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PE3IOME

TaxeAble GPOPMbI BDOXKAEHHOTO BYAAE3HOTO MMAEPMOAM3A (BE3) CCOLMMPYIOTCS C MHOTOYMCAEHHBIMM OCAOXKHEHMSIMM, CPEAM KOTOPbIX OCOBYIO POAL
WUrpaeT HEAOCTATOYHOCTb MUTAHMSA. HECMOTPS HO HOAMYME OTEYECTBEHHbIX M 3aPYDEXHbBIX PEKOMEHAQLIMI MO AMATHOCTUKE M ACYEHMIO HYTPUTMBHOM
HEAOCTATOYHOCTHM Y NMALMEHTOB C BED, He CyLLIeCTByeT eAMHOIro QATOPUTMA AMArHOCTHKM HAPYLLEHUM MUTAHMUS NPy AGHHOM 3060AEBAHUM.

LleAb nccAeAOoBaHMA: PA3PABOTATE M NPOBECTU NEPBUYHYIO BAAMAQLMIO LLKOALI KOMMAEKCHOM KOAMYECTBEHHOM OLLE€HKMU HYTPUTHMBHOM
HEeAOCTATOYHOCTH, YYMTbIBAIOLLLEN KAMHMYECKME, AQBOPATOPHbIE M MHCTPYMEHTAABHbIE MOKA3ATEAM, KOTOPbIE HaMBOAEe MOAHO OTPAXAIOT
COCTOSIHME MUTAHMS NALMEHTOB C BE3.

MaTtepuanbl U MeToAbl. B BbIGOPKY BOLLIAM 50 MALMEHTOB (23 MAAbYMKA U1 27 AEBOYEK) C MOATBEPIKAEHHbIM AMATHO3OM (BPOXKAEHHbINM BYAAE3HBIM
SMMAEPMOAM3) B BO3PACTE OT 5 A0 17 AeT 11 mecaues (M = 11,8 £ 3,2 roaq). Arg pa3paBOTKM LLUKAAbI OLLEHKU HYTPUTUBHOM HEAOCTATOYHOCTHM
(LUOHH) McrnoAb30BAACS BUPMUHIEMCKMI MHAEKC TaxecTn BB (BEBS), AaBGopaTropHbie u AHTPOMOMETPHUYECKHME NOKA3ATEAN. AAS pacyeTa
BHYTPEHHEN COrAQCOBAHHOCTM LLIKOAbLI MICMOAB3OBAACS KOO OMLMEHT O KDOHOAXQA, AAS PACHETA HOAEXKHOCTU MPOBEAEH AHAAM3 BHYTPUKAQCCOBOM
Koppeasummn (ICC) nyTem CpaBHEHMS PEe3yAbTATOB LUKAAbI P FOCMTAAM3ALMM NALMEHTA U Yepe3 10 aHen. KputepraAbHAs BOAMAHOCTb
PACCYMTAHA C MOMOLLIBIO KOIGPOULIMEHTA KoppeAsumnn (r MpcoHa) mexay LIOHH m ukasamm BEBS, THINC.

Pe3yAbTaTbl. PE3yALTATHI MPOBEAEHHOIO MCCAEAOBAHMSA YKA3bIBAIOT HA TO, 4TO pa3paboTtaHHas LLUIOHH oBAQAQET XOPOLLMMM METPUYE CKMMM
XAPAKTEPUCTUKAMM. PE3yAbTATbI BHYTDEHHEN COTAQCOBAHHOCTH (a KpoHbaxa = 0,85) u recT-petect HaaexHocTh (ICC = 0,88) noATBepXAQIOT
CTABMALHOCTb M €AMHOOBPAa3ME MHCTPYMEHTA. KpUTepUaAbHAS BOAMAHOCTb, OLLEHEHHAS Yepe3 KOPPEAILMIO C CYLLECTBYIOLLMMM LLIKAAGMM
(BEBS, THINC), npoAEMOHCTPUPOBAAQ 3HAYUMBbIE MOAOXKMTEAbHbIE CBA3M (r>0,70; p < 0,001).

BbiBoAbI. LLUIOHH nHTerpmpyet Kak OObeKTUBHbIE MOKA3ATEAM, TAK U KAMHMYECKME OCOBEHHOCTH 30O0AEBAHMS, HTO SBAIETCS OTPAXKEHMEM KOMMAEKCHOIO
MOAXOAQ K OLLeHKEe COCTOSIHMS HYTPUTMBHOIO CTATYCA NMaumMeHToB ¢ BED. [TpoBeAeHHOE MCCAEAOBAHME AOKA3bIBAET BO3MOXKXHOCTb MCMOAb3OBAHMS
LLIOHH B KQ4€CTBE HAAEXXHOIO M MPOCTOrO MHCTRYMEHTA AAS AMATHOCTUKM M MPOTHO3MPOBAHMS HYTPUTUBHBIX PUCKOB Y NAUMEHTOB C BE3.

KAIOYEBBIE CAOBA: BPOXAEHHbIN OYAAE3HbIN SMMACOMOAN3, HYTOUTUBHAS HEAOCTATOYHOCTb, AETH, COCTOSIHME MUTAHMS, BAAMAQLMS, LLKAAQ.
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SUMMARY

Severe forms of congenital epidermolysis bullosa (CEB) are associated with numerous complications, among which nutritional deficiency holds
particular significance. Despite the existence of both national and international guidelines for diagnosing and freating nutritional deficiency in
patients with CEB, a unified algorithm for detecting nutritional disorders in this disease remains unavailable.

Purpose of the study. To develop and perform an initial validation of a comprehensive quantitative scale for assessing nutritional deficiency,
integrating clinical, laboratory, and instrumental parameters that most accurately reflect the nufritional status of patients with CEB.

