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MeToabl OLLeHKU TXKecTu 3aboneBaHuns
npv BpOXXAeHHOM Oynne3HoM
anuagepmMmonuse y geteun

E.B. MaTyweBckas

AKAAEMMUSA MOCTAMMAOMHOTO OBPA30BAHMA PIBY «PeACPAAbHBIM HOYYHO-KAMHUYECKMIA LLEHTP
CMNEeLMAAMN3UPOBAHHbIX BUAOB MEAMLMHCKOM MOMOLLM M MEAMLMHCKUX TEXHOAOTUM PEAEPAABHOTO
MEAMKO-OMOAOTMYECKOTO AreHTCTBa», MOCKBCQ

PE3IOME

KAMHMYECKME METOAbI OLLEHKM TIXKECTHM COCTOAHMS rpu BPOXKAEHHOM 6)//\/\e3HO/v\ SMMAEPMOAN3E ABAAIOTCA CAMbIMU AOCTYINHbIMU COEACTBAMM
HQ nepsom atane AMArHOCTUKHU, MOMOTraroT ONpeAeAnTb 06beM MEAMULMHCKOM MOMOLLM, OBOCHOBATL HEOBXOAMMOCTb KOHCYyAbTAQUMM
CrneumaAsmcCToB 1 ONTUMU3IUPOBATE MOCAEAYIOLLLYIO MAPLUPYTHU3AUMIO NAUMEeHTA. Kpome TOro, HaAAMYHUE MMEIOLLIMXCA MHCTPDYMEHTOB rnomoraert

MOCAEAOBATEALHO OLLEHMBATH TAXKECTb 30OOAEBAHMS U CbVlKCMpOBGTb Tepanesmqecmxiﬁ OoTBeT B PAHAOMMINPOBAHHbBIX UCTbITAHMAX HOBbIX
naroreHeTn4eCKnMx MeToOAOB AeHeHMs.

KAKOYEBBIE CAOBA: BPOXAEHHbIM BYAAE3HBIM IMMAEPMOAMU3, HYTPUTHUBHAS NMOTPEBHOCTh, BEAKOBO-SHEPIETMYECKAS HEAOCTATOYHOCTb, LLIKAAQ
THINC, BEBS, EBDASI, iscorEB, QOLEB.

KOHPAUKT UHTEPECOB: aBTOPbI 3QSBASIOT OO OTCYTCTBMM KOHGPAMKTA MHTEPECOB.

Methods for assessing severity of disease in congenital
epidermolysis bullosa in children
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SUMMARY

Clinical methods for assessing the severity of the condition in epidermolysis bullosa are the most accessible means at the first stage of diagnosis,
help to establish a clinical diagnosis, substantiate the need of consultations of specialists, and optimize the subsequent routing of the patient.
In addition, the availability of tools helps to validate data, consistently assess the severity of the disease and record the therapeutic response in

randomized frials of new pathogenetic treatments.
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Beenenne

Bposxaennsii Oyninesnsiid snuaepmonns (Bb3) —rpym-
T1a PEIKUX TeHETHYECKH U (DEHOTUITMYECKH T'eTEPOTeHHBIX
3a00sIeBaHNH KOXH, BELYIIUM KIMHUYECKUM CHMITOMOM
KOTOPO¥ siBIIsieTCs ()OPMHUPOBAHKE Iy3bIPEH Ha KOXKE U CIIN3H-
CTBIX 000JI0YKax P MUHUMAJIBHOM BO3JEHCTBHUH (DaKTOPOB
¢usnueckoit wim xumuueckor npupoas! [1]. [Topaxenue
KOXM MOYKET BOSHUKHYTbH CIIOHTaHHO 0€3 MpeAlIecTBYomen
TpaBMaTU3aLUU B PE3YyNIbTATE HECOCTOSITENBEHOCTH JECMOCOM,
COEIUHSAIOIHUX KEPAaTUHOLUTEI B AMUAEPMHUCE, U MOIIyAeC-
MOCOM B oOJyiactTu 6a3ajabHOW MeMOpPaHbl, C BOBJICUCHHEM
B ATOJOTMYECKUI MpollecC BHYTPEHHUX OPraHOB MPH TshKe-
JIOM TEYECHUH U HapyIICHHEM Pa3IMIHbIX (PHU3NOIOTHIECKUX
¢bynkmii [1, 2].

ITo nanHBIM MexxayHapoaHol acconuanuu DEBRA [3],
BBD Bcrpeuaercsd ¢ yactoroi 1: 30 Teic.— 1: 1 MIIH 4enoBeK.
B Poccuu cpennuii nokasarens pacnpocTpaneHHocTH BBO
cocTaBiseT 3,64 ciyuas Ha 1 MiiH dyenosek [4], a mporHo3u-
pyeMoe exXeroHoe KOJIMYECTBO OOJIIBHBIX MOKET IOCTHIHYTh
34 na 1,7 MJIH HOBOPOXKIEHHBIX [5].

CortacHO TIOCIIeTHEMY ITEPECMOTpY Ki1accuuKauuy Oyi-
JIE3HOTO 3MUAEPMOIN3a Ha MexayHapoJHOM KOHCEHCYCe
B Jlonnone (2020), BBLACISIIOT YETHIPE OCHOBHBIC KIIMHH-
yeckue Gopmbl BB [6]: mpocToii Oymniie3Hslii anuaepMonns
(ITB3), norpannysslii Oymiesnsiit anuaepmonus (ITorpbd),
JucTpodudeckuit OyiutesHsli anuaepmonns (Ab3), cunapom
Kunpmnep (CK).

JanbHeimas knaccu(UKaIys Ha IOATUITEI OCHOBBIBACTCS
Ha (PEeHOTHNHYECKNX 0COOEHHOCTSX MMAallMEeHTOB, THIIE Ha-
ciesoBaHusl (ayTOCOMHO-IOMUHAHTHBIN MJIM PELieCCUBHBIH),
HM3MEHEHHH DKCIIPECCHHU OTIPEJICIIEHHBIX CTPYKTYPHBIX Oel-
KOB KOKH, TUIIE MyTalliH, KOHKPETHOM BOBJICYEHHOM T€HE
¥ BKJTFOYAeT B ce0s 35 pasnuuHbIX KImHUYecKkux Gopm BB
(14 TIBD, 9 IMorpbDd, 11 B3, 1 CK) [6].

