyxas MOJTHOIICHHAS
CMeCh 0e3 MHIIEeBBIX
BOJIOKOH TUIS
MEePOPATLHOTO "
30HJIOBOTO MUTaHU
nanueHToB crapiie 10 jget
C HapyIIeHUsAMHU (PyHKIUU
KCIIY JOYHO-KHUIIICYHOT'O

TpaKTa.

- sHepreTudeckas neHHocThb: 100 - 102 kkan

- 0enxu: 4.0 — 4.2 1, U3 HUX CBIBOPOTOYHBIC OCIIKK HE MECHEE
40 %

- Xupbl: 3.8 —4r

- yraeBoabl: 11 -12,51

- Hatpuii: 45.0 — 50.0 mr

- kanuit: 150 — 155 mr

- kaiaprui: 105 — 110 mr

- xkene3o: 1,5 —1,7 mr

- utamui C: 10,4 — 10,7 mr

- ommenas kucnora: 30.0 — 35.0 Mkr

- IOJKHA COZIepKaTh MUIIEBbIE BOJIOKHA: He MeHee 1,0 T

- JOJDKHA coaepXaTh MPOOMOTHUKH (JIAKTOOAKTEpUU HITU
OnpuI00aKTEPHH )

- OCMOJISIPHOCTE: He Ooitee 250 MOcMm/n

He nomxHa conepxarh TIIOTEH.

VYnakoBKa: )kecTsiHast 0aHKa ¢ MEPHOM JIOXKKOM, BEC HETTO HE
6oxee 400 r.

Cyxas moJHOLEHHas CMeCh 0e3 MUIIEBBIX BOJOKOH JUIS
[IEpOPaAIbHOTO U 30HA0BOT0 MUTAHUS NallMeHTOB cTapie 10
JeT ¢ HapyWEeHUSMH (QYHKIHH >KEITyJOYHO-KHIIEYHOTO
TpaKTa.

CocraB Ha 100 ma cmecu:

- SHepreTuveckas IeHHOCTh — 89 -90 kkan

- TUAPOJIN30BaHHbIN 60K MOJIOYHOM CBIBOPOTKU: 3,6 - 3.8
r

- xupb:3.5 — 4.0 1, U3 HUX CpEIHELENOYEUHbIE
TPUTJIULIEPUIBI — HE MeHee 2.4 T

- yrneBonbl: 11 —12r

- kanprui: 80 — 82 mr

- hocdop: 55 - 60 mr

- ButamuH A: 120 - 125 Mxr

- ButamuH C: 10 — 15 mr

- putamuH JI: 1.5 — 1.7 Mkr

- OCMOJISIpHOCTE: He Oonee 260 MOcwm/11.

He nomxna coaepxaTh TIIFOTEH.

YnakoBka: )kecTsiHast 0aHKa ¢ MEPHOM JIOKKOI1, BEC HETTO HE
6oxee 400 r.

YpoBeHb yoeauTe1bHOCTH pekoMeHaanuii B

Tadauua 7
Toprosoe HanmenoB  IloTpeOutenbckue CBOWCTBA, XapaKTEPUCTUKHU
HAaHMEHOBAHME aHue 3aKyMmaeMoro ToBapa/mpoayKIHH
Ne n/m ToBapa/ CTpaHbI
HauMenoganwe npoucxoxx HaumeHnoBanue Ennannet Ha 100 wm»n
TIPOTyKIIHH JEHUS MOKa3aTens U3MEPEHUS rOTOBOM CMeCHU
MOCTAaBJIsIe
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Kimnytpen
KOnuop,

cyXas MOJHOIEHHAs
cMech
JUETUYECKOTO
MPOPUITAKTUIECKOT
0 TUTaHWs  JA
nereit 1 — 10 zer

(«Nestle Suisse
S.A.» (Hectne Cauc
CA, llIBeiinapus))

MBIX
TOBApOB

3

[IBenuapu
b

4

benok

benkn monouynon
CBIBOPOTKH

Kazeun

Kupsl

JIunosneBas
KHUCJIOTa

DHA
(moko3arekcacHo
Basi KUCJIOTA)

Cpenneriernodyeyx
ple
TPUTJIALICPUIBI

VrneBroasl, B TOM
1217 (03) (N

JJaKTO3a

caxapo3a

Taypun

T

% ot o011ero
KOJIMUECTBA
OeJka

% oT o0111ero

KOJIMYECTBA
OeJika
T
T
MT
T
T
r
T
MT

MunepajibHBIe BellecTBa:

Kaneuit
docdop
Kanuit
Harpuit
Maruuit
Mens
Maprasnern
Kenezo

IMunk
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Mr

Mr

Mr

Mr

Mr

Mr

Mmr

Mmr

M

He meHee 3.0

50

50

He meuee 4.0

e menee 0,48

He meHee 4,4

He meHee 0.68

He Ooinee 13.5

He oonee 0,088

He Ooitee 5.2

He meHee 8,0

He MeHee 83

He MeHee 59
He MeHee 123
He MeHee 49
He meHee 10
He meHee 0.12
He MeHee (0.084
He MeHee 1.0

He meHee (.72



Xnopuast MI He Oonee 80

Hox MKT He Oojee 15.6
Cenen MKT He MeHee 6,0
BuramMmuHbI:

Butamun A MKT He menee 74,8
Buramun E mr TE He menee 0.92
Buramun [ MKT He menee 0,92
Buramun K MKT HE MeHee 5,6
Buramun Bl MT' He menee 0,10
Buramun B2 MT' He menee 0,10
[TanToTCHOBAS MT

CHCIOTA e menee 0,56
Buramun B6 MT' He menee 0,15
Huaun MT He menee 0,48
31(2:?11/(1)?:1% MKT He menee 20,0
Buramun B12 MKT He menee 0,22

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii B

WNudopmarys 115 marueHToB

Jetu ¢ BD yacTto MMEIOT CIIOKHBIE MOTPEOHOCTH, OCOOEHHO €CiIM y HHUX Tsbkenas (opma
3aboneBaHus. IX pomkHa OyneT JIeYWTh pPa3HOOOpa3Has KOMaHJIa METUIMHCKHUX CIIEeHUAIUCTOB,
paboTatonux BMecTe. B 3Ty koMaHly MOTYT BXOJUTb:

e Bpad, ClIENUATU3UPYIOLINICS Ha JEUCHUH KOXKHBIX 3a00JIeBaHUM (1epMaTosior)

e CTOMATOJOT

e JIMETOJIOT

e (usnoTepanenT

e Je(eKTOI0r, KOTOPBIH UCTOIb3YET UTPOBBIE NEHCTBHS, YTOOBI TOMOYb YIYUIIUTh (PU3HUECKOE
Y TICUXOJIOTHYECKOe Oraronoirydne pedeHka

e MeJCecTpa-CIeHUAINCT, KOTOpas OOBIYHO BBICTYIMAET B KayeCTBE CBS3YIOIETO 3BEHA MEXIY
BaMH U JIPYTUMH WICHAMH KOMAaH/IbI.

OO01He coBeThI

BaxkHol yacTbio IMjaHa JIedeHHs Ballero pebeHka OyIyT NMpaKkTUYECKHE COBETHI O TOM, Kak
MPEeIOTBPATUTH TPABMbI WJIM TPEHUE KOKU Balllero peOeHKa, YToObl yMEHBIINTh YacTOTY 00pa3oBaHus
ny3bipeid. COBEThI 3aBUCAT OT THUIA B3 U TsecTu CUMIITOMOB Balllero pebeHka:

e HE XOJUTh Ha OOJIBIIINAE PACCTOSTHHS (3TO MOXKET BBI3BaTh 00pa30BaHUE BOJIBIPEH Ha IMOONIBAX
HOT Ballero peOoeHka);
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e m30eraTh MOBCETHEBHBIX YIapOB, YIApOB U IaparuH;

e u30erath TPEHHs KOXKU Balllero peOeHKa (BO3MOXKHO, BaM MPUICTCS CICAUTH 332 TEM, KaK BB
MOJTHUMAaeTe peOCHKA);

e JepXkaTh peOCHKA B MPOXJIa/Ie B TEILIYIO MOTOTY;

e m30eraTh HOIICHUS OJCK[IbI, IUIOTHO MPWICTAIOMICH WM Tpymehcs o0 KOXKy, YTOOBI
MPEOTBPATUTh 00pa30BaHUE My3bIpei;

e HOCHUTH OJICKIY U3 HATYPAIbHBIX TKaHEH, HAPUMED, U3 XJIOMKA (ITO TAK)KE MOMOMKET BalleMy
peOeHKY COXpaHATh NMPOXJIaay);

e BBIOpaTh yI0OHYIO 00YBb, KOTOPAs XOPOIIO CHIUT U HE UMEET HEPOBHBIX IIIBOB BHYTPH.

Bo3moxHo, Bamemy peOeHKy MOHAZOOMTCs OMEeKyH, Korja oH OyaeT Ha JIeTCKOH Iulomanke,
n30erarh 3aHITHI KOHTAaKTHBIMHA BHJIAMU CIIOPTA.

Ho BaxxHO, yTOOBI OHU HE nM30eranu GU3NYECKUX HArpy30K UM KOHTAKTOB C IPYTUMU JIE€TbMHU.
Bam pusnotepaneBT 10KeH MOPEKOMEHI0BATh 3aHATHS, KOTOPBIE BPS/ JIM IPUBEIYT K 00pa30BaHUIO
BOJIABIPEN, HAIPUMED, TIaBaHUE.