Methods. The study included 50 patients (23 males and 27 females) with a confirmed diagnosis of congenital epidermolysis bullosa, aged 5 to 17
years and 11 months (M = 11.8 £ 3.2 years). Development of the Nutritional Deficiency Assessment Scale (NDAS) was based on the Birmingham
Epidermolysis Bullosa Severity (BEBS) index, as well as laboratory and anthropometric indicators. Cronbach'’s alpha coefficient was employed to
evaluate internal consistency, while intraclass correlation (ICC) was used to determine reliability by comparing scale results upon patient admission
and 10 days later. Criterion validity was assessed using Pearson’s correlation coefficient (r) between the NDAS and the BEBS and THINC scales.
Results. The findings indicate that the NDAS demonstrates favorable psychometric properties. Internal consistency (Cronbach’s a = 0.85) and
test-retest reliability (ICC = 0.88) confirm its stability and uniformity. Criterion validity, assessed through correlation with existing scales (BEBS, THINC),
revealed significant positive relationships (r > 0.70; p < 0.001).

Conclusions. The NDAS integrates both objective measures and disease-specific clinical features, reflecting a comprehensive approach to evaluating the nutritional
status of patients with CEB. The present study supports the NDAS as a reliable and easy-to-use tool for diagnosing and predicting nutritional risks in patients with CEB.
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Brenenne

Bpoxnennstit Oymiesnsiii anunepmonns (BBD) — rerepo-
TeHHas! IPyIIa PeAKUX TeHETHYECKUX 3a00JIeBaHNH, XapaKTe-
PH3YIOLIMXCS CKIIOHHOCTBIO K 00pa30BaHMIO ITy3bIpeil u/uim
9pO3Hi Ha KOXKE M CITU3UCTHIX 000JI0YKaX TP MUHUMAJIBHOM
tpaBmarm3anuu [1]. Kinaccudpukamms BED npencrapnena
YEeTHIPbMSI OCHOBHBIMHU (hOpMaMH: MPOCTON, HOTPAaHUYHOM,
quctpoduuaeckoil u cuapomoM Kunep [2]. Pasnoobpasue
¢denorumnos npu BBD cunbHO BaphupyeT HE TOIBKO MEXIY
(hopMamu, HO ¥ BHYTpH KaXKIOU U3 HUX, HAYMHAs OT TTAIIMEHTOB
C JIETKUMHU KIMHUYECKUMU NPOSBIECHUAMH, 4aCTO IIOUTH He3a-
METHBIMHU, 10 MALUEHTOB C TSXKEIIBIMHU KOXKHBIMU ¥ BHEKOXK-
HBIMH TTOPAKEHNSIMH, BBI3BAHHBIMHU CEPhE3HBIM HapyLICHHEM
JIePMO-3MUICPMaIBEHOTO KoHTakTa [ 1]. Teuernue Tsoxensix Gpopm
BBD xapakrepusyercs He TOIBKO MOPaXEHUEM KOKHOTO 110~
KpOBA U CIIM3KUCTHIX 000JI0YeK, HO U maronorueii opranos JKKT,
3y0OUYEIFOCTHOM CHCTEMBI, OIIOPHO-BUI'aTEIBHOTO anmnapara,
CEepAEYHO-COCYANCTON, MOYETIOIOBOH CUCTEMBI M OPraHOB
3penns [3, 4]. OnHoli U3 HanboIee CIOKHBIX IPOOIIEM ITPH
BBD sBngerca HeQOCTATOYHOCTh MUTAHUA, KOTOPas UMEET
MyJIbTH(AKTOPHAILHBIHN ITaTOTeHe3, a €€ CTEIeHb KOpPeH-
PYET € TsKEeCThIo KoxHOTOo pouecca [5]. [Tarorenes Heno-
CTaTOYHOCTH MMUTAHUSI UMEET CTPYKTYPY «IIOPOYHOIO Kpyra
BCJIE/ICTBHE MTOCTOSIHHON MOTEPH MAKPO- U MUKPOHYTPUEHTOB
yepes paHeBbIe IOBEPXHOCTH, ITOBBIIIEHHOTO KaTtabonu3ma,
4acToro NMPUCOCAUHEHHUS NHPEKINU U HAIMYUS U3MEHEHNH
CO CTOPOHBI OPraHOB IMUILEBAPEHUs, 3aTPYJHSIIOIUX IPHEM
U nepesapuBanue numu. HepocrarounocTs nutaHus, acco-
nuupoBaHHas ¢ BB, oka3biBaeT kpaiiHe HeraTHBHOE BIMSHHE
Ha COCTOSTHUE 37I0POBbS AIIEHTOB, YCYTyOJIsIeT TeUeHHE
PaHEBOro MIPOoLlecca U MOXKET CIYKUTh MPEAPACIONATaAl0IIUM
(hakTOpOM B BOSHUKHOBEHUH OCIIO)KHEHUH [6—8].

HecMotps Ha TO, 4TO BO BCEM MUpPE POIb AUArHOCTUKU
HEJOCTaTOYHOCTH MUTAHUS U HEOOXOIUMOCTD €€ KOppeK-
uuu nipu BBD ABASIOTCS BaXKHBIMU acliEeKTaMU KIIMHUYECKOM
MIPAKTUKH, PeabHas CTPATErUsl BEICHUS MAllUCHTOB C HEO0-
CTaTOYHOCTBIO MUTAHUSA BO MHOTUX CTpaHax pas3iuuHa [6, 8].
B HacTosiee BpeMs, HeCMOTPsI Ha HaJTMYUE 0TE€UECTBEHHBIX
1 3apyOeKHBIX PEKOMEHIAIMH 110 AUArHOCTUKE M JICYEHUIO
HYTPUTUBHOM HEAOCTAaTOYHOCTH y nanueHtos ¢ BBED, He cy-
LIECTBYET €IUHOI0 aJrOpUTMA 110 JUATHOCTUKE HAPYIIEHUI
MTUTaHUSI U UX KOPPEKIMHU TP JaHHOM 3aboneBanuu [9, 10].
Taxxxe, 01HOH M3 BaKHEHIINX MPOOJIEM SIBIISIETCS TO, YTO
B PYTUHHOM NPAKTUKE OKa3aHUS MEIUIUHCKOMN MOMOIIHX Ma-
nueHTtam ¢ BBD gocTynHsl He Bce MeTOIbI, KOTOPBIE BXO-
JAT B CTaHJAPTHI OLIEHKH COCTOSIHUS ITUTaHUS BCIEICTBUE
HaJU4Us NOBPEXKICHUIN KOXKHOTO IMTOKPOBA, UCIIOIb30BaHUS
MIEPEBS30YHBIX CPEIICTB, & TAKKE BOZMOXKHBIX JeopMarui
KpYIIHBIX CycTaBoB [6, 8, 10].