K tsoxensiM popmam BBED, koTopbie conpoBoxaatoTcs
ITyOOKOH OEIKOBO-IHEPTeTHUECKONW HEI0CTATOYHOCTHIO
(B3H), TpynHO mOANAIOIICHCS JICIYCHUIO, OTHOCUTCS AUCTPO-
¢dudeckas. KimmHnueckas kapTHHA PH 3TOM XapaKTepU3yeTCs
TIOSIBJICHHEM Iy3bIpeli M (MiIn) 3p0o3nii Ha KOKE U CIIM3UCTHIX
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obonoukax. [TocrostHHas, 1ake He3HAYUTEIbHAS TPaBMaTH-
3anus IPUBOAUT K 00pa30BaHMIO HOBBIX SPO3UBHBIX Aedek-
TOB C ITOCJIEAYIOIIEH UX dNHTENN3anuei, GopMupoBaHneM
pyO1oBO#i TKaHU U MIIHYMOB. Takke K crienuuyeckum
MIpU3HAKaM TSDKEJIO MPOTEKAIOIIUX KIMHIUUECKUX OpM 3a-
0oJIeBaHUS OTHOCATCS! KOHTPAKTYPBI, TICEBIOCHHIAKTHINH
U OTCyTCTBHE HOrTei [7]. BoBiiedeHne B maTOIOTUUECKUM
TIPOLIECC CIU3UCTHIX 000JI0UEK KEMYIOUYHO-KUILIEYHOTO TPaKTa
(OKKT) — cnu3ucroii 000I0YKH MTOJOCTH PTa, ITIOTKH, TTHIIe-
BOJIa, IPSAMOM KUIIKH U IPYyTUX OTAEIOB — IIPUBOAUT K pyO-
LOBBIM M3MEHEHHSIM C 3apallieHHeM BO PTy BECTHOYISPHBIX
CKJIaJIOK, YTpaToi y3[€UKH, aHKMIOIIOCCHEH, 3NM1301aMU
nucdarnu, GOPpMUPOBAHNUEM CTPUKTYP IMHUIIEBOA, FacTPO-
330(dareaibHOTO peduItOKCca, ITOCTOSIHHBIMU 3anopaMu [8].

NMeromuiicst KOMIUIEKC TaTOT€HETUUECKUX U3MEHEHHH,
B TOM YHCJI€ TPAHCKYTaHHAs MOTEPs MUTATEIbHBIX BEIIECTB
C OTCJIaMBAIOLIMMCS SMUTEINEM U NOBBIIIEHHBIMH dHEPreTHYe-
CKUMH 3aTpaTaMH, CBSI3aHHBIMU C XPOHUYECKUM BOCIAIUTENb-
HBIM IIPOLIECCOM, OTCYTCTBHE aINETUTA, JKETyA0UHO-KUIIIEUHbIE
HapyILEeHUsI, IPUBOAT K 0COO00H HyTPUTHBHOM NOTPEOHOCTH
y nereii ¢ BBD [8, 9]. Tsokensie popmsr BED conpoBoskiatores
«TTyOOKOM, YIIOPHOH OEIIKOBO-3HEPreTHYECKOH HEJ0CTaTou-
HOCTBIO, HE IMEIOIICH aHAJIOTOB B KJIMHMYECKOH MeautHe» [10].
CrerneHp HapyIICHHs TUTAHUS MIPSIMO MTPOTIOPIIMOHANIBHA TSI~
xectd BBO u mposBisieTcs npeuMyIecTBEHHO NPH paclpo-
CTpaHEHHBIX OPAKEHUSIX KOKHOTO MOKpoBa. [ eHepanu3oBaHHOE
MOPAXKEHUE KOXKH, HAJIMYHE CENTUYECKHX OCIOKHEHHI TIPUBOUT
K 3HAYUTEINILHOM 1oTepe Oernka y 3TuX nauueHToB [9]. Tsoxenas
IMMEHTapHask HeIOCTaTOYHOCTb, I€(UIIUT BATAMUHOB  MHKpO-
9JIEMEHTOB, B CBOIO OUEPEIb, IPUBOAAT K Pe30pOLIMH KOCTHOH
TKaHU U Pa3BUTUIO BTOPUYHOIO ocTeonoposa [11].

Takum 00pa3oM, KIMHULIUCTY BaKHO YMETh HOJIb30BATHCS
JOCTYITHBIMH METO/IaMH OLIeHKH TspkecTH BBD s hopmu-
POBaHUS KIMHUYECKOIO AUAarH03a U BO3MOXKHOCTH MOCIIENy-
IOLIETO aHAIN3a KIMHUYECKOM KapTUHBI Ha ()OHE JICUECHUS.

eabo 1aHHOTO 0030pa SBIISIETCS CUCTEMAaTU3alUs UMe-
FOIIUXCSL METO/IOB OIICHKH TsDKeCTH 3a0oneBanus npu BBD,
MIPUMEHSIONIUXCS B KIIMHUYECKOU MPaKTHKE.

OuneHka cTeneHu THAXKeCTH
KJIMHUYeCKHX nposisjieHuii BB

Bupmunzemckuit unoexc majcecmu Oynnie3noz2o nu-
oepmonusa (BEBS)

BupMHHreMCKHI MHIEKC TSHKECTH OYJUIE3HOTO 3IUIep-
moimza BEBS 6b11 npemuioxen B 2009 roxy u Bkitoyaer 11
MapaMeTpoOB OLEHKH TSKECTU KOXKHOTO MaTOJIOTHYECKOro
nporiecca 1 TeYeHHs 3a00JI€BaHus B 1IEJIOM: TIOMIAb TOPaXke-
HUSI KOYKHOTO ITOKPOBa (B HPOIEHTAX ); IIOPa’KEHUE HOTTEBBIX
TUTACTHH, CIIM3UCTHIX 000JI0YEK MOJIOCTH PTa, IMa3, TOPTaHH
1 TIMIIEBOAA; HAJIMYKE NICEBIO0CHHIAKTHIINIA; TIOCKOKIIETOY-
HBIH paK KOXXH; XpPOHHYECKHE HE3aKNBAIOLINE paHbl; pyOroBast
aJIoTIelys ¥ pa3BUTHE HEJJOCTaTOYHOCTH nuTanus. [nomans
MOPaXKEHUsI KOXKHOTO IOKPOBA MAKCHUMAJIBHO OlieHuBaeTcs 50
6ayamu, rpyrue 10 oneHNBaeMbIX apamMeTpoB — S5 datamu
KaXblil. MakcuMaibHast CTeNeHb TSDKECTH TedeHHs 3a00J1e-
BaHus paBHa 100 6amram [12] (puc. I).