Yxo1 3a Kokell

Bama neuamnias 6pHraL[a IMOCOBETYCT, KAK YXAXKUBATH 34 KOXXEH Balllero pe6eHKa. HaHpHMep:

e KOI'Ja U KaK INpOKaJIbIBaTb HOBBIC BOJIABIPH,

e KaK yXaXXuBaThb 3a paHKaMu OT BOJ'II[BIprI U IPCAOTBPATUTDL 3aPAKCHUC,

e OCTaBJIATH paHbl OTKPBITBIMHU WJIA UCIIOJIB30BAThL ITOBA3KH,

e KAaKHC THIIbI ITIOBA30K HCIIO0JIb30BATh, KAK UX IIPUMCHATb U CHUMATb U KaK 4aCTO UX MCHATD,
e CJICAYCT JIK UCIIOJIb30BATh YBJIAXKHAOIMIUC KPEMbBI Ha KOXKC BAlICTO pe6eHKa.

OOBIYHO pEeKOMEHAYETCSl MPOKaIbIBaTh (MPOKAIbIBATh) HOBBIE IMY3BIPH C MOMOILBIO CTEPUIIBLHOM
uriel. Bam tepaneBT cMOXET MPeJoCTaBUTh BaM 3amac CTepMiIbHBIX Uri. [IpokaneiBanue Bonabipen
MPEeOTBPATUT UX YyBelIMueHue. bosbiie BOJIABIPH MOTYT OCTaBUTH OosblliMe OOJIE3HEHHBIE pPaHbI,
KOTOpBIE 3aKUBAIOT JOJIBLIE.

OOBIYHO PEKOMEHYETCS OCTABIIATH KOXKY MOBEPX BOJIABIPS, YTOOBI 3aIIUTUTh HIXKHUE CIIOU KOXKH.
Ecnu oTkpeITas paHa HyKJaeTcsl B OBA3KE, JIydIlle BCETO UCIOIb30BaTh Ty, KOTOPAsl HE MPWIAINAET K
KOX€ U JIETKO CHUMAEeTCs.

UroObl ynepkuBaTh MOBS3KY Ha MeCT€, BaM MOTYT IIOCOBETOBAaTh MCIIOJIb30BaTh HOCOK,
XJIOMTYaTOOYMaXHYIO TIOBSI3KY WIJIM TPyOUaTyro moBsi3Ky. CiemyeTr uzderaTh peryJisipHOrO HaKJIeUBaHUS
IIJIACTBIPEH.

Nudexunu

OTKpBITBIE paHbl WIM OTPYOEBIINE YYACTKH KOXH YacTO MOTYT MH(HUIMPOBATHCS U TPEOYIOT
nedenusd. [TpusHaku HHGUIIUPOBAHUS yUaCTKa KOXKH BKIIFOYAIOT:

e TIOKPAaCHEHME U JKap BOKPYT 00JIaCTH,

e MECTO YTEUKH T'HOS WU BOJSTHUCTBIC BBIJCIICHHS,

e KOPKH Ha MIOBEPXHOCTH PaHBbI,

e paHa HE 3KUBAET,

e KpacHas MoJI0Ca WU JIMHUS, OTXOJAIIAs OT BOJIABIPS, UM CKOIUIEHUE BOJIIBIPEH,

e BBICOKas TemrnepaTypa (Juxopanaka) 38°C uiu BbIIIeE.

Ecnu BBl cunTaere, uTo y Bamero peOeHka Ko)kHas MH(EKIH, Kak MOKHO CKopee coolmmre o0
3TOM cBoeMy Bpauy. [lpu oTcyTCTBUM JjieueHHS KOXHasi HWH(GEKIHUs YacTo MOXKEeT OBICTPO
pacIpoCTpaHUTHCS Ha IPYTHE YacTH Tela, 0COOCHHO mpu Oomee Tsokenbix Gpopmax bD.
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JledeHne KOKHBIX I/IH(i)CKHHI;'I BKJIFOYACT:

e AHTHUCENTHYCCKUE KPEMbI HJIM Ma3u

e  KPEMBbI WU JIOCKOHBI C aHTUOMOTHKAMH

e TaOJETKU aHTUOMOTHKA

e  CIIENUATHLHO pa3pabOTaHHBIC MOBS3KHU I CTUMYJISIUH TPOIIecca 3aKUBICHUS

O0J1eruenue 0011

Bongsipu 1 paHbl MOTYT OBITH OOJIE3HEHHBIMU U 3aTPYIHATH MPOCTHIC ACUCTBUS, TAKUE KaK IBHYKEHUE
# Xoan0a.
BespenentypHbix 00€300IMBAIOMINX, TAaKUX KaK MMapaneTamol, MOXeT OBITh JOCTaTOYHO AJisi Ooiee
nerkux ¢popm b3, Takux kak I[1bD.

[Tpu Gonee Tsoxensix Tuax b3 MoryT nmorpeboBarbest 6oiiee cuibHBIE 00€300IMBAIOIINE, TAKHE
Kak MopduH, Jub0 [uisg ycTpaHeHHs (OoHOBOW Oonum, aMOO A TakuX NPOLENyp, Kak MepeBs3ka,
Nepeo/IeBaHNe WK KyTaHue.

JletsM B Bo3pacTe 10 16 jeT Henb3s AaBaTh aCIUPUH, IOCKOJIBKY CYLIECTBYET HEOOJIBIION PUCK
TOT0, YTO 3TO MOXKET BBI3BaTh CEPhE3HOE 3a00JIeBaHNEe, Ha3bIBaeMOe CHHIpoMoM Peiie.

Bam Mmoryr mnorpeboBarbcsi 0ojiee CHUIIbHBIE JIEKapCTBa, TAKME KaK AMUTPUIITHWIMH WIIH
rabamneHTuH, Ui TeX THIOB b3, KOTOpBIE BRI3BIBAIOT [UTUTEIBHYIO OOITb.

CtomaTo/iIoru4ecKnii yxo/

bone3sHeHHOCTh, BbI3BaHHAs BOJIABIPSAMU BO PTY Balllero peOEHKa, MOXKET 3aTPyJHUTh YUCTKY
3y6oB. Ho xopormasi TurieHa nojxocTH pra ¢ UCIIOIb30BaHUEM MSTKOM 3yOHOM IETKU U KHUIKOCTH IS
MOJIOCKaHUS pTa, cofepkaiieid Grop (a Takke pPeryasipHOE MOCEHIEHHE CTOMATOJIOTa), OY€Hbh Ba)KHA.
Y3HaiiTe 60J1bIlIe 0 CTOMATOJIOTMYECKOM MTOMOIIY MIIaJIEHIIaM U JIETSIM.

Yxoa 3a HOrTSAIMH

Hortu Ha pykax u Horax Baiero pebeHkKa MOryT CTaTh TOJIIE, YeM OOBIYHO, U UX OYyJIeT TPYIHO
1oJIpe3aTh, OCOOEHHO €CJH O]l HOI'TeM o0pa3yroTcst Bonaslpy. Ilepconan Bamieil 60IbHUIIBI JOKEH
OBITH B COCTOSIHUM ITOPEKOMEH0BATH KPEMBI, KOTOPBIE CMATYAIOT HOTTU U 00JIETYal0T UX CTPHIKKY.

¥Yxo1 3a riazamMu

JletTu C TeHepaNM30BaHHBIM TSIKENBIM OYJUIE3HBIM SIUIAEPMOJIU30M M PELECCUBHBIM
TUCTPO(PUIECKUM OYIIE3HBIM SUEPMOIIM30M YacTO UCIBITHIBAIOT BOJIIBIPU U pa3paKeHue B Tia3ax
1 BOKpYT HUX. OOBIYHO 3TO TpeOyeT 00pabOTKH INIa3HBIMU KaIJIIMU U Ma3siMH, 4TOOBI TJ1a3a OCTaBaJIUCh
BJIQ)KHBIMHU.

Kopmiienue n nuranmue

Eciu y Bamero pebeHka HMEIOTCS BOJABIPU BO PTYy, 3TO MOXKET BbI3BaTh MPOOJIEMBI C
KopmiieHueM. Jleuamas Opuraga mocoBeTyeT, Kak pelTh MpooIeMbl C KOPMIICHUEM.
Hanpuwmep:

e KOPMJICHHWE MJIQJICHIIA WJIM MIIQJICHIIAa C TIOMOINBIO INIPHIIA, IMAMETKA W «HACKYCCTBEHHOM
COCKI»,
e 700aBJieHHE XKUIKOCTH B IMIOPE, YTOOBI €ro OBLIO JIeTYe TI0TaTh (KOTJa Ball PeOCHOK CTaHET
JOCTATOYHO B3POCIBIM, YTOOBI €CTh TBEPAYIO TUIILY ),
e BKJIIOYCHHE B PAIMOH Ballero peoeHka 0OJBIIOro KOJUYEeCTBA MATKOM ITHIITH,
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[ HC MOJJaBaTh CIIMIIKOM T'OpsAYYIO IUITY, TAK KaK 3TO MOKCT BbI3BATh ITOSABJICHUC HYSBIpefI.

Ecnu Bam peOGeHOK crapiiie, Bamia jevainas Opuraaa Takyke MOXKET MOCOBETOBATh BaM €ro JIUETY.

[Tporecc 3aXuBICHUS NPEABSBISACT OONbIINE TPEOOBAHUS K OPraHU3MY, U 3/10pOBOE MHUTAHHE
BaXHO ISl 32)KUBJICHUS KOKHBIX PaH Ballero peOeHKa W NpenoTBpaIleHHs HeaoeqaHus. Bamemy
pebEHKyY TaKKe MOTYT OTpeOOBaThCs 100ABKU B BUJIE HAITUTKOB HA OCHOBE MOJIOKA WJIM ITYJUHTOB C
BBICOKHM COJIEp)KaHUEM OCJIKa U KaJIOpUH.

Taxxe MOTYT HOTpe6OBaTBC$I I[O6aBKI/I BUTAMHHOB, KCJIC3a UJIKM IUHKA, CCJIXM B aHAJIN3aX KPOBH
oOHapyskuBaetcs ux aeuuut. O6 3TOM NOCOBETYET Balll JUETOJIOT.