OCHOBHBIM METOZIOM OLICHKH COCTOSIHUSI IUTAHUS SIBIISIETCA
OLICHKA (P3NUECKOTO Pa3BUTHS HA OCHOBAHUH aHTPOIIOMETPHH,
KOTOpasi MPOBOAUTCS C MOMOIIBIO CIEIUATU3UPOBAHHOIO
raKera NpuKJIagHbeIx mporpamMMm BO3 Anthro (aust nereit ot 0
1o 5 ner) u Anthro Plus (mst mereit u nonpoctkoB 0—19 jer)
[11]. Onnaxo, ncnionszoBanue nporpaMMel BO3 Anthro npu
OILIEHKe MUTaHus y nanueHToB ¢ BBD He Bcerna agexBaTHO
OTpakaeT peallbHyI0 KIMHUYECKYIO KAPTUHY, NOCKOJIBKY IIPU
9TOM 3a00JIeBaHUH HEPEIIKO IIPHCYTCTBYET BBIPAKEHHAs! HEJI0-

CTaTOYHOCTb MUTAHUS, XapaKTEPU3YIOIIAsIcs KaKk HU3KOPOC-
JIOCTBIO, TAaK M CHHIKEHHBIM BecoM. B IO100HBIX cuTyanmsax
pacuer BAZ (nnaekca macchl Tena 1iisl Bo3pacTa) Ha (oHe
OTpHIIATEeIBHEIX MoKasareneld WAZ (Beca jist Bo3pacta) 1 HAZ
(pocTa 1 BO3pacTa) MOXKET HaXOIUThCS B IIpeiesiax HOPMBI
7100 UMETh JINIIb HE3HAYUTEIIbHOE OTKIIOHEHHE, YTO IPUBO-
JUT K HEBEPHON MHTEPIPETALUU UCTUHHOTO HYTPUTUBHOIO
craryca [12—14].

J1J1s1 KOMIUTEKCHOM OLIeHKH (pakTOpoB, HapyLIAIOIINX TH-
tanue nnpu BED, B 2010 roxy paspaborana mkaza THINC
(Tool to Help Identify Nutritional Compromise) [15]. Dtor
HMHCTPYMEHT UCIOJb3YETCs I OLEHKH HyTPUTUBHOIO CTaTy-
cay nereii ¢ BED u BbIsiBIIeHNSs pUCKOB JeUINTa TUTAHNUSI.
kama THINC nuddepenunpoBana ais 1ByX BO3pacTHBIX
rpyni: gereil miaame 18 mecsues u ferei crapiue 18 mecsues.
JlaHHBIHM MHCTPYMEHT BKJIFOYAET OLIEHKY TaKUX MOKa3aTelew,
KaK aHTPOIIOMETPHYECKHE JaHHbIE (OTKJIIOHEHHS B LICHTHIIb-
HBIX KOpUAOpax U AMHAMHUKA MaccChl TeNa 3a nociaeanue 6
MECSILIEB), HUIMYUE aHKWIOIIOCCHH, TUC(aruy, IPOBeJICHNE
aHTHPEITIOKCHOH TEepanuy, 0COOEHHOCTH CTYIIa, TPUMEHEHHUE
CIIaOUTENBHBIX CPEIICTB, COOMIONCHNE HTMMUHAIIMOHHOH JIHe-
ThI, HAJINYUE TaCTPOCTOMBI U IJIOILA/Ab TOPAKEHHBIX KOXKHBIX
yuyacTkoB [15, 16]. MakcumainbHast cymMMa 0ajutoB MO IIIKaJe
THINC- 100; yem BbImIe 62101, TEM OOITBINE PHCKU HAPYIIICHHS
HYTPUTUBHOTO cTaryca. OfHaKo, IKala He Halllja IHUPOKOro
MIPUMEHEHUS B KIMHUYECKON IMpaKTUKe. DTO CBSI3aHO C TPY-
JIOEMKOCTBIO €€ 3allOJTHEHUS U ONPEJCIIEHHON CII0KHOCTBIO
pacyeToB Moka3arenei.

He.m, HaCcTOoAIIEero uCCJieI0BaHusd

Pa3pa60TKa " NepBUYHAs BajluAalus HIKaJIbl OCHKHA
HyTpPITI/IBHoﬁ HCAOCTATOYHOCTHU Y ,HeTeﬁ C BPOXJICHHBIM
6yJ'IJ'I€3HI)IM OMUACPMOIIU30M.

Marepuajbl M1 MeTOAbI

IIpoBeneHO NPOCIEKTUBHOE OJHOMOMEHTHOE HCCIIEN0-
BaHUe. B uccrnenoBanue BKIOUaNIN NAlUEHTOB, TOCIIUTAIH-
3UpPOBAHHBIX B OTAEICHUE ACPMATOIIOIUH U AJIJIEProIOTUU
HannonansHOro MeIUIIMHCKOTO UCCIIEI0BATENbCKOTO LIEHTpa
3nopoBbs aereit HUM nerckoii nepmarosioruu (. MockBsa)
B iepuoj ¢ okTsa0ps 2023 mo maii 2024 rr. Miccnenosanue
MIPOBEICHO MPH MOJAECPKKE OJIaroTBOPUTENBLHOTO (HOHAA
«JeTn-6a004Km.