l;n'pamareucxni HHJEKC THKECTH 6)'.1.'[83!{01‘0 INHIEpMOIHIA
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PycyHOK 1. BUDMUHIEMCKMIA MHAEKC THKECTM OYAAE3HOTO SMMAEPMOAM3A (BEBS).
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I cexnmA: KOAHBIE NOKPOB KoMmomenTs! noBpeaes
KommorenTe! aKTHEHOCTH JMoxamoauna | Ipurema | Hapymemme | Ilofixmno | Arpodmn | Inmepwe | Pybuma | Mmmrymm:
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2 1-3 sqentena, 1 oar Gonee 2 o B Jmanetpe, Mot | ecmm mx Oomzme 3 Fr—
Gonee 6 cu & TEAMETE; paxosmHEL
3 Gomee 3 snemenToE, BeT Gonee 6 cu B AEAMeTpe; Tiamo
5 Bomee 3 anenserTos, m'ems xotx 611 | Gomee 6 o Tliea
® P Tpyas
7 bonee 3 smemenToE, WEMH xorx Om 1 smesent :
Gomee 16 ou B gHaneTpe; ro—
Boyo P poBa,
10 ymmepcammoe  mop
Tlnewsm n
KOEHOTO MOEPOEL.
Viomme
Kucra
PRKOBHIH
&:ﬂ)ﬂ H I'OJTeHH
Jhmo
Cronm
Illex -
Tpym
30Ha
5
Hoasrror
Crema
Hror 134
SAromme
Tnesn " PUCYHOK 2. AHKETQ AAS PACYETA MHAEKCO OKTMBHOCTU M PYOLIEBAHMS ByAAE3-
npeenE HOro annaepmoAnsa EBDASI: cekums | (koxHblin nokpos) [13].
Kaem
Bezpa u ronenm B otnuuue oT BEBS. Unnekc EBDASI noarsepaunn Beico-
Crom KYIO YyBCTBUTECJIbBHOCTD U CII0COOHOCTH pasinyaTrb CTCIICHb
FHOTCHITATT TshKkecTH 3a00iieBaHus 10 BceM montunam BBD u B HacTos-
30HZ
mee BpEMs PEKOMEHIOBAH UIA MPOBCACHUA KIIMHUYECKUX
Tiror e uccienoBanuii [14].

B pabore P. B. Enumesa [9] uanexc BEBS monoxwurensHO
KOpPPENUPOBa CO CTENEHBIO MOPAXKEHHSI KOKHOTO ITOKPOBA
(r>0,7) u Obw1 BeIIE y Aeteii ¢ JIBD: cpenHee 3HaueHne
B 3TOi1 rpynne coctasuiuo 50,5 + 14,9, B To BpeMs Kak cpenHee
3HaueHue uHaekca y aereit ¢ [1b3 cocraBuio 15,9 + 10,9.
Taxoxke BEBS npu JIB3 oTpunarensHo, CUIBHO U CTAaTUC-
TUYECKHU JIOCTOBEPHO OBLI CBsA3aH ¢ anp0yMuHOM (1 =—0,750,
p < 0,001) u ymepeHHO — ¢ ypoBHEM 0011ero onanpyonHa
(r=-0,500, p < 0,001), menounoit pocdarassl (r =—-0,460,
p <0,010), kpearnakuHazsl (r =—0,550, p < 0,010) u xonecre-
puHa (r =-0,480, p < 0,010). ABTOpOM CczI€IaH BEIBOJ O TOM,
YTO HYTPUTUBHAs MOJEPIKKA, OPIraHN30BaHHAsI HA OCHOBE
MEePCOHATIM3UPOBAHHOTO MOAX0/a C UCIOJIB30BAHUEM BCEX
COBPEMEHHBIX AMETONOTHYECKUX METOAOB, SIBISETCS BaXK-
HOM COCTaBIIAIONIEH KOMILIEKCHOM Tepanyuy 3TOr0 CI0XKHOTO
3a00JIeBaHMS U MTO3BOJISIET JOOUTHCS JIYUIINX PE3YIETATOB
B Tepanuu aereil ¢ BBO, uTo cymecTBeHHO yaydIaeT ux Ka-
YeCcTBO XH3HHU. TakuM 00pa3oM, JJaHHas! [IKaja JOJDKHA ObITh
HCHOJb30BaHa IIPY OLIEHKHU CTeNeHH TshkecTd BBO.

Hnoexc akmusnocmu u pyoyesanus 0ynie3nozo Inu-
oepmonusza (EBDASI)

WHpexc akTUBHOCTH 1 pyOI1IeBaHMs OyJIE3HOTO SIHUIEp-
monm3a EBDASI (Epidermolysis Bullosa Disease Activity
and Scarring Index) 6bu1 perytoxen B 2014 roxy. EBDASI
MTO3BOJISIET YCTAHOBUTH CTEIIEHb aKTUBHOCTH KIIMHUYECKHUX
MIpOSIBICHUH 3a00JI1€BaHMS OTJEIBHO OT MPU3HAKOB XpOHHYE-
CKOTO MTOBPEX/ICHUS TKaHEeH, 00yCIIOBICHHBIX JUTUTEILHBIM
HenpepblBHBIM TedyeHrneM BBD [13]. Ouenka nopaxkeHus
KOXXHOT'O ITOKPOBA SIBJISIETCS KOJINYECTBEHHOH U ITO3BOJISIET
OILICHUTH TOYHOE YHCIIO U pa3Mep NaToJOrHUECKUX 04aros,