3amop MOKeT OBITh PaCIPOCTPAHEHHOM MpoOIeMoit st aereit ¢ B9, ocoOeHHO ecii UM TPy THO
NepeBapruBaTh MPOAYKTHI C BHICOKUM COJCPKAHUEM KJIETYATKH, TAaKUE KaK HEMPOCESHHBIA XJIeO WITU
Miocnu. Ecnu Bamr peGeHOK peryisipHO CTpalaeT 3aropamMH, €My MOXET OBITh MOJIE3HO MPUHUMATH
MUIIEBbIC JOOABKH C KICTYATKOM.

Onepanus

JIns Ie4eHus: HEKOTOPBIX OCJIOKHEHUH, KOTOPhIe MOTYT BO3HUKHYTH B TSDKEIBIX ciydasx BD, moxer
noTpeOoBaThCs Onepanusi.
Huke onucanbl pa3invHbIC BUBI ONICPALIUiL:

o Ecim nanpiusl pyk u HOT Bamero peGeHKa CpocIuch BMECTE pyOII0BOI TKaHBIO, co3/aBast 3PPeKT
«PYKaBHIIbI», MOKET MIOTPEOOBATHCSI OTIepaIysi, YTOOBI pa3IeIUTh UX.

e Ecnm numeBoy Baimrero pedeHka (TpyOka, COeIUHSIONMAs OJIOCTh PTa U YKEIYI0K) CY3HIICS U3-
3a pyOII0B, MOXKET MOTPEOOBATHCS OTIEPAIIHsI 10 €r0 paclIupeHuto. /s 3Toro BHyTpb MUIIEBOA
MOMENIAI0T OAJUIOH U HATyBAIOT €r0, YTOOBI PAaCIIMPUTH CYKEHHYIO 00J1acTh.

e Ecmu y Bamero peGcHKa HEJOCTATOYHBIM BEC, © OH HE PacTeT JOJDKHBIM 00pa3oM H3-3a
cumnToMoB BD, H3-32 KOTOPHIX HEBO3MOXHO €CTh, MOJHO XHUPYPrHUECKUM IIyTEM
MMIUIAHTUPOBATh MY MUTATENbHYIO0 TPYOKY B JKHUBOT.
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OcHoBHaf YacThb

Bpoxxnennsiii  Oysuie3Hblil smuaepMonn3 — (EHOTUIMYECKH W T'CHETHYECKH TIeTeporeHHast
rpymna TeHOJIEPMAaTO30B, OCHOBHBIM KIMHHYECKUM TMPOSBICHHEM KOTOPBIX SBISIOTCA IYy3BIPH,
BO3HMKAIOIINE NIOCJIC HE3HAYUTEIILHOTO MEXaHNYECKOTO BO3ACHCTBHS Ha KOXKE U CIIM3HUCTHIX 000JI09Kax
BCJIEJICTBHE T€HETUYECKU OOYCIIOBICHHBIX JE(PEKTOB CTPYKTYPHBIX OEJIKOB KOXH, 00€CIEUnBaOLINX
MHTpasIHIepMalbHbIE WM JepMaTodnuIepMaibHble CBs3u [1-6]. B OonmpmimHCTBE citydaeB nepBbIe
MPU3HAKHA BPOXKIEHHOTO OYIJIJIE3HOTO SMUCPMOIIN3a MOSBIIOTCS YXKE C POKICHHS, U TAKUE TAlMEHTHI
TpeOyIOT 0co0oro moaxona K OOCIEIOBAaHHIO, JICUCHUIO, YXOAYy M COIHMAJIbHOM ajanTaluu K
OKpY’Kalollleu cpeze

Oco0eHHOCTH KJIIMHUYECKOTO TEUEHHUS MATOJOTHYECKOTO0 KOXKHOTO TIpollecca B COYETAHUU C
COBPEMEHHBIMHA METOAAMH nabopaTopHOI u TEHETUYECKOMN JHK-nuarnoctuku
(MMMYHO(UIFOOPECLIEHTHOE, ~ AHTHUT€HHOE  KapTUPOBaHWE,  TPAHCMHUCCHOHHAS  JJIEKTPOHHAs
MHUKPOCKOIIHSI, TIPSIMOE aBTOMATUUECKOE CEKBEHUPOBAHUE, TUCTOJIOTMYECKOE UCCIe0BaHNE OnonTaTa
KOXKM) TIO3BOJISIET TOYHO omnpenenuth Tun u noatunsl BBD. B Hacrosiiee Bpemsi mpoBeneHHE
MOJIEKYJISIPHOM IMarHOCTUKU BO3MOKHO IpH Jito0oM noaTune BbD u siBiiseTcst He00X0AMMBIM METOJ10M
MpeHaTaIbHOM AMArHOCTUKH. I cpemHeTskenoro u Tskenoro teueHuss BbD xapaktepHo Hamuume
MHOECTBEHHBIX OCJIOKHEHHH M COINYTCTBYIOIIMX 3a00JICBaHUM, NPUBOMAIIMX K HAPYIICHHUIO
KHU3HEJCATSNIbHOCTY W YXYJAUICHHWH KadecTBa JKM3HU manueHta. OTCyTCTBHE HEOOXOIMMOI0
KOMIUIEKCHOTO 00CNeOBaHUs BpadyaMy CHEIHAIMCTAaMU CMEXKHBIX Npodeccuil U CBOEBPEMEHHOIO
JICYEHHUSI KOKHBIX U BHEKOXKHBIX mopakeHuii BBD npuBoaut x uHBanuau3anuu nanuenta. [9,10,11] K
COXKAJICHUIO, HAa CETOAHSIIHUN JeHb NaHHOE 3a00JIeBaHME OCTACTCS PEIKHUM U HEU3IEYHUMBIM, a
MOTPEOHOCTh MAllMEHTOB B  OOECIEUEHUH CHEHUATM3UPOBAHHOW MEIUIMHCKOH  MOMOIIBIO,
JIEKApCTBEHHBIMU  CPEACTBAMHU, IMEPEBA30UYHBIMU MaTepuajlaMd U U3JAETUSAMH  MEIUIMHCKOTO
Ha3HA4YEeHMS OCTAETCA MOKU3HEHHOMU.

Takum 006pazom, HEOOXOIUMO CO3/IaHHE HAIMOHAIBHOTO MPOTOKOJA MO padoTe ¢ OOIBHBIMHU
BBD ¢ yuerom pernoHaibHbIX 0COOEHHOCTEH, KITMMAaTHUECKUX YCIOBUN U IPYTHX BaXKHBIX COLIMATIBHO-
MIPaBOBbIX (PAKTOPOB, KOTOPHIE MOTYT BJIMATH HAa CUCTEMY OKa3aHUS MEIUIIMHCKON MOMOIIU JaHHBIM
nanuentam. 8] Heo6xoaumo ykaszate, uto YkazoMm [Ipesunenta PecriyOomuku Y30ekuctan 3a No4440 ot
7 centsiOps 2019r. Bpok1eHHBIN OyIJI€3HBIN AMUIEPMOIIN3 BKIIOYEH B CIUCOK OphaHHBIX 3a00J1€eBaHUN
(MyKOBUCITUI03, TajacceMusi, TeMO(UINs, IOBCHWIbHBIA apTPUT), 4YTO TpeOyeT BCECTOPOHHETO
M3Y4EeHMs JaHHOTO BOIIPOCAa U OpraHMU3alMK MYJbTUAMCHUIIMHAPHOTO MOAX0/1a K BEIEHUIO OOJIBbHBIX
OyJIJIE3HBIM MUEPMOTIH3OM.

Bpoxkaennbiii  Oy/uie3nbiii 3nmaepmosn3 (BbJ)— 3T0 rpynna reHETHYECKM W KIMHUYECKH
reTeporeHHbIX 3a00JIeBaHUM, XapaKTepU3YIOLMXcs 00pa3oBaHUEM IMy3bIped W ApO3UN Ha KOXKE U
CIIM3UCTBIX 000JI0YKaX B pe3yJIbTaTe MaJICHIIINX MEXaHUYECKUX BO3JIEHCTBUH, TNOO CIOHTAHHO.
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Jleuenue

https://www.actasdermo.org/es-congenital-epidermolysis-bullosa-a-review-articulo-

S1578219009705542

https://www.clinicalquidelines.scot.nhs.uk/nhsggc-quidelines/nhsggc-

guidelines/neonatology/epidermolysis-bullosa-eb-care-of-neonates/

PexoMeHayeTcst yXoJ1 3a MOPAXKCHHON KOYKEH, BKIIIOYAIOIICH 00pabOTKy IMy3bIpeid, SpO3HUil U S3B.

- [1y3sIpu epes BCKpBITHEM, SPO3UU | A3BBI IIepe]l epeBsA3Kol 00padaThIBaioT
pPacTBOPOM aHTHCENTHKA, IPEIIOYTUTEIBHO BOAHBIM.

- BekpbiTHe my3eipel UIION U1 IOJKOKHBIX HHBEKIIUM, XUPYPIrUUIE€CKOU UITION,
HOKHUIIAMU WM CKaJlblesieM, 00pab0oTaHHBIMU AHTUCENITUKAMHU.

- PexomeHyeTcs poKalibIBaTh Iy3bIph apaJlIeNIbHO €T0 MOKPBILIKE, HE 3a/1€Bas THO,
CO3J1aB 2 OTBEPCTUS: BXOAHOE U BBIXOHOE.

- CozepKuMoe ¢ OMOUIbIO0 MapJIeBOM cal(eTKu aKKypaTHO yJasieTcs JETKUMU
IIPOMaKHUBAIOIIMMU JIBUKEHUSMH BO U30€KaHHE yBETUUEHUS IIomanu my3sips. [Ipu
BBIPQ)KEHHOW OOJIE3HEHHOCTH B 00JIACTH MY3BIPS €r0 COAECPKUMOE MOYKHO acTIMPHPOBAThH
LITPHULIEM.