Kpumepuu sxniouenusn: naumenTsl ot 3 10 18 et o6oero
T10J1a C IPOCTOM, IOrPaHMYHOM 1 AUCTpodHUeCcKoi hopMoi
BB3. Kpumepuu nesxniouenus: NalMEHTHI 10 3 JIET, MAUEHTbI
¢ cunapomoM Kunanep. Jluarso3 ycraHaBIuBalId Ha OCHO-
BaHUM KIIMHIUYECKON KapTHHBI 3a00JIeBaHUs U PE3yJIETaTOB
MOJIEKYJIIPHO-T€HETUYECKOIO UCCIIEIOBAHUS.

[TepBuuHas oneHKa GU3NIECKOTO Pa3BUTHSI IE€TEH Mpo-
BOJMJIACH C ITOMOIIBIO NPUKIIAAHBIX TporpamMm BO3 Anthro
u Anthro Plus. JIedunur maccs! Tena (WAZ) nnm HenocTa-
TOUHBIN poct/mnHa Tena (HAZ) pebeHka ycTaHaBIMBaINCh
IIpU BEJIMYMHE COOTBETCTBYIOMIEN Z-score <—2SD. Bricokuit
II0Ka3aTeNb POCT/AJIMHA Tella XapaKTepPH30BaJICsS BETMUYNHON
HAZ > +2SD. U30bITO4Hast Macca Tejla OLEHUBAIACh KaK
WAZ > 2 SD, a Takxe HHIEKCOM MAaccChl Tella JUIsl Bo3pacTa
BAZ > 1 SD. IlauueHnTs! ¢ Z-score Macchl Tena ot —1 1o —2
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OLICHUBAJIMCH KaK MAlMEeHTHI C JIETKOW CTETICHBIO HeNl0CTaTou-
HOCTU nuTaHud. 3HaueHus BAZ B unrtepBane ot —2 10 —3
COOTBETCTBOBAJIM CPEAHEH CTENIEHN HEI0CTATOYHOCTH IIUTAHUS,
HIXKE —3 — TSHKEJION CTETIeHW HEeIOCTAaTOYHOCTH nuTaHus [17].
KomrurekcHast o1ieHKa cTaryca NUTaHusl M HapyIIeHHs Mpo-
LIeccoB NulleBapeHus y netei ¢ BBO nposonunace nocpen-
CTBOM HIKaJIbI OLIEHKN HYTPUTHBHEIX prckoB Tool to Help
Identify Nutritional Compromise (THINC) [15,16]. Tsoxects
KJIMHUYECKUX MposBieHni BBD onenunBanacs npu nomoumu
BupMHuHTEeMCKOro MHAEKCA OLIEHKH TSDKECTH OYIUIC3HOTO SITH-
nepmonmsa (BEBS) [18].

MaremaTHKO-CTaTUCTHIEeCKass 00paboTKa JaHHBIX HC-
CJIEZIOBaHMsI IIPOBOIMIIACH TIPY TIOMOIIM MHOTOYPOBHEBOTO
sI3bIKa IporpamMmupoBanus Python n BctpoeHHBIX OMOIHOTEK
Pandas (s oneparnuii ¢ uncinoBeiMu Tabnuamu), NumPy
(st MaTeMaTHYECKUX BBIYMCIICHUN), SCIpy (U1 BBITIOJIHE-
HUS CTaTUCTHYECKHUX pacdeToB), matplotlib, seaborn (o0e
OMOIMOTEKH MCIOIB3YIOTCS JUIsl BUSyaJIN3alliH JaHHBIX ).
KonnuecTBeHHbIE IEpEMEHHBIE ONUCHIBAIIMCH CIIEAYIOIMMHI
CTAaTHCTUKAMU: YHCIIOM IMAallMEHTOB (1), CPETHUM apudMe-
THYecKkuM 3HaueHueM (M), menmanoit (Me), cTaHIapPTHBIM
OTKJIOHEHHEM cpenHero (o). [l pacuera HaJe)KHOCTH IKaIIbI
ucrnonb3oBaics kodhdurment o Kpondaxa, mpoBesieH aHaH3
BHyTpHKiIaccoBoit koppesiunn (ICC) st TecT-perect Haex-
HocTH. KprTepranbHas BAIMIHOCTE pacCYMTaHa C TOMOIIBIO
ko3¢ ¢unmenTa xoppessiunu (r Ilupcona nim p CimpmeHa)
mexxay LHOHH u mkanamu BEBS, THINC.

Amuueckan sxcnepmusa

[TpoBenenue nccnenoBanust 0100pPEHO JIOKAIBHBIM 3TH-
4eCKUM KoMHTeTOM HanuoHanbHOro MEQUIIMHCKOTO HCcie-
JIOBaTENIbCKOTO IIEHTPA 310pOBbs AeTel (mpoTtokon Ne 12
or 23.12.2022).

Pe3yabraThl Hccse10BaHUS

Pazpadbomka wikanvl oyeHKu HympumueHoi

HedocmamouHocmu

Pa3paboTka mKanbl 1JIst OLEHKH pUCKa HYTPUTHBHOU He-
JIOCTaTOYHOCTH y manueHToB ¢ BBD Bkiroyana nocrpoenne
Y BUINAALUIO MaTeMaTHYECKOH MOJIENIN IPOTHO3UPOBAHMS,
aHaJIM3 B)KHOCTH MIPU3HAKOB, a TAKKE JETAIBHOE U3yUeHHE
KIIMHIYECKUX U JIJAOOPaTOPHBIX (haKTOPOB, BIHSIONINX Ha COCTO-
stHue nauueHToB [ 19]. B uccnenoranue BkitoueHs! S0 MalueHTOB
(23 mMasrpamKa U 27 eBOYEK) C MTOATBEPIKACHHBIM JIHarHO30M
BBD. Cpennunii Bo3pact cocraBmi 11,8 + 3,2 rona (1mnanaszon
5-17.9 ner). 1o xmHMYecKknM Gopmam 3a00eBaHNs BEIOOpKa
pacnpenenuiach cierymnuM 00pa3oM: TUCTPOPHUIECKUN
tun (n = 28, 56 %), npocroit (n = 15, 30 %) 1 norpaHU4HBIN
(n =7, 14%), y Bcex nanueHToB ObUIN ITpOaHaIM3UPOBAHbI
KJIMHUKO-J1a00paTOpHBIE ITOKA3aTeNIN: HAIMYUE OCIOKHEHUN
co ctoponsl opraHoB JXKT (MuKpocTOMUS, aHKHIIOTIIOCCHS,
CTEHO3 ITUIIEBO/A), aHTPOIIOMeTpHIecKue rmokasarenu (WAZ,
HAZ, BAZ) u pe3ynbrarsl 1a00paTopHbIX HCCIIER0BaHMH (T10-
Kaszarenu aJib0yMHHa, Kalblus, Maraus, ButamuHa B12, deppu-
THHa, BUTamMuHa D, jxene3a). JlaHHbIe KITMHUYECKHE [TapaMeTphl
SIBJISUTMCH OCHOBOM TSI TOCTPOGHUSI TPOrHOCTHYECKOI MOJIENH,
HaIlpaBJICHHOH Ha BBISBJICHUE HAJINYUS H/UIM PUCKA Pa3BUTHS
HEIOCTAaTOYHOCTH NMUTaHus y nereit ¢ BBO.