OcMOTp U OLIEHKA CTENEHH MOPAXKEHHsI KOXKHOTO ITOKPOBa
TIPOBOJIAITCS CBEPXY BHU3 OTAENIBHO B 12 aHaTOMHYECKHX 00I1a-
cTsX (yIm, JIULO, LIesl, TPYIlb, )KHUBOT, CIIMHA, SITOJHLIBL, TIIETH
Y TIpEIuIedbsi, KUCTH, Oe/ipa 1 TOJICHH, CTOIIbI, aHOTCHUTAIIb-
Has 30Ha). [Ipr3HaKy aKTHBHOCTH KO)KHOTO ITaTOJIOTHYECKOTO
rporecca (HaIn4ie HHTAaKTHBIX ITy3bIpel ¥ 9pO3Hid, KOPOK)
OLICHMBAIOT B Ka)k1oH obnacty o 10 GanbHO# mIKae — oT oT-
CYTCTBUSI BBICBIITIAHUI HA KOJKH 10 YHUBEPCATIBHOIO HOPaXKEHHUSL.
Oco0eHHOCTH MOPaYKEHNST KOXKH, XapaKTePU3yIOIIHe XPOHHIEC-
KO€ TTOBPEK/ICHUE (IpUTEMa, TOCTBOCTIANIUTENBHAS THITEP- WITH
THIIONIUTMEHTAINS, TTOWKUIOAEPMHUS, aTpOpHs KOKH, THIIEPKE-
paro3, pyOLbl, MIIIyMBI), TAK)KE OLICHUBAIOT B KaXK/I01 JIOKa-
JIM3aMU METOIOM OLEHKHU HAaJIW4Us WM OTCYTCTBHS IIPU3HAKA.

Jlanee oLieHUBAIOT OPaXKEHUE KOXKU CKaJIbIla B YETHIPEX
KBa/IpaHTaX BOJOCHUCTOH YaCTH TOJIOBBI, CIIM3UCTHIX 000JI0UEK
B 12 aHaTOMUYECKHX JIOKaIU3anusiX (CIU3UCTbIE 000JI0UKH
a3, Hoca, LIeK, TBEPAOro U MATKOro Heba, 1eceH Ha BepX-
HEW M HIDKHEH YeNoCTsIX, sI3bIKa, THA MTOJIOCTH pTa, I'y0,
3a/IHeH CTEHKH IIOTKHU, aHOT€HUTAJIbHOM 001aCTH), HOT'TEBBIX
MJIacTHH (OTIEJIBHO Ha KaXKJ10H (asiaHre manbleB KUCTen
W CTON) U JPYTUX SIMUTEIU3NPOBAHHBIX OPraHOB U TKaHE!
(ropTansb, NMUIIEBOJ, MOYEIIONIOBAs CHCTEMA, HAJIMYNE TICEB-
JIOCUHJAKTHJINY, IJIOCKOKIETOYHOI0 paka KOXKU U €ro MeTa-
cTa3, IPOBOAUMBIE XUMUOTEPANHUs WU TapreTHas Tepanus
omyxonu). JIerkoil, yMepeHHO U TSXKENO0H CTENEHH TSHKECTH
3a00J1eBaHUs COOTBETCTBYIOT cymMMapHbie 042, 43—-106
u 107-506 6ammo EBDASI [14]. YMeHbIIeHUE CTETICHU
aKTHBHOCTH Ha 9 0ayutoB M OoJee yKa3bIBaeT Ha YIydlleHUE
TedeHHs 3a00JIeBaHMs, @ yBEINUCHNE aKTUBHOCTH Ha 3 Oaruta
u Oonee, Ha00OPOT, yKa3bIBaeT Ha yxyauieHue [14] (puc. 2-5).