- [TokppilKy my3bIps yAaIsATh HEXKEIATENbHO B CBSI3U C IONOJHUTEIbHBIMU 00JIEBBIMU
OLIYLICHUSMH, OJIHAKO MOKPBIIIKA MOKET OBITh yJjajieHa BO U30€XkKaHUsl TOBTOPHOTO
HAIOJIHEHUS ITY3bIPs 9KCCYAATOM.

- [IpokosioThIe Iy3bIpH 3aT€M MOBTOPHO 00pabaThIBAIOT PACTBOPOM aHTHCENTHKA.

- B xauecTBe anTHCENTUKOB MOKHO TipuMeHsTh 0,05%, 0,1%, 0,5% BomHbIN pacTBOp
xJioprekcuuHa uin 1% BOAHBINA PacTBOP METMIITHOHUHUS XJIOPUA.

- [Ipu nopaskeHusIX CIU3UCTON 000JTOUKH MOJOCTH pTa ucnoyb3yrores 0,05% BoaHbIi
pacTBOp XJIOprekcuarHa (MoJI0CKaTh MOJIOCTh pTa Mociie KaKJ0ro IpruemMa MUIIN) UIu
CHEIHaJIbHBINA I'ellb, COAEPKaIMi X0JMHA CaTUIMIIaTa U LETaJIKOHUS XJI0pHIa, KOTOPBIN
HAHOCHUTCS Ha MIOPa)KEHHBIE YYaCTKH CIU3UCTON 2-3 pa3a B IEHb 0 €/1bI U NIEPEN CHOM.
Kpome Toro, Ha mopaxxeHHbIE CIIM3UCTHIE MOJIOCTH PTAa MOYKHO IPUMEHSTH I'ellb
cromarosiorndeckuid, 20% renp anoMuHus Gocdara, Ma3b pETUHOJ B BUJIE allIlJIMKAIMHA.
- [Tocnie 00pa®oTKM 3po3uii U 3B UCIIOJIb3YIOTCA NTEPBUYHbIE (KOHTAKTHBIE) OBSI3KH
(Heaare3uBHBIE IOBS3KH, KOJJIAT€HOBBIE TOPUCTHIE TIOKPBITHS), @ 3aTEM YXKe BTOPUYHBIE
(pukcupyromme) NoBsA3KY.

- JInst nepBUYHOM NOBSI3KU UCIIOJIB3YIOTCS HEaJAre3UBHbIE MOBSI3KM MJIM KOHTAKTHBIE
HaKJIaK{ Ha paHy (JIMIUAHO-KOJUIOMIHAs, Iy0uaTast U Ap.) WIN CTEPHIIbHBIE TOBSA3KH C
BOCKOBBIM ITOKPBITHEM.

- [ToBs13ky mpenBapuTeIbHO 0OPE3aI0T B COOTBETCTBUU C OUEPTAHUSAMHU PAHEBOTO
nedexTa 10 pazMepa, MPeBHIIIAoNero pasMep aedexkra Koxu Ha 1-2cm. ['uaporenessie
MOBSI3KU MEHSIOT €XKEJHEBHO, MO0 10 Mepe BBICHIXaHUS, OCTAIbHbBIC BU/IbI
HEeaJIre3UBHbBIX MOBA30K — Kax/able 3-4 qHs, MPU HATMYUH U30BITOYHOTO KOJIHYECTBA,
OTJENSIEMOTO C IIOBEPXHOCTH 3PO3Hi U 3B — €XKEIHEBHO.

- Jlna ynydmieHus: OGapbepHbIX (QYHKIMI KOXHU MCIONB3YIOTCS Mas3H, COJeprKaliue
BUTaMUH A, KOCMETUYECKHUE YBIAKHSIOIINE KPEMBI, KOTOPBIE HAHOCATCA 2 pa3a B JCHb.

- [Ipu BBIsIBNIEHUH B 00JIACTH SPO3HM U S3B MPU3HAKOB BTOPUYHON MH(EKINHU (THOMHOE
OTJeNsieMOe, HKEeNTOBAaThle KOPOYKM M Jp.) HCIONB3YIOTCS aHTHOAaKTepHUalIbHbIE
MEpPBUYHbIE TMOBS3KH (cepedpocojepkaliie, JIUMHI0-KOJIOUIHbIE, IOJIUMEpPHBIE
ceTyarble MOBSI3KM HAa OCHOBE C MOHAMHU cepedpa, aHTUMUKPOOHBIE MSATKHE CUIIMKOHOBBIE
u ap.). IloBsizku, comeprkaiiue MOHBI cepeOpa W/WUIM aHTUOAKTEepHUaIbHBIE IpEnaparsl,
CIIEIyeT UCIOIB30BaTh He OoJiee, ueM Ha 3 JHSI.
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- Jns  Qukcanmuu TEpBUYHBIX TIOBSI30K  HUCMOJB3YIOTCS BTOPUYHBIE TIOBSI3KH:
camoduKcupyromuecs, (UKCUPYIOIIHE, TpyOdarble (QUKCHPYIONIHE, SJACTUHYCCKUE
TpyOuaThie OUHTHI.

Crnenyer yka3aTh, 4TO B CIyyasX MpPUIUIAHHS MOBS30K HEOOXOJUMO HCIIOIb30BATh
OUYUCTHUTENb Uil Koxku B (popme crpes. Crpeld pachbUISIOT BOKPYT MecTa (ukcarum
MOBSI3KM U JAPYroro MEepeBsS30YHOr0 Marepuana, yepe3 HECKOJIbKO CEKyHJ OCTOPOKHO
YAQISIOT TOBS3KY C KOXKH.

- [t cTUMyNIALNUY STUTENU3alNU SPO3Ui U SI3B UCIOJIB3YIOTCS Pa3HOOOpa3HbIe
pEereHepaHThl U PemapaHThl, BATAMUHBI, AHIIPUMED, ACKCATIEHTAHO C XJIOPIeKCUIUHOM B
BHUJIE KpEMa OJIMH pa3 B CYyTKH B TeueHue 3-4 Henenb uiau 2% renb reMoaepuBara
TeJIsIYbEeN KPOBU OJIMH pa3 B CYTKHU B TeueHUE 3-4 HEZEb.

- IIpu orpaHnMYeHHBIX UHPUIMPOBAHHBIX MOPAKEHUSAX KOXKH HEOOXOIUMO Ha3HAYCHHE
TOMMYECKUX aHTHOAKTEPHATLHBIX U KOMOWHUPOBAHHBIX CPEJICTB.

- CucremMHas aHTHOAKTepUaIbHas Tepamnus MPUMEHSIETCs MPU PACIIPOCTPAHEHHBIX
WH(UIMPOBAHHBIX MTOPAKCHHUSIX KOXKH.

- [Ipu nopakeHusAx KOKHU, COMMPOBOKAAIOMINXCS 3yJI0M, PEKOMEH/IYETCSI UCIIOIb30BAaHHE
6mokaTopoB H1-THcTaMUHOBBIX pEIIENTOPOB.

- [Ipu nopaskeHusAx KOKHU, COMPOBOKAAIOMINXCS 3y/I0M, HAPYKHO PEKOMEH TyeTCS
MIPUMEHEHNE KOPTUKOCTEPOUIHBIX Ma3el U KPEMOB.

- B nmnepuome HOBOPOXIAEHHOCTH pEKOMEHAyeTCS HaOMIOACHHE W IPOBEICHHE
CUMIITOMAaTHYECKON Tepamuu B YCJIOBHSIX OT/ACJIICHUS WHTCHCHBHOM Tepamuu
neauaTpudyeckoro cranroHapa. OCHOBHBbIE MPUHIMUIBI TEpanvd HE OTIMYAIOTCA OT
TaKOBOW Yy B3POCIIBIX JIMII.

- JlekapcTBeHHass Tepamusi TPOBOAUTCA C YYETOM BO3PACTHBIX OrPaHUYECHHH K
Ha3HAYCHHUIO  JICKAPCTBEHHBIX  MPEMapaToB. [MpodunakTuueckue  MPUBHUBKHU
MPOTUBOMNOKA3aHbI TOJILKO B IEPUOJI HAPYIIEHHS OOIIEro COCTOSHUS peOeHKa.

Bexenue 00J1bHBIX HA aMOYJIATOPHOM YPOBHE

https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3865131/

https://www.aad.org/public/diseases/a-z/epidermolysis-bullosa-treatment

HemeaukaMeHTO3HOE JieUeHHE:

Pe:xum Ne2 (o0mmii) — manuentam ¢ bD pekoMmenayercs n3derath JOOBIX (PU3MUECKUX
Harpy30K, MOBBIIAIOIINX BEPOSITHOCTh MEXAHUUECKOTO MTOBPEKIACHUS KOXKH M yCUIIEHUS
IMOTOOTAENECHUS, PE3KUX JBWKEHWH W TpaBMOOMACHBIX cuTyanuil. llepeBszounble
MaTepHalbl, OJeXaa U 00yBb MAlMEHTOB JOJKHBI OBITh M3TOTOBJIEHBI U3 HATypaJbHBIX
TKaHeH, 0e3 IIBOB.
E>xeZlHEBHBIM  1€pMATOIOTHYECKUN JIeUeOHBIM yXO0J 3a KOXeH 10 MNpUHIUIAM
C xopHeosoruu JUisl 3alIMThl M YKPEIJICHWs 3allUTHOM, OapbepHONl QYHKIUH C
BOCCTAHOBJIEHHEM pENAPAaTUBHBIX CBONCTB KOXKHU.