B npouecce nocTpoeHust MOAEIN NPOTHO3UPOBAHUS
0co0oe BHUMaHHE yAeIsIOCh OATOTOBKE JaHHBIX, MPO-
BOJIMJIOCH KOJMPOBAaHKE KaTeTOPUAJIbHBIX ITE€PEMEHHBIX
B YHCIJIOBOH (hopmar, 4To HEOOXOAMMO /JIsi KOPPEKTHOTO
(YHKIIMOHUPOBAHUS aJITOPUTMOB MAIIMHHOTO O0y4YeHusI,
peasnm3oBaHHBIX B cpeze Python npu momomy 6ubnrorexkn
scikit-learn. BayXHBIM aclieKTOM SIBISLIOCH pa3lelICHHE HCXO/I-
Horo Ha0opa JIaHHBIX Ha 00yYalOIyI0 U TECTOBYIO BEIOOPKH,
YTOOBI BIIOCJIEICTBUN OOBEKTHBHO OLIEHUTH CIIOCOOHOCTH
Mojes K 00001IeHNIO.

B kauecTBe LiesieBBIX IEPEMEHHBIX UCTIONB30Banuchs HAZ
(poct mns Bo3zpacta) [19] u BAZ (uaekc Macchl Tena uist
BO3pacTa), MOCKOJIbKY IMEHHO OHHM Hau0oJIiee MOJTHO OTpaska-
10T CTENeHb HYTPUTUBHOM HEAOCTAaTOYHOCTH Y AeTeil ¢ BBO.

[Mocne oOyuenus Mozernelt MpOrHO3UPOBAHUS U X TIPOBEP-
KM Ha TECTOBBIX JJAaHHBIX OBLJI IPOBE/IECH aHAJIN3 3HAYUMOCTH
(BaYKHOCTH) IPU3HAKOB, JUIS ONPEeIICHHS TapaMeTpoB, KO-
TOpBIE OKa3bIBAIOT PEIIAIoLIee BIMSIHUE Ha POTHO3 pa3BU-
TS HEIOCTATOYHOCTH MTUTAHUSL. J[J1s1 3TOr0 NCTIONb30BAIUCH
JIBE€ METOOJIOTUU: «CPEHEE YMEHBILIEHUE HEOIPEAEICHHO-
ctu» (Mean Decrease in Impurity, MDI) 1 nepecranoBou-
Hasl BAKHOCTH Npu3HakoB (Permutation Importance) [20].
JlomomHUTENHHO OBLUT IPOBEIEH KOPPEISILIMOHHBIN aHAIN3,
MTO3BOJISTIOIIMI OLIEHUTH CBS3b MEXKIY KIMHUYECKUMH U Jia-
0OpaToOpHBIMU IAHHBIMH M TIOKa3aTeIsIMH Hy TPUTUBHOTO CTa-
tyca (WAZ, HAZ, BAZ). Bricokue 3HaueHUst K03 puIreHTa
CrnipMeHa Juisl TaKUX MepeMEeHHBIX, KaK YPOBEHb aJIbOyMHUHa,
JKeje3a, MUHepaJIbHOW IIIOTHOCTH KOCTHOM TKaHH M MHJEKCa
spkecti BBD (BEBS), nposemMoHCcTpHpoBau CHIIbHYIO 3aBU-
CHUMOCTb MEX/ly STHMH IOKA3aTEJSIMU CO CTETICHBIO HyTPH-
TUBHOM HEIOCTATOUYHOCTH Yy HalueHToB [19].

Ha ocHoBanuy Hanbosee 3HAYMMBIX IEPEMEHHBIX ObLIa
c(hopMHUpOBaHa IIKaJIa OLIEHKH HYTPUTHBHON HEJO0CTaTOYHO-
CTH, B KOTOPOH YUHTBHIBAINCH ABAALATH KIIIOYEBBIX apaMeT-
POB, HaNpaBJICHHbIX Ha OLEHKY COCTOSTHUS KO)KHOT'O TIOKpOBa
(oAb NOpaXXeHUs KOXKY, HATMYHE U TUIONIa b XPOHNUYe-
CKHX PaH, XapakTep MOPaKeHHs KOXKU M €To JIOKAJIU3aLHIo),
COCTOSTHUE TIOJIOCTH pTa (MUKPOCTOMHUS, aHKHIIOTIIOCCHS),
COCTOSTHHE OPTaHOB XKEeIyJ0UYHO-KHIIEYHOTO TPaKTa (CTEHO3
MUIIEBO/Ia, TPEIUHBI IPSIMON KHIIKH), COCTOSHUE KUCTEH,
a TaxKe J1abopaTopHbIE U MHCTPYMEHTAJIbHBIE [TOKa3aTeln
(ampOyMuH, KaJIBIUH, )KeIe30, BUTAaMUH B12 u BuTaMuH
[, Z-score ocTeonencuromMeTpun). Kaxaplii 13 MyHKTOB
IIKaJIbl OLEHUBAJICS M0 OAJBLHOM CUCTEME, a MX CyMMapHOe
3HaYeHHe MeHee 15 6allJIoB COOTBETCTBYET HOPMAIBHOMY
COCTOSIHUIO NUTaHus, 16—35 6ajuioB yKa3pIBaeT Ha PHUCK
HEI0CTaTOYHOCTH NUTaHus, 1 Oosee 36 0aIoB yKa3pIBaeT
Ha HAJIMYKME HYTPUTUBHON HEZOCTAaTOYHOCTH. MaKCHMaIbHBIH
6amn 77 (puc. I).