Hexoropble ocobeHHOCTH XpoHUUecKoro Tedenust BE3 (Hanpu-
Mep, TICEBIOCHH/IAKTHIINH, TUIOCKOKIIETOYHBIH paK KOXKH) TpeOyroT
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I cexumn: soaocucTan 4acTs roaoss: (BUI) v HOTTEBbIE
KonumonenTsl akTHBHOCTH Kueru Mpagas Jleas kucTs
KHCTH
BUT Ilyssaps 1 3poss KoawwecTeo 2aemenToB [T er— Tlyssipr,  sposem, I I Thopeaxor
eca Hx Gobue 3 AKTHEHOCTH KOPOTKH,
0 sqeMenTH OTCYTCTEYIOT, T Tuctpodmaecin /5 /3 TMogerror
15 1 xsanpanre BYT; TOEpeEIeHER H3MeHEHHBE (Ne
2 5 2 xpagpanTax BUT; HOTTEBHIE podurecsn
183 Orcyrerene 5 75 ESMEHEHHRX
4 & 4 xeagpanTax BUl,; EOMHYECTED +3xNe
8 sammuaor 4 xsagpanta BT ¢ 1 OCEEAOCHMANTIIT OICYTCTEYIOMmEX
anemenToM Domee 6 o )
9 cybrorameroe nopaxenne BUT; 10
10 ToTansRoe nopaxenne BYUL.
Crome Jlesan croma Ilpasan
Tloasrror crona
Hror no KoymomesTs: Tlystape, sposen, 5 5 Tlogumor
' AKTHEHOCTH KOPEH, DPHSHARH
BUT Hapymerite mirsesTam, Ajoneuns pybuosas K nctpod /5 /5 Jut
IPHTENMA, THIEPKEPATOS TOEpeA7eHNA | AHOHEXHE, 5 5 (e
KQMTHY9eCTED mcq:o@aqnm(
0 seMeRTE OTCYTCTEYIOT; 0 3qeMeHTH OTCYTCTEYIOT; ATy THpOEAHHEX f—
15 1 xsagpanre BUL, 1 5 1 xsagpanre BUT; MATEIEE, + 3 X M
2 & 2 xzagpasrax BUT, 2 & 2 xpagpasrax BUT, FNIIRECTE0 DUAELES C “’“m:;
3 B 3 xsagpanTax BUT; 3 5 3 xsagpanTax BUT; —
45 4 xeagpasrax BUT; 4 5 4 xeagpanrax BUT; I H;;r I n;' I
814 xpanpanrax Bl ¢ 1 8 5 4 xsagpanrax BT ¢ 1 osaron
amesemron Gonee 6 o Goaee 6 e PucyHOK 4. AHKETO AAR PACHETA MHAEKCA OKTMBHOCTM M PYOLLEBAHMS
_ _ OYAAE3HOTO INMAEPMOAM3A EBDASI: cekums IV (Horresble nAacTuHbl) [13].
9 cybrotamnoe nopasenne BUT,; 9 cybroTamsnoe nopasenne BUT;
10 Totamsmce nopaxerme BYUT. 10 ToTansroe nopaxenme BUT. o
3HAYUTEIHFHOTO BPEMCHH M MOTYT CLIOCOOCTBOBATH 00JIee HI3KOM
o T OLIEHKE CTEMEHH XPOHUIECKOro noBpesxxaeHus. CiienoBaresbHo,
Hu3kui nokazarens EBDASI y pebenka ¢ BED nomxken unrep-
e : ok [IPETUPOBATHCS KIMHULIMCTaMU C OCTOPOKHOCTHIO [ 1, 14].
KoMmnonenTs AKTHEHOCTH
Toxamauns Tiysoips, 5poss, sprTeNa, Onpocnuk iscorEB
e pus, T CTPHRTYPBL = MeTox o1ieHKH PEe3ynbTaToOB KIIMHUYECKUX HCCICAOBAaHMIT
oTeyTeTEYIOT; . .
11 smoer: econs s Gazee 3 GYJ.'IJI.€3HOFO snuaepmonu3sa iscorEB (Igstrument for Scoring
:;;I"’?‘““ s Clinical Outcomes of Research for Epidermolysis Bullosa),
& 0 ATEMEHTOS HTH o .
amessenra Gomee 2 e KOTOPBIN COACPIKUT pasIelibl Uit KIUHUIUCTOB (iscorEB-c)
10 : SoHH ¥ MHEHHe caMuX nanueHToB (iscorEB-p), uro, BeposiTHO,
& - e co3naet 0oJee TOCTOBEPHYIO KAPTHHY CTCIICHU TSHKCCTH
CamsmcTas o6onowEa mex 3a00JIEBaHMUSL.
Toepaoe nebo KIIMHUIMCTEI OIICHUBAIOT IATH UCCIEAYEMBIX 00MacTei
Markoe nebo 1o 114 myHKTaMm, BKIIIOYask IOPAKEHUE KOKHOTO ITOKPOBA, CIU3HU-
Jecua ma sepxmeit wemocTn CTBHIX 000JIOUCK, BHYTPCHHHX OPraHOB, OTKJIIOHCHUS JIabopaTop-
Aecna na wokned geocrn HBIX MIOKA3aTeliei, OCIIOKHEHHS ¥ IPOBEICHHbBIE MEAUIIUTHCKUE
;m:hm BMellareNnbcTBa. [IlyHKThI 3aM0MHAIOTCA HA OCHOBAHUM IAHHBIX
OOIOCTH pra
= — (hU3MKATEHOTO OCMOTPA C ONPESIICHUEM JIOKATBHOTO CTaTyca
3 — Y M3y4eHHs uctopun Oone3nu. Pasaen uis marpieHToB coaep-
T —— SKUT 15 MpOCTBIX BOMPOCOB U OXBATHIBAET CEMb MCCIIEAYEMbIX
Hror n20 oOnacTeii: 9yBCTBO OO, HAJIMYKE M BRIPAXKCHHOCTb 3y/1a, Ha-
Kosmonenmat nospeaens PYIICHHE OCHOBHBIX (DU3MOIIOTHYCCKHX MPOIIECCOB, KAYECTBO
Tipwsnax 0 HeT npicHaKa CHA, BBITIOJIHEHUE [TOBCETHEBHOM 1A TEIbHOCTH, HACTPOCHHE
— 2oy DpREyTCTRyer u BiusiHue BBD Ha sxu3Hb. Kaxkaplii Borpoc oleHuBaeTcsl B qua-
Cpamenne sex ma3oHe ot 0 10 8 6a/I0B, MAKCUMAILHOE HETaTHBHOE BIIMSIHHE
ioaryrmsms porouatas BEBD na xu3Hb nanuenTa onenusaercs B 120 6ayos [15].
Mrxpoctonma
Amamornocens OueHka HyTPUTHBHOIO CTaTyCa
Pybunt 5 npeazsepmn pra Onpeoenenue Inepzemuyeckux nompedonocmeit
Trmomasis 3y6mok nam B Hacrosiiee Bpemst IpOJOIKAKOTCS UCCIEN0BAHMS IO pa3pa-
Crprcrypat npaio 1mma
= i v 0O0TKE TOIXONOB K JiedeOHOMY IUTaHUEO OonbHBIX BBD ¢ nenons-
(TOr

PucyHok 3. AHKETQ AAS PACHETA MHAEKCA OKTMBHOCTM M PYOLEBAHMA
BYyAAE3HOrO anMmMaepPMOAn3a EBDASI: cexumm Il (BOAOCMCTAS YOCTb FOAOBbI)
n Il (cAmsmcTbie 060A0HKM) [13].

30BaHHEM CIIEIIHAIbHBIX MPOIYKTOB M HYTPUEHTOB, CIIOCOOCTBY-
IOLIMX 3aKUBIEHUIO paH [7, 16]. Ix npuMeHeHHe y B3pOCIbIX
MIALEHTOB COCOOCTBOBAJIO 3a)KUBJICHUIO PaH, ONTUMHU3ALIH
HMMMYHHOTO CTaTyca ¥ YMEHBIIEHUIO BocnaneHus [17].
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OpVIFMHOAbeIe CTATbUA

V ceKumEs: ApyTHE OPraHbl H TRAHK
Toka Ki I K

Toasrror

0 Ber; 2
2 pexne
STmsoFE

0 met; /10
3 gacTeie SMTOIN XPHNOTS,
5 acpormx, cysan acmecms;
10 manomenme TPAXEOCTOMEL
0 mer; 10
2 HamTHE CTPHETYP;

3 penpgres (2-3 griaTaii),
5  pemmmuest  (Gomee 5
ARTIATATIN);

8 THTaHAE qepes
HASOTACTPATEHRI SOHT;

10 HanOXeHNE FaCTPOCTOMEL

0 meT; 10
CTeNO3IN Mearyca,

Toprams

0 mer; 2
2 cEumTOMED
amciarem

Immeson

0 get; 2

Mogesrmogamme
myT 2 camarrrosm: 3
Amsypems, BaaraTHma;

cmasua 3 CTeHOSHE YpeTpH,
MOYETOUHHMEOE = HIA  HX
CTEHTHPOSIHEE,

8 penpHE cTenOSOE;

10 BanomeEHe YpOCTOME! HITH
MOCTAROBEA TOCTOAHHOTO

TySBIPA.