TepMuyecku U XMMHYECKH IIAsilIee MUTAHUE — MUTaHUE OOJTBHBIX BD MOKHO OBITH
MEXaHMYECKH, TEPMHUECKH M XHUMHUYECKH IHAISIUM (MPOTEPTOe, MONIYKHUIKOE,
Heropsiyee), OOOTalleHHBIM OCHOBHBIMH Makpo- M MHKPORJIEMEHTAaMH, C BBICOKOH
KaJIOPUMHOCTHIO. [ Tp MHOTOYHMCIIEHHOCTH MMY3bIPEU U SPO3UBHBIX TOBEPXHOCTEHN MAI[UEHT
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https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3865131/
https://www.aad.org/public/diseases/a-z/epidermolysis-bullosa-treatment

HY)KIAaeTCsi B BOCIOJHEHUH TepseMOW JKUAKOCTH. JleTsM wmutaamero Bo3pacTa
AHTUPEITIOKCHBIC CMECH.

ITpu nuctpoduueckoir Gopme BD ects HeoOXoaMMOCTh MOAOOpa MUTAHUS C YYETOM
KOJINYECTBA OENIKOB, JKUPOB, YIJIEBOJOB M AIICKTPOJIUTHOrO OajlaHCa MO HA3HAYECHHIO
JIeyalero Bpaya.

¥Yxoa1 3a mopakeHHOM KOMKeill — eKeJHeBHbIH ¢ MCIOJIb30BAHHEM CHENHAJTU3MPOBAHHBIX
nepeBsI304YHbIX MATEPHAJIOB U CPEJCTB.

s

1 3Tanm — cHATHE TTOBA30K OpCAbIAYICTO AHA - CYXUC BHCIIHUC CJIOU IMMOBA30OK aKKYpPaTHO

YAAJSAIOT ¢ TOMOIIBIO HOXKHUI, a MPWIKIIIINE CIIOM — MyTeM OTMauyMBaHHs B BaHHE (C
N00aBIIEHUEM SMOJICHTOB, MOPCKOM COJIM, aHTUCENTHKA) WM NyTEM HAaKJIaIbIBAHUS
MOKPBIX KOMIIPECCOB;

2 3Tam - HampsDKEHHbBIE MY3bIPH MPOKANBIBAIOT CTEPUIIBHOW HIVIONH C COOI0JIEHUEM
IMpaBHUJI ACCITUKHU IAPAJUICIIBHO €r0 IOKPBIIIKE, CO3aaBasd 2 OTBCPCTHUA: BXOJHOC U
BbIxoJHOE. ConepKMMOMY IIy3bIpsl JAIOT BbITE€Yb, AKKYpaTHO IIOMOras JIErKUMH
IIPOMAKMBAKOLIUMU JIBH>KCHUAMU. He pexkoMeHayeTcs: cpe3arh IMOKPBIIIKY ITy3bIpsS BO
n30exaHre 0OHaXKEHHS PAaHEBOW MOBEPXHOCTH U MPOBOKAIMH JOMIOJIHUTEIBHBIX OOJIEBBIX
OIIYILICHUH.

3 3Tam - TPOKOJOTHIE Ty3blpu OOpadaTHIBAIOT PACTBOPOM AHTHUCENTHKA, JHOO
AQHTUCENTHYECKUMH HJIM aHTAMHKPOOHBIMU KpEMaMHUJUISI CO3JIaHMS aHAJIOTa COOCTBEHHOM
FHI{pOJ’IHHHI{HOﬁ MaHTHUH.

4 3Tan - Ha PAHEBBIC YYACTKH HAKJIAABIBAIOTCA CIICIHUAIBHBIC IMCPCBA30OYHBIC MATCPHUAIbI
HJIs1 CO3aHUsA HaI[e)KHOI\/’I 3aIlIUTHI IHOPAKCHHBIX YHaCTKOB.

neanqﬂoﬁ MMOBA3KHA HUCIOJIB3YHOTCH caeayroumue BHU/bI ClIeuaJIu3npPoOBaAHHBIX

MNEePEBA30YHBIX CPEACTB:

* aTpaBMaTH4YHbIE (HEaJre3MBHBIC) MOBA3KH —paHEBbIE MOBS3KM, 00ECIEUMBAIOLINE HE
NpUINIIAHUE K paHe — JIMMUIHO-KOJUIOMJIHBIC, Ma3eBble (Ba3eNHH, TIUIEPUH, JKUD),
CHJIMKOHOBBIE, Mapa(UHOBBIE, CO/IEpIKaINe MUESIUHBIA BOCK.

* MOpUCThIe (aOCOpPOUpPYIONIKE) TOBSI3KU - MPUMEHSIOT TPH OOMIHHOM OTACISIEMOM,
BapHaHTHI — I'y0UaThie MOJNYpPETaHOBBIE, BATHO-MapJIEBhIE, TYOUaThIE C IOJIUCaXapUaaMu,
coJieprKallie akTUBUPOBAHHBIN yToJib, KOJJIAar€HOBBIE;

* Ui JIEYCHUsT WHQPHUIMPOBAHHBIX HPO3UH TNPUMEHSIOTCS TOBA3KH C J00aBICHHEM
MIPOTUBOMHUKPOOHBIX CpPEACTB: C CEpPeOpOM, C XJIOPreKCHIUHOM, C MHUPAMUCTHHOM, C
aHTHOAKTepUATBHBIMU CPEICTBAMU;

* IPU CHJIBHBIX OOJIEBBIX OIMYIIECHHUSIX HCIOIB3YETCs] TOKPBITHS C 00€300IHBAOIIUMHU
BEIIECTBAMH;

* IIPH TUTOXO 3)KUBAFOIIUX S3BaX MPUMEHSIOT CIIEIHATIbHBIC pETeHEPUPYIOIINE TIOBS3KH B
BUJIE AJIACTUYHBIX MOJIYMPO3PAUHBIX IIACTUHOK, MNIOTHO MPUJIETAIOIINUX KO JHY SI3BBI, U
HE JIAlONIMX BO3MOXKHOCTH € BBICOXHYTh — THJAPOTEIEBBIE, THAPOKOJUIOHIHBIE,
KOJIJIAar€HOBBIE MOPUCTHIE MOKPBITHS.

[ToBepx MOOBIX MOKPHITUH HAKIIAJBIBAIOT BTOPUYHBIC TMOBS3KH, K KOTOPBIM OTHOCSITCS
camopuKcupytomue, (Qukcupyronme, TpyouaTsle  (UKCHpYIOLIHE, 3JacCTUYHbIC
TpyOuaThie OMHTHI WJIM HaTEILHOE Oelbe.
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IIpu uHpUUMPOBAHUHU PaH

ITpu Bcex dopmax BDOB XpynmkocTh KOXH MOXKET NPUBECTH K OaKTepHaIbHON KOJIOHHM3AIMU HITH
nH(pekuu, ocoOeHHO B Oojiee TSKENbIX (GopMax, TN€ paHbl MOTYT OBITh MHOXXECTBEHHBIMH M
JUINTEIbHBIMU. YBENUYEHHE OUOHATPY3KH B KOJOHM3UPOBAHHBIX WM HHPHUIMPOBAHHBIX paHaX
yXyIIIaeT 3aKUBJICHHUE M, CJIEJOBATEIbHO, IS TNPOPUIAKTHKH WHOUIMPOBAHUS, CHUKCHUS
BOCHAJICHUST W HUBEJIUPOBAaHUS HMEIOLIEHCS WH(GEKIMM Ha3HAYaloTCAd CHUCTEMHBbIE aHTUOMOTHKH,
KOTOPBIE SBIISIOTCS OCHOBOIIOJIAralOIMMHU JUTA yXo/1a 3a panamMu BOB.

http://www.ncbi.nlm.nih.gov/pmc/articles/PMC7253274/

[lokazaHusAMHU K XUPYpPrHUECKOMY JICUEHHIO (OCJIOKHEHMSI, CBSI3aHHBIE C OTCYTCTBHUEM
C nmocTtymiieHHMs B OpPraHM3M MHUIIM HAa NPOTSDKEHMM 3 JIHEW, Halu4he KOHTPAKTyp HU
MICEBJOCUHAKTUIINM, Cy>KEHUE MUILEBOA U AP.) ONPEAEISIOTCS BpadOM-XUPYProM.

e JlunsiTauus NUIIEBOAA
e HaJjio:keHue racTpocToMbl
e Onepanuu HA KHCTAX M CTONAX ISl yCTPaHeHus aedopmanui

TepaneBanecxne 3K30COMBI. 3K3OCOMLI MMpEACTaBJIAOT CO6OI>'I BHCKIJICTOYHBIC
MeMOpaHHbIE BE3UKYJIbI KIIETOYHOTO IPOUCXOXKACHHUS, COCTOSIIME B OCHOBHOM U3 OUCIION
3aMKHYTBIX (bOC(I)OJ'H/IHI/II[OB )51 CHCLII/I(I)I/I‘IGCKOFO COACPKUMOI'0, KOTOPBIC HMCIOT

C nmnpeuMyniecTBO HHM3KOW WMMYHOT€HHOCTH M BBICOKOM OHOCOBMECTUMOCTH; TOITOMY
MCECTHOC BBCACHUEC 53K30COMHOTI'0 JICKAPCTBEHHOT'O MaT€pHajla B OTKPLITBIC PAHBI ABJIACTCA
MEpPCIIEKTUBHON TEpPANEeBTUYECKON CTpaTernuel i 3aMeJICHUS BOCHAJEHUS U
9PO3UMOHHOM MaTonoruu b9.
https://www.creative-biolabs.com/exosome/therapeutic-exosomes-for-epidermolysis-
bullosa.htm
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http://www.ncbi.nlm.nih.gov/pmc/articles/PMC7253274/
https://www.creative-biolabs.com/exosome/therapeutic-exosomes-for-epidermolysis-bullosa.htm
https://www.creative-biolabs.com/exosome/therapeutic-exosomes-for-epidermolysis-bullosa.htm
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BBenenue:

Bpoxnennsiii Oyiie3Hblil snuaepMosin3 — (PEHOTUIIMYECKM M TeHETUYECKHU TIeTeporeHHast
rpymnmna reHoacpmMaro3oB, OCHOBHBIM KIMHUYCCKHUM IIPOABJICHHUECM KOTOPBIX SABJAIOTCA IIY3BIPH,
BO3HUKAIOIINE [10CIIE HE3HAYUTEIbHOIO MEXaHUUECKOT0 BO3/IEHCTBHS Ha KOXKE U CIIM3UCTBIX 000JI0UKaX
BCJIEJICTBHE I'€HETUYECKU OOYCIIOBICHHBIX NE(PEKTOB CTPYKTYPHBIX OEIKOB KOXH, 00ECTIeUHUBAIOIINX
MHTpa’IUepMalIbHbIE WM JIepMaTosnuaAepMaibHble cBA3M [1-6]. B GonbIIMHCTBE cilyyaeB NepBble
MPU3HAKHA BPOXKIEHHOTO OYIIJIE3HOTO SMUSPMOIIN3a MOSBISIOTCS YKE C POXKJICHHS, U TAKHE MAI[MSHTHI
TpeOyloT ocoboro mnoaxoga K o00CIeIOBaHMIO, JIEYEHHIO, YXOQy M COLUAIbHOW ajanTalllud K
OKpY’Karollleu cpeze

Oco0OeHHOCTH KIIMHUYECKOTO TEUEHHUS! MAaTOJOTMYECKOro KOXKHOTO IIpolecca B COUYETAaHUU C
COBPEMEHHBIMU METOJIaMH1 nabopaTopHOI u TE€HETUYECKOMN JHK-nuarnoctuku
(MMMYHOQUIIOOPECIICHTHOE, ~ AQHTHUI€HHOE  KapTHpOBaHUE,  TPAaHCMUCCHOHHAs  DJIEKTPOHHAs
MHUKPOCKOIIHSI, TIPSIMOE aBTOMATHUYECKOE CEKBEHUPOBAHHUE, TUCTOJIOTMYECKOE UCCIIe0BaHUE OnomnTaTa
KOXKM) TIO3BOJISIET TOYHO omnpenenuth Tun u noatunsl BBD. B Hacrosimiee Bpemsi mpoBeneHHE
MOJICKYJISIPHOM IMarHOCTUKY BO3MOKHO IpH Jit00oM noaTune BBD u siBnsercs He00X0AUMBIM METOIOM
MpeHaTaIbHOM AMArHOCTUKH. I cpemHeTskenoro u Tskenoro TeueHuss BbBD xapaktepHo Hamuume
MHOECTBEHHBIX OCJIOXHEHHH M COIMYTCTBYIOIIMX 3a00JICBaHUM, NPUBOMAAIIMX K HAPYIICHHUIO
KU3HEJCATCIILHOCTH W yXYAINICHUM KadyecTBa KW3HW mnarueHta. OTCyTCTBHE HEOOXOIMMOTO
KOMIUICKCHOTO OOCIIeIOBaHUS BpadyaMy CHEIHAIMCTAMU CMEXKHBIX NPO(ecCuil M CBOSBPEMEHHOIO
JIEYCHUST KOKHBIX M BHEKOXKHBIX nopaxeHuit BBD npuBoaut k muBanuau3zanuu nanuenTa. [9,10,11] K
COJKaJICHWIO0, HA CETOAHSIIHUN JI€Hb JaHHOE 3a00JIEBAHME OCTACTCS PEAKUM U HEU3JICUYUMBIM, a
MOTPEOHOCTh  IMAIMEHTOB B  OOCCIICUCHUW  CIEHUATM3UPOBAHHOW MEIUIMHCKOH  ITOMOIIBIO,
JIEKAPCTBEHHBIMU  CPEICTBAMHU, IMEPEBA30YHBIMU MaTe€puajlaMd U U3JAEIUSIMH  MEIUIMHCKOTO
Ha3HA4YEeHMS OCTAETCA MOKU3HEHHOMU.

TakuM 00pazoM, HEOOXOIUMO CO3/1aHHE HALMOHAIBLHOTO MPOTOKOJA MO paboTe ¢ OOIBHBIMU
BBD ¢ ydeTrom pernoHaibHBIX 0COOCHHOCTEH, KITUMATHUECKUX YCIOBUN U IPYTHX BAKHBIX COIIMATBHO-
MPaBOBBIX (PAKTOPOB, KOTOPHIE MOTYT BIHUSATH Ha CUCTEMY OKa3aHHs MEIUIIMHCKOW MOMOIIU JaHHBIM
nanuentam. [§] Heo6xoaumo ykaszate, uro Ykazom [Ipesunenta Pecriyonuku Y36ekucran 3a No4440 ot
7 centsa6ps 2019r. BpokIeHHBIN OyIUIE3HBINA YTHAEPMOIN3 BKIIIOUEH B CIIHCOK OpaHHbIX 3a00JIeBaHUI
(MyKOBHUCITUI03, TajacceMusi, TeMO(UIHs, IOBCHWIbHBIA apTPUT), 4YTO TpeOyeT BCECTOPOHHETO
M3Yy4YeHHUS JAHHOTO BOIPOCA U OPTaHHU3AIMN MYJbTUIUCIUIIHHAPHOTO MOAX0Aa K BEIEHUIO OOJIbHBIX
OyJJIE3HBIM MHUJIEPMOIU3OM.

Onpenesienune

Bpoxnennsblii  OyJuie3nbiii 3nmaepmosn3 (BBJ) — sT0 rpynna reHeTMuecku M KIMHUYECKH
reTepOreHHBIX 3a00JIeBaHUM, XapaKTepU3YIOIUXCS 00pa3oBaHUEM TMY3bIpe W IpO3Uil Ha KOXKE U
CIIM3UCTHIX 000J0YKaX B PE3yJIbTaTe MATCHIIINX MEXaHUYECKUX BO3JIEHCTBUH, THOO CIOHTAHHO.

MeToabl 1 npoueaypbl NPOPHIAKTHKH:

1) Lens npodunaktuku: MckopeHeHne 61M3K0poIcTBEHHBIX OpakoB (Bpaun BOII)

2) 1-s1 npopUIAKTHKA — IEPSUUCITUTE BUJIbI IIPOBEICHIS MEPONPHITHI B IEPBUYHOM POPUIAKTHKE
10 JaHHOM HO30JI0TUU (HE0OXOIUMO HamucaTh MH(POpMaIHIO, KOTOpbIe OyIyT OCBEIlaTh OTBETHI HA
3TH BOIPOCHI — KAKUE MEPOTIPUATHUS, B MEPONPUATHH, AJI1 KOTO OHH MpeIHa3HAUYEHbI, KTO JOJIKEH
UX TIPOBOJIUTE, I'/I€ UX HEOOXOMMO MPOBOJUTH M KOT1a HEOOX0MMO MPOBOAUTH MeponpusaTusi): BOII
3) CKPHHHMHI - €CJIH CYIIECTBYIOT METOJbl CKPHHUHTA B JJAHHOW HO30JIOT'MH, HEOOXOANMO YKa3aTh
Kakue METOJIbl HEOOXOAMMO HCIONb30BaTh, IOJUICKAIMUNA KOHTUHTEHT, KOrJa HEoOXOAMMO
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MPOBOAMTD, I/I€ HEOOXOIUMO NMPOBOIUTH CKPUHHUHT U T.A. A Take, KTO OyJeT MPOBOJUTh CKPUHUHT
B JJAHHOM HO30JI0TMH (TpeOOBaHMS K KOMIIETEHIIMU MEIUIIUHCKOT0 paboTHIKA): MEeTOJ0B CKPUHUHTA
II0Ka HE CYIIECTBYET.

4) 2-11 nmpopMIAKTHKA -  HEPCUUCIMTE BHIBl IPOBEICHUS MEPONPHUIATHIl BO BTOPUYHOM
npo(dUIaKTHKE 1O JaHHOW HO30JIOTHH (KaKhe MEPOINPHUATHS HEOOXOAUMO MPOBOAMUTH B MPOBEIECHUU
BTOPUYHON MPO(UIAKTUKH, JIJIsl KOTO OHU NPEAHa3HAuYEHBbl, KTO JOJDKEH UX IPOBOAUTH (TpeOoBaHuUs
K KOMITUTEHIIMH MEIUIIMHCKOTO MepCoHaNa), Iie UX HeoOX0JUMO MPOBOAUTH U KOTa HEOOXOAMMO
IIPOBOAMTH MEPONPUATHUS 110 BTOPUUHON NpoduiiakTuke): JlepMaTosoru oCyuecTBISIOT NaTPOHAXKU
NAIMeHTOB, O00yyas  MCIIOJIb30BAHMUIO  NEPEBSI30YHBIX  MAaTePHANOB  JUISI  WCKIIOYCHHS
IICEBIOCUHIAKTUIHNH.

5) 3-s1 npoduaaKkTHKA - NEPEUHUCITUTE BUJIBI TPOBEICHUS MEPOIIPUSATHI B TPETUYHOMN MPOPHIAKTHKE
[0 JAAHHON HO30JI0TUU (KaKUe MEpONpHATHS HEeO0OXOJUMO NPOBOAUTH B IPOBEJCHUM TPETUUHOMN
npoUIaKTUKK, OIS KOTO OHHM IMpeIHAa3HA4YeHbl, KTO JOJDKEH HX IMPOBOJIUTH (TpeOOBaHUSA K
KOMIUTEHIIMM MEAMLIMHCKOIO MEepCcoHasa), Ille UX HeoOXOJMMO HPOBOAUTH M KOrja HEO0OXOAMMO
MPOBOAMTH MEPONPHUITHA 1O TPETHUHOH npodunaktuke): Yepez CMU o3HaKoMIIEHUS HACETICHHS O
BbO.