Taxum 00pazom, Mporiecc Co3AaHNs HHCTPYMEHTA O OLeH-
K€ HyTPUTHBHON HEAOCTATOUHOCTH y ManueHTos ¢ BBD
OnHpaJIcs Ha HECKOJIBKO (yHIaMEHTAIBHBIX OJI0KOB: cOOp
Y NIpEJIBAPUTEIBHYI0 00pa0OTKY MCXOAHBIX KIIMHUYECKUX
JIAaHHBIX, IOCTPOCHUE IPOTHOCTUYECKOM MOJEIH, aHAIN3
BaXHOCTH IIPU3HAKOB C YYETOM MX BKJIaJa B Kiaccuduka-
LIMOHHYIO CIIOCOOHOCTH MOJIENN 1, HAKOHEIl, JOPMHUPOBaHHUE
LIKaJIbl, KOTOpasi CBA3BIBACT B ceOe JlabopaTopHbIe, KIIMHUYEC-
KM€ 1 HHCTPYMEHTAJIbHBIC TIAPaMETPHI B €IUHYIO CTPYKTYPY.
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PucyHok 1. LLIKOAQ OLLEHKM PUCKA HYTPUTMBHOM HEAOCTATOYHOCTH Y AETEM C BPOXAEHHBIM BYA-
AE3HBIM 3MUASPMOAMZOM

Pacuem enympenneii coenacosannocmu noxazamenei ILIOHH (a Kponbaxa)

Ouenka ogHopoaHocTd HoBo# 1kausl (IHOHH) mpoBonuiack myTem pacuera
ko3¢ unuenta o Kponbaxa Ha ocHoBaHMH BeeX 20 IMyHKTOB, BXOISIINX B LIKAJTY.
HroroBoe 3nauenue cocrasmio 0,85 (95 %, AU: 0,80—-0,90), 4T0 COOTBETCTBYET
XOpOIIEMY YPOBHIO BHYTPEHHEH COIIaCOBaHHOCTH.

JlonoHUTENBHO OBLT BBIITOJHEH aHAIN3 «0., €CIIH IYHKT YJaJIeH», KOTOPBIH
10Ka3aJl, 4TO UCKIIIOYCHHE JIF0O0r0 OTAENBbHOTO NapamMeTpa IPUBOIIIO K He-
0OJBIIIOMY CHIDKEHHIO HTOTOBOTO K03 duimenTa. ITo TOBOPUT O TOM, YTO BCE
20 nmynkToB IIIOHH BHOCAT BaskHBIN BKJIa] B 001ee H3MEPEHUE HYTPUTHBHOTO

Tabanua 1
PacnpeaeAenne nokasateaei BEBS, THINC n LUOHH

M(SD) min max W P
BEBS 32 (15) 2 70 0,971 0,054
THINC 44 (20) 10 85 0,976 0,072
LLIOHH 24 (18) 2 68 0,973 0,061

MpumedaHus: MepemMeHHbIE MOAYMHSIOTCS 30KOHY HOPMOABHOTO PACMPEAEAEHUS. AQHHbIE MPEA-
CTOBAEHbI B BUAE CPEAHETO CO CPEAHEKBOAPATUYHBIM OTKAOHEHUEM, MUHUMOABHBIM M MAKCK-
MOAbHBIM 3HaYEHUEM, W — 3HaYEHME KpuTepus LLUANMPO-YUAKQ; P — YPOBEHb 3HAYMAOCTM.

PpUCKAa U B3AUMHO JOIIOJHANOT APYyTr

npyra, GOpMHUPYS LEINbHYIO CTPYKTY-
Py IIKaJIBI.

Tecm-pemecm nadesxcnocms (6Hy-
mpuxknaccosasn koppenayus, ICC)

Jlns mpoBepKH BOCIIPOU3BOAUMO-
ctu pesynsraros IIIOHH Bo Bpemenu
y 20 manueHToB, HAXOJUBIIMXCS B CTa-
OMJIBHOM COCTOSIHMH, IIOBTOPHO TIPOBe-
JIY 3aIloJIHeHUe Kajsl yepe3 10 qHeit.
Koaddumuent BHyTpHKIIacCHOM Koppe-
ssiin (ICC) cocrasm 0,88 (95 % AU:
0,80-0,94), p < 0,001. BayTpuknaccoBas
koppensiuus ICC Boie 0,75 cBuaeTels-
CTBYET O XOpOIIeil BOCIPOU3BOAUMOCTH.

IIpakTuuecku 3T0 03HaYaET, 4TO NpU
OTCYTCTBHU CYIIECTBEHHBIX KIIMHUUECKHX
U3MEHEHUH B COCTOSIHUY MALUEHTa Ypo-
BEHb HyTPUTHBHBIX PUCKOB, OTIPE/IC/ICHHBIH
npu nomoru IIIOHH, coxpansiercs Ha co-
nocTaBUMOM ypoBHe. Takoil mokasarens
BaXXCH JUIS AMHAMHYECKOTO HaOIONCHNS
3a netbMu ¢ BBD, Tak kak Imikaja mo3Bo-
J5eT OOBEKTHBHO CIIEIUTH 32 Pa3BUTHEM
WK PErpeccoM HYyTPUTUBHBIX IPoOIIeM,
pearupys Ha peaJbHOE COCTOSIHUE Malu-
€HTa, a He Ha CIIy4JaifHble KoJeOaHusl.