TeesgocrsacTiomm | - - 0 met; 10
Ha KHCTEX 1 smronyes,  smemee  25%
pybaos;

2 smmrynet, 25-50% pyboos,;

3 aormyaees, 50-75% pyboes;
4 amerynaet, 75-100% pyonos;
5 Pyt AEUTHYMEL
OTCYTCTERE HOITEERIX [NIACTHH,
menee 235% cpamenmit;

6 cu Esme m 25-50%

50-75%

8 cu mnmme m 75-100%
Cpamensi,

9 avmyTams 1 xomeqnocTH;
10 ATy T obemx
KOHEUHOCTEH.

TInockoxneroqmedt | - -
pax xozm (TIPK)

0 mer; 1o
11 omar ITPK;

2 2-5 ouaros [TPK;;

3 =3 owaros ITPK;

4 Pempms [TPK;

5 Aumyramas 1 KoHeUHOCTH ¢

6 Asmytammm  Gomee 2
xonesnoctedt ¢ ITPK;

T Meracrasu [TPK;

8 Pagmoreparms [TPK;

Tapretaas repannx ITPK;

Hror 6 150

Bl AKTHEHOCTH [ 1276 |

— I 7230 ]

Crauapro
(KoMmoHeHTH! aKTHEHOCTH + 1506
Bl

PUCYHOK 5. AHKETA AAf pACHETA MHAEKCQA AOKTMBHOCTH M PYOLIEBAHMSA BYA-
AE3HOTO aMMAEePMOAM3a EBDASI: cekums V (Apyrie opraHsl M TKaHu) [13].

Jnst onipesieneHyst SHEPreTHUECKUX MOTPEeOHOCTEN neTeit
¢ BED ucnonesyercs cnenuanbHas GopMylia, yIUTHIBAIOIIASL
(haKTHYECKYIO Maccy Teja, BO3pacT, pOCT, a TAK)Ke HaJIMuue
JIOTIOTHUTENBHBIX (PaKTOPOB — Iy3bIpeil, MH(OEKIIHOHHBIX OC-
JIO)KHEHUH ¥ OTpeOHOCTH B HaBepCThHIBaHUHM pocta [18, 19]:

MQACCQ TeAa (Kr) x (KKQA/KT AAS AQHHOTO M pOCTQ) X
[T + CymMma TpeX AOMOAHMUTEAbHbIX GOAKTOPOB*], rae

*1) OTHOLLIEHME NAOLLLAAM NOPCAKEHMS KOXM K MAOLLLOAM MOBEPXHOCTU
Teaa (MMT): 20% NNT = 0,19; 40% MNMT = 0,50; 100% MMT = 0,95;

*2) MHADEKLMOHHbIE OCAOXKHEHMUSA: Aerkue = 0,20;

ymepeHHbie = 0,50; Taxeable = 0,95;

*3) HaBepcTbiBOHME pocTa: 0,1-0,2.

Jist pebenka ¢ 40 %-HbIM MTOpaskeHNEM KOXH JJaKe TTpH
HOPMAJIBHOM POCTE U OTCYTCTBHUH CENTHYECKHX SBICHHUH I10-
TpeOHOCTH B SHEPIUH yBENNYHMBAETCA B 1,5 pasa 10 OTHOIIEHHIO
K BO3pacTHOW HOpMe ToTpedieHus. [lorpeOHOCTh B 3HEprun
CTaHOBUTCS €LIE BBIIIE IIPU Oosiee OOIIMPHOM ITOBPEKICHUN
KO, HAJINYUE NH(EKIIMOHHBIX OCJIOKHEHUH U OTCTaBaHUH
B pocre [1, 8, 9]. B pabore P.B. Enniuesa B rpy1ie naiueHToB
¢ IBD daxrrueckas KaJIOpUITHOCTh PallMOHOB KoJiebasach
B JIOBOJIBHO MIMPOKUX Mpenenax — ot 44 no 101 % (B cpeanem
74 + 23 %) oT peKOMEHIlyeMOH pacCUNTaHHOM! 1o hopMyIie
HopwMe! otpedenust [9]. Fine u H. Hintner npenoxrm 6omnee
MIPOCTOM METOJI pacyeTa SHEPreTHIECKNX NoTpedHoCTeH neTeit
¢ BBD, ocHOBaHHBII Ha XPOHOIOTHYECKOM BO3pacTe U HOpMax
moTpeOICHHs MUTATEIBHBIX BellecTB BemukoOpuranuu [20].
[To nx MHEHUIO, TOOUTHCS yBEIMYECHUSI MACCHI TEJa MOXKHO,
ynosierBopsist Ha 100—150% menuaHHyI0 CyTOYHYIO IOTPEO-
HOCTb B 3Hepruu. [loTpeGHOCTE B Oenkax, COrIacHO TOMY JKe
PYKOBOICTBY, cooTBeTcTBYeT 115-200 % HOpMBI OTpeOIeHus
Oenka (B BennkoOpuTanum) Juist TaHHOTO XPOHOJIOTMUECKOTO
Bo3pacra. Takum 00pa3zoM, pekoMeHIyeMoe ToTpeOeHre Oenka
qutst iereid ¢ BBD Moxet cocraBiate 1,7-3, T/kr B cyTku. Jersim
¢ OOIIMPHBIMY U (MIIH) NHQUIMPOBAHHBIMH TTOBPEXKICHUSIMU
norpedyeTcst 00ecIeYeHHOCTh OPraHn3Ma OEJIKOM B KOJIMYECTBE,
0JIM3KOM K BEpXHEH rpaHuIie TUana3oHa.