3. Meroabl 1 poueaypbl peaduJIuTalluN:

- uenb peabunuTanuy (YKa3blBalOTCS LeH PeaOWINTaluU B TaHHOW HO30JIOTHH):

- [IOJIHOE€ WJIM YaCTUYHOE BOCCTAHOBJIEHUE HAPYILIEHHBIX U (MJIM) KOMIIEHCALUs YyTPAYEHHBIX (QYHKIUI
IIOPAKEHHOI'0 OpraHa Ui CUCTEMBI;

- nojJiep>kaHue (PyHKIMM OpraHu3Ma B [IPOLIECCE 3aBEPILIEHUS OCTPO Pa3BUBILEr0Cs NATOJIOIMUECKOTO
polecca;

- TMpeaynpexACHHe, paHHsAA AHArHOCTHKA W KOPPEKUUS BO3MOXKHBIX HapylmeHWid (yHKIUH
IIOBPEXKICHHBIX OPTaHOB HUJIM CUCTEM OpraHU3Ma;

- IPEAYNPEKICHUE U CHUKEHUE CTEIIEHU BO3MOKHOW MHBAJINIHOCTH;

- YIy4lI€HUE KauyecTBa KU3HH;

- COXpaHeHHe paboTOCIIOCOOHOCTH MAlUEHTA;

- collMaJIbHasl MHTETpalys MauueHTa B 001ecTBO.

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii B

4. Iloka3zanus K npogedenuro 3-x 6u008 npohuiakmuku u K peadunumayuu (KOHKpemu3upyomcs
coomeemcmeenno npoghunio): Jucmpoguueckan gpopma BBJ.

5. Kpumepuu onsa onpedenenus nposedenus uo08 npohuiakmuku (Co2nacHo mexcoynapooHvim
cmanoapmam, OGHHbIM 0CHOBAHHBIX 00KA3amenbHoil meouyunsl): Hayuonanvnuslie npomoxosl no
BE3 Poccuiickon Dedepayuu

5.1. Kpumepuu ona onpedenenus 3Imana u o6vema pPeadGUIUMAUUOHHBIX NPOUEOYD
(MexxmyHapoJaHbIe IIKajdbl corjacHo MexayHaponHoit kimaccudukanuu GyHKIHOHUPOBAHHS,
OTrpaHUYEeHUH KU3HEAESATENBHOCTHU U 3/10poBbs): Dong « DEBRAY

6. Imanwvt u 06vemul peadunumaryuu (yKa3bIBAIOTCS 3TANbI U 00bEMbI MEAUIIMHCKON pea0InTaIIH,
a TaK)kKe MEJUIIMHCKHUE OpTraHU3allu1, UX OCYIIECTBIISIONINE, B COOTBETCTBHE ¢ poduiem): Exerogno
KK 00JBbHON ¢ nucTpoduueckoil popMoil rocnuTanusupyerTcss B OTAEICHUHM I'€HOJIEPMaTO30B
LEHTpA.

7. luacnocmuueckue meponpuamusn ¢ yKa3aHuem ypoGHA MeOUWUHCKOU NPOQUIAKmMUKU UIU
peadunumayuu:

1) OCHOBHBIE TMATHOCTUYECKUE MEPOIIPUATHSI C YKAa3aHUEM YPOBHS JI0Ka3aTE€IIbHOCTH;
AHaMHeCTHYeCKHE JaHHbIe: MMAIMEHTHI, CTpajatoue 00k GopmMoit OyIe3HOTO AMUIEPMOIIN3a,
MPEABSIBISIIOT XKaNO0Bl Ha 00pa3oBaHUE My3bIpel W/UIIM SPO3UI Ha KOXKE M CIM3UCTBIX 000I0YKax,
KOTOpbI€ MOTYT COINPOBOXKJAThCS OOJE3HEHHOCThI0O U 3ynoM. Ilpu renepanuszoBanHom I[1BD
3a00JIeBaHNE HAYMHACTCS C POXKACHHS WM TEPBBIX MecsleB >ku3HU. Hambonee BblpakeHHBIE
KJINHUYECKHE MPOSIBICHUS 3a00JIeBaHMs PETUCTPUPYIOTCS B BO3pacTHOM mepuoie 1o 1 roga. B
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paHHEM JETCKOM BO3pacTe Y OOJIbHBIX MOSBISAIOTCS TUIIEPKEPATOTHUECKUE YYACTKH Ha MOAOUIBAX U
TUIEPTrUPO3 JaJOHEN U NOJOIIB, COXPAHSIOUIMECS U BO B3pOociaoM Bospacte. [Ipu 1okann3oBaHHOM
I1B3 nepBoe nosiBiieHHEe My3bIped HAOMIOJAETCS HA CTONAX U aCCOLMHUPOBAHO C HAYAJIOM XOJAbOBI.
I'mnepkeparo3 monpomBs passuBacTcs A0 10-nmeTHero Bo3pacta, BO BpeMs IIOJIOBOTO CO3PEBaHUSA
MOSIBIISIETCA M YCHWJIMBAETCS THIEPTUAPO3 U YTOJIICHHE HOTTed Ha cromax. Ilpu reprnerudopmuom
I[IBD mnporpeccupoBanue aepmaro3a HaOJIOAAeTCs B BO3pacTHOM mepuoa no 1 roma, a 3areM
oTMeYaeTcs CTa0MiIM3alys Impolecca U NpeKpalieHue nossieHus my3sipei. C 2-1eTHero Bo3pacra
CTAaHOBUTCSl OYEBUAHON CE30HHOCTb OOOCTPEHMH — yXyALIEHHE JIETOM M yiydmeHue 3umoi. [lpu
MOTPAaHUYHBIX BapHaHTaX bD MOSBIAIOTCS My3bIpU W/WIM 3PO3HH C POXKACHUS WIIHM C MEPBBIX JAHEU
KU3HU. JleTanbHBI MCXOJ B IEPBBIC MECSLBI KU3HU CBS3aH C JBIXaTEIbHOW HENOCTATOYHOCTHIO,
IIHEBMOHHUEN, cencucoMm. I[lpu ayrocomHO-moMuHaHTHOM /JIBD nuIIb y €IMHUYHBIX IAlUEHTOB
HOSIBJISIFOTCS ITy3bIPU C POXKJIEHUS, a TaK, B OOJBIINHCTBE CIIy4aeB UX MOSBICHUE OTHOCUTCS B 1 roay
xu3HU. [losBIEHNE BBICHIMTAHUN HAa CIU3UCTONW OOOJIOUKE MOJOCTH PTAa CTAHOBATCSA PEIKUMHU WU
MOJIHOCTBIO IpekpamatoTcs kK 9-10 ronam xu3nu. Ilpu ayrocomuo-peneccuBuom JIbBD 3aboneBanue
HAaYMHAETCS ¢ MOMEHTa POXKJIeHUs (MHOTME MAlMEHThl POXKAAIOTCSA ¢ OTCYTCTBHEM SIUJEpMUCA Ha
pyKax W/wiM HOrax), pexe — ¢ NHepBbIX AHEH ku3HU. [lopaxeHue cIM3UCTBIX 000JIOUEK TaK¥Ke
IIPOUCXOAMUT C MEPBbIX JHEH XKU3HU. B mepuon mosoBoro co3peBaHUs OTMEUYAETCs CTaOMIM3aLus
KOXHOTro Ipouecca. Jletu ¢ ganHoil ¢popMoii 3a601eBaHMs OTCTAIOT B ICUXOMOTOPHOM, (PM3NYECKOM
U T0JOBOM pa3BUTUU. B MOAPOCTKOBOM BO3pacTe yMCTBEHHOE pPa3BUTHE BBIPABHMBAETCS, HO
COXpaHAETCs KpalHAs UCTOLUIEHHOCTh, HU3KON pOCT U BeC OOJIbHBIX, CHI)KEHHAs MOABM)KHOCTb, II0CTIE
myOepTaTHOTO BO3pacTa POCT BOJOC HA Telleé OTCYTCTBYET. B TpeTheM-4eTBepTOM AECATUIICTHIX
KHU3HU HaOII0/1aeTcsl pa3BUTHE, OBICTPO METACTa3UPYIOLIEro, IUIOCKOKIETOYHOI'O paka KOXH B
00JIACTH XPOHUYECKUX KOXKHBIX 3B U/MiH pyOuax.[5]

Pu3nkajbHOoe 00CJeI0BaHHE: OCMATPUBAIOTCA BCE KOXKHBIE TOKPOBBI M BHUIUMBIE CIU3UCTHIE
0001104KH, 00IIaeTcsl BHUMAHUE HAa POCT BOJIOC, HOT'TE€W, (PYHKIIMOHMPOBAHUE CAJIbHBIX U MOTOBBIX
Kelle3, HaIn4he Kapruo3HbIX 3y00B, XapaKTep KOKHBIX TOKPOBOB, HATMYKE TPEIINH 3aHET0 IPOX01a,
KOCTHBIE U3MEHEHUS CO CTOPOHBI NajibleB Kucted u croi. [IpoBoaurcs cumnrom Hukonbckoro mpu
Hanuuuu my3bipedd. IlpomsBoauTcs omeHka MapamMeTpoB 00IIero (hU3MYECKOro pas3BUTHS,
oOcneoBaHNE BCETO KOXKHOI'O IMOKPOBA, OLEHKA COCTOSIHHUS CIM3HCTBIX 00O0JIOUEK, COCTOSIHHE U
LIEJIOCTHOCTB BOJIOC, HOTTEBBIX IJIACTHH U 3y00B. MccnenoBanue nepmorpadusma y 6onbHbix BBO He
npoBoauTCA. [5]