Kpumepuanwvhas eanuonocmes (kop-
penayus IIOHH ¢ BEBS u THINC)
JI71s1 OLIeHKH KpUTepuaibHOM Baju -
HocTy noiy4entsle 6amisl [IIOHH 6bum
COIMOCTaBJIEHI ¢ pe3ynsraramu 1o BEBS
u THINC y Bcex 50 manuentoB (mabn. 1).
Jnst onpeneneHus KpurepuaabHOU
BaJIMHOCTH OBLI MCIIOJIB30BaH KO-
¢unuenrt r [Tupcona (puc. 2).
3Ha4eHus1 K03 HUINEHTOB Koppes-
UM OKa3aJIHUCh JOCTATOYHO BBICOKMMU:
Kosddunuents! xoppensiunu (1)
cbiie 0,70 Mo3BOJISIOT TOBOPUTH O «BbI-
COKOM» YPOBHE COINIACOBaHMS JAHHBIX.
3TO 03HAYAeT, YTO YeM TsDKeliee obiiee
coCTosiHMe namuenTa cormacHo BEBS
WJIN YeM BBIIIE OOUIUH PHCK HYTPUTHB-
Hol HepoctarouHocty o THINC, tem
Oosiee BICOKME OaJlTBI MALMEHT TOITY-
yaeT u no IIIOHH. /lanHble pe3yabTaTsl
TIOATBEPIKIAIOT, YTO HOBas IIIKaJIa aJIeK-
BAaTHO OTPAXKAET TSKECTh COCTOSIHUSA,
crierduueckyro st BED, u npu aTom
OPHEHTHPOBaHA HA BayKHBIE ITapaMeTphbl,
TaKHe Kak OpaKeHUe POTOBOII MOJIOCTH,
HaJIMYMe XPOHUYECKUX paH, Aedopmaryu
KUCTEH U psijt TabOpaTOPHBIX MapKEpOB.
HemanoaxxHo To, uro LIOHH, opu-
EHTHPYSICh Ha ocobeHHOCTH BBD, Moxer
OBITB IpOILE M OBICTpEE VIS 3aM0THEHUS,
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yeM Ta sxe THINC, koTopas 4acto cuuTaercsi TpyA0EeMKOM
U HE BCErJa YUUTHIBAET JEPMATOIOTHYECKUE aCEKThI. DTO
JIeJIaeT HOBYIO HIKaJTy NOTEHIIHAIBHO Ooiee ynoOHO! 1yIs
MIOBCEHEBHOH MPAKTUKH JEPMATOJIOTOB, IEAUATPOB U Jue-
TOJIOTOB, pabOTAIONINX C AETHMH, CTpasatomumu BE3.

B pamkax uccienoBanus ObUIO IIPOBEEHO aHKETHPOBAHUE
42 Bpaueii-1epMarosoroB 11l cpaBHEHHS ynoOCTBa pacyera
un 3aroiaeHus onpocHuka THINC u paspaboranHOM 1IKaiis!
OLICHKH HYTPUTUBHOU HEJOCTaTOUYHOCTHU.

CornacHo JaHHBIM aHKETUPOBAHUS, TOJIBKO 7 % pecroH-
neHToB (3 yenoseka) oneHmwd onpocHUK THINC kak oueHb
yroOHbIH nHCTpyMeHT, Torna kak IIOHH npusnany yno6Ho#
quts 3anonuenus 40,4 % (17 yenosek) pecrionaeHTos. [Ipu
OIIEHKE JUTUTENBHOCTH 3anoiaHeHus 50 % omnpomreHHbIX (21
yenoBek) ormetwn [IIOHH kak OBICTpEIH TSI 3aII0THEHUS
MHCTPYMEHT. 28,5 % NpaKTHKYIOMKUX Bpayei-1epmaronoros (12
YeJI0BEK) OLCHWIN (POPMYITUPOBKY ITapaMeTPOB B OITPOCHUKE
THINC xak coBceM HENMOHSTHEIE, Toraa Kak 61,9 % (26 gyeno-
Bek) orMeTrim napamerps! LHHOHH nocrarouno moHATHEIME.
61,9 % ompomeHHBIX (26 YETOBEK) HE TOTOBBI PEKOMEHIOBATh
ncnonb3osath onpocHuk THINC B kmuHMUeCKON MPaKTUKE,
ipu 3ToM 69 % (29 yenoBeK) peKOMEH 0B ObI HCIIONB30BaTh
IIIOHH p1s oLieHKH COCTOSAHUS MUTaHM manueHTos ¢ BED.

Pe3ynbrarTsl aHKeTHPOBAHUS IOATBEPKAAIOT UMEIOLIHECS
TPYAHOCTH C UCHOJBb30BAaHUEM HIKAJIbI HyTPUTHBHBIX PHCKOB
THINC, xotopsle B GOIbIIEH CTEHEHH CBSI3aHbI C YI00CTBOM
U JUIUTEIbHOCTBIO 3aM0JIHEHNS, a TAKAKE C UMEIOIUMUCA B Hell
MOKa3aTeIsIMH, KOTOPBIE 3a4aCTyH0 CJIOXKHO BBIUUCIUTD WU
aJalTUPOBATH MOl KOHKPETHOTO MalUEHTA.