IlIkana unoeKkcoé HympUMUEHHIX PUCKOE

y nayuenmog ¢ Bb2

[Txama THINC (Tool to Help Identify Nutritional
Compromise) NpUMEHSETCS B MEIUIIMHCKON TPAKTHKE JJIs1
KOMILJIEKCHOM OlLIeHKH (pakTOpOB, HAPYLIAIOIIMX MUTAaHUE
npu BBED [19]. C ee nomomip0 MOKHO OLEHUTH HYTpH-
TUBHBIN craryc pebenka ¢ BBD, a Taxxke ero nmeronieecs
WJIM NOTEHI[MAJIbHOE HapylleHue. AHAIU3UPYIOTCS TPU
OCHOBHBIE TPYIIIBI KPUTEPUEB COCTOSIHUS PeOCHKA: Pe3yib-
TaThl AHTPOIIOMETPHH, IPU3HAKU HAPYIIEHUH CO CTOPOHBI
OpraHoOB MUIIEBAPEHUS U AEPMATOIOTUUECKHE CUMIITOMBI.
MaxkcumansHast cymma — 100 6ayioB. Uem oHa BblIe, TeM
0oJIbIIIe BEPOSITHOCTH HApYIIEHUS! HYyTPUTHBHOTO CTaTyca.
Tak, mkana s geteit B Bo3pacte 10 18 MecsieB yuuThbl-
BaeT Maccy M JUIMHY Teja IPH POXKICHUH, TUHAMHUKY 3THX
rokasareseil 3a nociueanue 2—4 mMecsua, XapakTep BCKapM-
JINBaHMSI M IPUMCHEHHE JICUCOHBIX TPOAYKTOB, HAINYUE
Ipo0OJIeM C IIIOTaHUEM U (MJIM) OTKA3 OT TPYIHOTO KOPMIICHUS,
HCIIONb30BaHUE 30HI0BOTO MUTAHUS, HAIMYKUE TacTPOI30-
(areansHOro pedirokca, XapakTep CTylla U IPUMEHEHHE
CIIa0UTEbHBIX, MJIONIAb TOBPEXKICHHBIX U HH(UIIMPOBAH-
HBIX y4acTKOB KoxHu [15] (puc. 6).

[kana qys gereit B Bozpacte crapiue 18 MecsueB yUUThI-
BaeT CIIEAYIOIINE OKA3aTeNH: PE3YNIbTaThl aHTPOIOMETPUN
(OTKJIOHEHHS, BEIP2)KCHHBIE B CYMME IIEHTHIIEHBIX KOPHIOPOB;
JIMHaMHKa Macchl TeNa 3a IMOCIIeIHIE 6 MECSLEB), TPHPacTaHue
A3bIKa, AUcharus 1 aHTUpEIIIOKCHAs TepaIlysl, XapakTep CTyia
Y IPUMEHEHHE CIIa0UTENbHBIX, HAINYNE IMMHUHAINOHHON
JIUEThI, HAJIMYKE FaCTPOCTOMBI, IUIOMIaAb MOBPEKIESHHBIX
1 MHQUIHMPOBAHHBIX YYACTKOB KOXH.

B pa6ore P.B. Enumera [9] 6but0 okaszano, uto THINC
OBbLIa CTAaTUCTUYECKU 3HAYMMO BhIIIe B rpymme ¢ JBD,
“Merna o0paTHYIO CTaTHCTHYECKH 3HAUNMYIO CBsI3b ¢ WAZ
(r=-0,750, p < 0,001) n ypoBHEM aIbOyMHHA CHIBOPOTKH
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Opl/l TMHAAbHbIE CTATbM

[Ikana syrpaTREHELIX pEckoB (THINC) y aereil ¢ BB (a0 18 mec).

TloxazaTenn

Onenxa

Pacuer
THINC

Macca Terra B pocT

Bec npH poxeHHEH,
NepUEHTHIE

=90 nepueRTERTH =0
4 — 90 mepueHTHIE = 5
<4 mnepueHTHTH = 10

Tpubaeka Maccs Tena /
MOTEPA MACCH Tema

Oxono 100% oxpaaenoll NpHOAEKH Macch
=0

33 TOCTE THHE MeCI Her garssx i 50% oxHIaeMoH TPHOIBKH
maccel =5 OTcyTCIBHe OpHOaEKH / moTeps
Maccel =10

PocT npH poxaeHHH, > 90 nepuerTHIE=0

OepUeHTHIE 4-90 nepueRTHIE

<4 mnepueHTHIH =10

VYeenHueHHe pOCTa 32
nociegEHe 2-4 Mecana

Oxoxo 100% oxuaaemoi npadaeku = 0

Her panssix win 50% oxmgaenmoi npudasiH
= 5 HeposMOXHO HIMEPHTE (H3-33
COCTOSHHA K0XH) OTCYICTEHE NpHOABEH =
10

IaTanme B CAMOTOMBI CO CTOPOHBI OPTaHOE OHINeBADEHAR

HexmouHTeasHo rpyaHoe Motoko = 0

IIaTanse & nepeste 4-6 | [pyaHoe MOTOKO (HIH ClekeHHOE IPyAHOE
Mec MOTIOKO) B mepeste 1-4 Hegean= 0
CumemaHHOe  BCKapMIHBaHHe  (TpymHoe
MOMOKO H cMece) = 0
Tomsko cuech = 5
TTnrasme Ha Hactosmuit | CTaH1APTHAS CMECh Ha OCHOBE KOPORBEro
MOMEHT monoxa= 0

CnenHaTHSHPOBaHHAA BHICOKOKATOPHAHAL
CMECh HIH CMeCh Ha OCHOBE THIpO/IH3ATa
MOJIOHOTO BeTra= 5

TlepopamsHoe MHTaHHE (Kaxk MOCTOAHHOE) =
5

CrenHaTsHEIE METOTR
mHTAHHA (30
HacTOAMETO BpeMeHH/
Ha HACTOAITHH MOMEHT)

TlepopatsHOe Hepes ¢
cnenuateHoil cockm «Xabepman duaep»
HIH 30H70E0E = 10

CoderanHe BRIMIEYKA3aHHEIX MeTo0B =10

HCMOMB30BAHHEM

kposH (r=-0,590, p < 0,001). C 1ienpro onTHMHU3AIMH JIedeO-
HBIX IIporpamM Jyist 00IbHBIX BB npearaetcst HCmonb30BaTh
[IEPCOHAIM3UPOBAHHbIE AITOPUTMBI HYyTPUTUBHOM MOAJIEPKKH
nerei ¢ BED, ocHOBaHHBIE Ha OLIEHKE HYTPUTUBHOIO CTATy-
ca, ¢ IPUMEHEHHUEM OLIEHKH Z-SCOre aHTPOMOMETPUUECKUX
nokasareneir, WAZ, BAZ, HAZ, onieHke OMOXHMUYECKUX
nokasaresei, a raxxe mkaisl THINC u unauBuyansHOM
pacyere palioHa 110 CIICIUATBLHON (popMyIIe.