JlabopaTOpHO-HHCTPYMEeHTAJIbHBIE JaHHBbIE: TPOBEJIEHUE 00IIET0 aHAIN3a KPOBH, OOIIIETO aHaIn3a
MOYM UM Kana, cepoioruuyeckux peakuuid Ha cupunuc (PMII, PIII'A, UDA), 6akTeprosornyeckui
IIOCEB C PAHEBBIX ITOBEPXHOCTEH, MHMKOJIOTMYECKOE HccienoBaHue, Y3/ BHYTpEHHUX OpraHOB,
JUArHOCTUKA COCTOSIHMSI KOXKM, OHONCHS KOXXM C ouara IOPa)K€HHUsS CO CBEXUM IIy3BIPEM.
PekoMeHnayeTcss mpoBeJieHHE THCTOJOTMYECKOTO MCCIeA0BaHUsl OMoINTaTa KOXH, MOJYYEHHOTO M3
ouara IMOpaXEHHs CO CBEXHUM Iy3bIpEM, B KOTOPOM BBISBISAETCS CyO3muiepMaibHasi MOJOCTb.
I'ucronornyeckoe uccae10BaHUE HE MMO3BOJISIET JUAarHOCTUPOBATh TUII 3a00ieBaHusl. PekomeHnyercs
ucciefoBaHue  OuonTara Kok  OoiapHBIX BBD ¢ momombio  HempsMoW — peakuuu
umyHo¢pmoopecienmun (HPU®) nns onpeneneHuss B 30HE JAEpMO-3MUJEPMAIbLHOIO COEAMHEHUS
SKCIPECCUU CTPYKTYPHBIX OEJKOB KOXH, CHW)KEHHS WJIM OTCYTCTBHUSI HX dKcmpeccuu . s
ycraHoBieHus cyOtuna BBD Moxker ObITh IMpOBEAEHO MCCIEIOBAHUE METOJIOM TPAHCMUCCHUBHOM
9JIEKTPOHHONM MHKPOCKOINHH, KOTOPOE IO3BOJISIET ONPENEIUTh YPOBEHb OOpa3OBaHMS MYy3bIps U
OOHApYXHUTh YyJIbTPACTPYKTYpHbIE U3MEHEHUsI B Koxke OosibHbIX BBD . Hanbonee nnpopmaTuBHBIM
METOJIOM SIBJISIETCSI UMMYHOTHCTOXMMHYECKAsi JAMArHOCTHKA, IMO3BOJISIONIAS ONpPEAENsiTh YPOBEHb
PacMoI0XKEHHS ITOJIOCHOTO AJIEMEHTA U, CIIeI0BATEIbHO, TOYHO YCTAaHOBUTH KIIMHUYECKYIO (hopmy B
. JaHHBII MeTOJ AMarHOCTUKM MO3BOJISIET Oojiee TOYHO YCTAaHOBUTH MOAKIacCHUUKALMIO (HOPMBI
BB3, mnockonbky o0pasubl Opu  pasHbIx mnoaTtunax BBD pasnuyaioTcs M0 MHTEHCHBHOCTH
OKpalllUBaHUsl aHTUIeHa CHEeNU(PUUECKUMU CTPYKTYPHBIMU O€JIKaMM, 4TO COOTBETCTBYET HAJIUYHIO
MyTallud B AaCCOLMHUPOBAHHOM TeHE. | eHeTHYecKHe HCCIeoBaHUs Yy OOJBHBIX OyJIe3HBIM
SMUIEPMOIU30M OCYHIECTBISIOTCA € IIOMOIIBIO IPEHATalIbHOW JUAarHOCTUKH. Bpad-reHeTnk
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npoBoauT Bepudukauuioo guarHoza BBD . C mensio auddepeHunasbHoOil  AMAarHOCTHKU
PEKOMEHAYETCs IIPOBOANUTH IUTOJIOTHYECKOE HCCIIEJOBAHNE C 0YAaroB MOPAKEHHS Ha HATMYNE KIIETOK
Tranka u r03uHOGUIOB. [1]

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii B

8. Takmuxa meduyuncKkoii nPoOPuUIAKMUKU UIU PEeadUTUMAUUN C YKAZAHUEM YPOGHA:
1) ocHOBHBIE MPO(DUIAKTHYECKHE WU PEeaOMINTAIMOHHBIE MEPONPHUITHS C yKa3aHUEM YPOBHSA
JOKa3aTeJIbHOCTH;
2) IOMONHUTENbHBIE MPOMUIAKTHYECKHE M pPeadMIUTAIIOHHBIE MEPOIPHUATHS C yKa3aHUEM
YPOBHS 10Ka3aTEIbHOCTH.

9. Hnoukamopwul Ihpexkmuenocmu npogunakmuueckux u peadouiumayuoHHbIX MePOnPUAMuIl
(pe3ynbraThl peadWIMTallM B COOTBETCTBUE C MEXKIYHAPOJHBIMHM  IIKAJIaMH  COTJIACHO
MexayHaponHoit kinaccupukanuu (QYHKIHOHUPOBAHUS, OrPAHUYEHUN IHKU3HEICATEIHLHOCTH U
3710pOBbs). [4,6]

10. Opzanuzayuonnsvie acnekmsl RPOMOKONA:

1) ykazaHue Ha OTCYTCTBHE KOH(JIMKTA HHTEPECOB;

VYyutbiBas TSHKECTh T'€HETUYECKOro 3a00seBaHMsl, TOPHIUIAHOCTh TEUEHUs, HHU3KOH IOTeHIHuall
peadmIuTalMM, a TaKKE€ COLUAJIbHBIM acleKT, KaxAbli pedeHok ¢ auarHozoM BBD Hyxnmaercs B
IIOCTOSIHHOM IIOJE€P>KUBAOLIEM KOMIUIEKCHOM JIEUEHUH U YXOJ€ AJI NOAAEPKAHNSI KaueCTBa KU3HH.
MHorue nanueHTsl IMEI0T TsoKenbie GopMbl BBD, uTo mpencTaBisieT He TOIBKO OTPOMHYIO MEIHKO -
IICUXOJIOTMUYECKYI0 MpoOIeMy AJis TakuxX ceMmeil, Ho U TpeOyIoT BBICOKHMX 3aTpaT Ha obOecliedeHue
JeTell He0OXOAMMBIMU NIEPEBI30YHBIMU MaTepHUalaMy, JIEKAPCTBEHHBIMU IIpenapaTaMy Ha CO3/laHue
CHEIMAbHBIX YCIOBHUM JIJIs YIyUIIeHNs KauecTBa XKHU3HU NalueHToB. [loMuMo ¢puHaHCOBOTO, €CTh U
JIpYroil acmekT mHpoOsieMbl — HEAOCTAaTOYHAas KOMIIETEHTHOCTh Bpadel IEepBUYHOTO 3BEHA s
BBISIBJICHUS PEIKUX TEHEeTHYEeCKUX 3a00JIeBaHUM W MPaBUIBHOIO IMOAXO0Ja K Tepamud, MO3ITOMY
SBJISIETCS] HEOOXOUMBIM OpraHU3allsl HAyYHO-TIPAKTHUYECKUX, 00pa30BaTEIbHBIX MEPONPUATUN 15
Bpauel C I1eJIbI0 MOBBILIEHUS YPOBHS UX KBaTH(PHKAIIUH.

[Ipn nocranoBke aumarHo3a BBD Bpau mo0oil cnenuaibHOCTH O005i3aH OMOBECTUTH O
BBISIBJICHUHY TAKOTO MAallMEHTA AIMUHUCTPALIUIO MEAUIIMHCKOTO YUPEKIEHUS, KOTOPAasl B CBOIO OUEPED
MpeA0CTaBIgeT MHPOpPMAIMIO O MaleHTe OpraHaM PErMOHAJIbHOTO 3/[PaBOOXPAHEHUS C IIEJIbIO
BEJICHUS CTaTUCTUYECKOTO y4eTa U OpraHu3aliy OKa3aHUsl COOTBETCTBYIOLIEN TOMOIIY MallUEHTaM C
BBED. B pecniy6nuke Benetcs peectp nanueHToB ¢ BBD, KOTOpHIi HaxoAUTCs B aKTyaJIU3UPOBAHHOM
cocrostHuM. Kaxnplil marueHTt, BKIIOYEHHBIM B peecTp, MOJyd4aeT MOMOIIs B BUJIE oOecnedeHus
MEepPEBA30YHBIMU MaTepuajaMu, JIEKapCTBEHHBIMU CPEACTBAMU M HU3AEIUIMH MEIUIIUHCKOTO
HazHayeHus. (DUHAHCHpPOBaHHME OCylIeCTBIseTcs 3a cueT bnarorBopurensHoro ¢ouna HHO
«Kamamak 6omanap» (Y30eKucTaH) v rocy1apCTBEHHOTO (PMHAHCHPOBAHMUS.

JAucnancepHoe Ha001eHHe MPH OYJJIE3HOM 3MUIEPMOJIN3e

e JlepmarTosior — oCcMOTp Kaxable 3 Mecsilia, IPU OCIIOKHEHUSIX — Yallle.

o Ileamarp / TepaneBT — ocMoTp 1 pa3 B 6 MecsineB, KOHTPOJIb POCTa, Pa3BUTHS, BaKIIMHALIUN.

e Xupypr/ TpaBMaToJIOT — I10 TTOKa3aHUsIM, He pexxe 1 pa3a B roj (omeHka pyOIios,
KOHTPAKTYP).

e Cromarosaor — npodunakruyeckuii ocMotp 1 pa3 B 6 mecsiueB.

e Od¢raabMmosor — 1 pa3 B roj, npu xanodax — yaie.

e TacrposnTepoJior / nuerosior — 1 pa3 B roa, npu HapyIICHUN TUTAHUS — Yalle.
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e T'emartosor / 1a60paTOPHBI KOHTPOJIb — OOIIMIA aHATH3 KPOBH, XKele30, OCITKU, BATAMHHBI
— 1 pa3 B 6 MecsileB.

o T'eHeTMK — IIpy NEPBUYHOU ITIOCTAHOBKE JUArHO3a U 110 ITOKA3AHUSAM.

e Ilcuxouor / mcuxuaTp — 1o He0OXOAUMOCTH.
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