Onpocnuxk QOLEB

JIis OLieHKH KauecTBa KM3HU MMaLlUEHTOB, CTPAJaIOLIIX
BBD, paspadoran cnenmranusupoBanHeiii onpocHuk QOLEB
(Quality of Life in Epidermolysis Bullosa), koTopstii conepxut
17 myHKTOB (TIepeMenieHre 1o 0MY, IPHEM BaHHBI WX Jylla,
YyBCTBO OOJIM, HABBIKY NMUCbMa, IIPHEM ITHIIH, COBEPIICHHE
MOKYTIOK, Y4aCTHE B CIIOPTHBHBIX MEPONPUSITHAX, hpycTpa-
1151, BOSMOKHOCTB BBIMTHU U3 I0Ma, OTHOILEHHUS B CEMbE, COH,
YyBCTBO CMYIIEHHS, OTHOIIEHHUS C IPYy3bIMH U CBEPCTHUKAMU,
YyBCTBO TPEBOTH, (PHAHCOBAs COCTABIISIONIAs, IeTIPECCHs, He-
TaTUBHOE OTHOILICHHUE OKPYXKAOIINX, CEKCyaIbHast aKTUBHOCTD),
OJIHAKO B HACTOAIIEE BPEMs OH HEAOCTATOUHO U3YYEH y AeTel
C TSDKEJBIMU KIIMHUYecKuMH (popMamu 3adoneBanus [21].

3akiniouenune

Crenens TsKeCTH KIMHUUECKHUX MposiBiIeHui BB moxer
BapbUPOBATHCS MEXKTY OCHOBHBIMH KIIMHHYECKUMH (hopMaMu
U TOATUIIAMHM 3a00JI€BaHUS U 3aBUCETH OT 00beMa Iopaxe-
HUS KOKH, CIIN3UCTBIX 000JI0YEeK, HAIMYHST BHEKOXKHBIX OC-

IMkana syrpaTaeEEX packo (THINC) y gereii ¢ BED (30 18 Mmec).

IMokazarenn Onenxa Pacger
THINC
TlopaxeHHe POTOBOH Her=10
noIocTH / 0TKa3 0T Haoraa=>5
rpyam, OyTeuosks wm | Oferaso /ecerga = 10
KOPMIEHHA C JTOEKH,
/racTposzodarea sHEL
pedimoxe wwm
npHMeHEHHE
TOpenapaTos
Bonesnennan Her=0
nedexanma / zamop Haoraa=>5
/oaapes / npavenerne | Oberamo /ecerga = 10
CTA0HTETEHEIX HIH
pasMArdaTeneH cTyAa
JepMaTonorngeckae CHMOTOMBL
ILnomags nopaxeHHs mer=10
Koxn 1-30%=5
>30%=10
Tnomans Her=0
HEHITHPOBAHHEIX 1-30% =5
Y9ACTKOB KOXH >30% =10
Obmee ancio Maxcamatbaoe 38aTenne=100
PexoMenjanun Ha 0CHOBAHEE KOMIUTEKCHOH ONeHKH COCTORHNS NATAHAS
0-25 —nerxas cTeneHs HAPYMCHHA THTAHAA - HAOMOJCHEE CICIHATHCTOR B Te4CHHE
B3 - 6 Mecana
26 - 50 - ymepeHHas cCTeneHb, BCe MapaMerpsl, npeesmmacomue 0 Tpedyior
MPHETCYEHHA COOTBETCTEYIOIIEro CHeHATHCTA Kk sle 1- 3 Mecanes.
51 - 75 —Taaenad cTeneHs, Bee NapamMeTpsl, Npespmaomue ( TpedyioT NpHBIEYeHHS
COOTBETCTBYIOIHX CHenHamucToB. MokeT moTpeGoBaThcd TOCHHTANHIAHH A4
Gonee HETeHCHEHOTO oOciegoBamms (Habmogenms). [ToeTopHoe obcaegopaHHe
"epes | mec.
76 - 100 - oweHs BEICOKAA CTeNEHb HAPYIMEHH]T - TOCMHTATH3AMAL. Bee mapamerpsr,
npeermaromEe 0 TpedyIOT IPHEIEYEHAR COOTESTCTEYIOMEX CIICIHATHCTOR.

*.HenoassopaEne coeNPATEHOHN CeTER (M. HEDRE)

PucyHok 6. LUkaaa THINC y aetert ¢ BED A0 18 mecsues.

noxHenuid. Camele Tskensie popmsl BB, HecMoTpst Ha co-
BPEMEHHBIE TEXHOJIOTUU JUETOTEPANIuU, COIPOBOXKIAIOTCS
Tspkenoit BOH, cBsi3anHO# ¢ MHOTO()aKTOPHBIM ITaTOTeHE30M
HEJOCTaTOYHOCTH NUTAHUS y 3TOH CIIO)KHOHN KaTeropuu 00Jb-
HbIX. ONTUMU3aLUs TUTAHNS, BO3AECHCTBYIOIIAS HA KOMILIEKC
(hakTOpOB, YUaCTBYIOIIUX B BOCCTAHOBJICHUY TKAHEH, SBIISI-
€TCs BaYKHOH COCTaBIIAIOIIEH B KOMIIIEKCHOM JIEUEHHHU feTel
¢ BBD. B c¢Bs13u ¢ 3TuM TpebyeTcs OLleHKa KIIMHUYECKOTO
TEUEHHs! JOCTYIHBIMH Ha CETOIHAIIHIN JeHb METOAAMU IS
CBOEBPEMEHHOTO OKa3aHHs MEAMIUHCKOM MOMOIIU C LETbI0
yIy4IlleHHs KaueCTBA )KU3HU MallUEHTOB ¥ CHUXKEHUS pUCKa
paHHE! CMEPTHOCTH.
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