Obcy:xnenue

OneHka cocTosHUs NUTaHus nauueHTos ¢ BBO mpexacras-
JsieT co0OH aKTyalbHYIO TeMY JUIsl Hay4YHbBIX UCCIIEA0BaHNI
BCIIEZICTBUE OTCYTCTBUS €UHBIX aITOPUTMOB MO AUATHOC-
THKE U MOHUTOPHUHTY HEAOCTAaTOYHOCTU MUTAHUS y TaHHOU
KaTeropHHy MaleHToB. MIMeromuecs HHCTPYMEHTBI HE BCETa
aZIeKBaTHO OTPaXat0T HyTPUTHUBHEIH cTaTyc y aereit ¢ BBO,
a HEKOTOPBIE U3 HUX SIBIIIOTCS TPYJHO BOCIPOU3BOAUMBIMU.
Tak, HanpuMep, HECMOTPS Ha NOTEHIUATIbHYIO LIEHHOCTb,
mkana THINC He Hamia mupokoro NpuMEHEHUs B KIIMHU-
4YECKOU MPAKTHUKE, TOCKOJIbKY €€ UCIOJIb30BAaHUE CBSI3aHO
CO 3HAYMUTEILHBIMU BPEMEHHBIMHU 3aTpaTaMu U HEOOXOIMMO-
CTBIO NIPOBEJCHUS CIOXKHBIX BBIYMCIECHUH, UTO 3aTPYyAHSET
IIOBCEMECTHOE BHEJIPEHUE UHCTPYMEHTA U CHIIKAET HHTEPEC
K HEMY CO CTOPOHBI CIIELIUAJIUCTOB.

[Ikana oueHkn HyTpUTUBHOM HepocTarouHoctu (ILHOHH)
UHTETpUpPYyET KaKk 00bEKTHBHBIE TIOKa3aTel !, TAKHe Kak J1a0o-
paTopHBIE aHAJIN3bI, TaK U KIMHUNYECKHE 0COOEHHOCTH 3a00-
JICBAHUS, YTO SBJIAETCS OTPAKEHUEM KOMIUIEKCHOTO TOAX0Aa
K OLIEHKE COCTOSIHHS HyTPUTUBHOTO CTaTyca nanueHToB ¢ BED.
[Moxxon ¢ ucronb30BaHNEeM OaJIIIBHOM CHCTEMBI ITO3BOJISIET
CTaH/IapTH3UPOBATh OLEHKY M 00JIerJaeT CpaBHEHUE MAINEHTOB
BO BPEMEHH U MEXy Pa3INUHbBIMU KIMHUYECKHUMU IPYIIaMH.
ITpu 3TOM, COmIACcCHO NPOBEACHHOMY aHKETUPOBAHUIO Cpe-
JI1 Bpadei-1epMarosioroB, MOXKHO 3aKiIounThb, yto IIIOHH
BOCIIPHHUMAETCSI CIIEIHATIUCTaMHU KaK YIOOHBIH, MOHSATHBINA
1 OBICTPBII B 3aIIOJIHEHUH UHCTPYMEHT, UTO ITO3BOJISIET MPEA-
MOJIOXKUTH BBICOKYIO BEPOSITHOCTh YCHEIIHOIO BHEAPECHUS
JAHHOM IIKaJlbl B KIMHUYECKYIO IPAKTHKY.

PucyHok 2. MaTpuLa koppeAiumm nokasateaen BEBS, THINC v LLUOHH

[Momy4eHHbIe pe3yabTaThl IOATBEPKAAIOT, YTO pa3padoTaH-
Hasl [IKaJa OLEHKH HyTPUTUBHON HepocrarounoctH (ILIIOHH)
00J1a/1a€T BHICOKUMH IICHXOMETPHIECKUMH XapaKTepPUCTHKaMHU
B paMKax HccnenoBanus ¢ yuactiueM 50 nanuenTtos ¢ BBO. Tak,
ko3 dunment o Kpondaxa (0,85) ykaspiBaeT Ha XOpOIIyIO
BHYTPEHHIOIO COTIaCOBaHHOCTS, a 3HaueHue ICC (0,88) mox-
TBEPXKJaeT CTAOMIIBHOCTD M BOCIIPOM3BOIMMOCTD ITOKa3aresnei
IIpU NOBTOPHOM M3MepeHnu. KpurepuanbHas BaluIHOCTS, OLe-
HeHHasi 1o koppensuu ¢ nokaszarenasmu BEBS u THINC, raxoke
oKkazaJiack BbICOKOH (1 > 0,70), 4TO CBHIETEIBCTBYET 00 a/1eK-
BAaTHOM pacyueTe HyTPUTHBHBIX PUCKOB pu BBD HOBOI MmIKasoil.

3akinioueHune

PaspaboranHas ¥ BanuaupoBaHHas IIKajla OLEHKH HyTpH-
TUBHOMI HEJOCTaTOYHOCTH y AeTel ¢ BBD anexBatHo oTpaxaer
HYTPUTHBHBIC PHCKH Y MAIIUCHTOB C JAaHHBIM 3a00J1€BaHHEM.
IIpoBeneHHoe UccienoBaHNe JOKa3bIBAET BO3MOXKHOCTD €€
HCHOIb30BAHNUS B KAUECTBE HAJIEXKHOTO U IPOCTOr0 UHCTPY-
MEHTa JJIs1 JUaTHOCTUKU U IPOTHO3UPOBAHUSI HyTPUTHBHBIX
PHCKOB, a TaKXe AJIsl pa3pabOTKU CTpaTeruii HyTPUTUBHON
MTOJIEP>KKN 1 MOHUTOPHHTA 3((HEKTUBHOCTH TPOBOAUMBIX
MEpPOIPUATHIL, UTO MO3BOJISIET IPENOTBPATUTH BO3MOXKHbIE
OCJIOKHEHUS, CBA3aHHBIE C HEAOCTATOYHOCTHIO MUTAHMUS.

Cnucok asmtepartypsl / References

1. Bardhan A., Bruckner-Tuderman L., Chapple ILC, Fine J.D., Harper N., Has C., Magin T. M.,
Marinkovich M.P., Marshall J.F., McGrath J.A, Mellerio J.E., Polson R., Heagerty A.H. Epidermoly-
sis bullosa. // Nature reviews. Disease primers. 2020; 24, 6 (1): 78. DOI: 10.1038/s41572-020-0210-0

2. Has C., Baver J.W., Bodemer C., Bolling M.C., Bruckner-Tuderman L., Diem A., Fine J.D.,
Heagerty A., Hovnanian A., Marinkovich M.P., Martinez A.E., McGrath J.A., Moss C., Murrell D.F.,
Palisson F., Schwieger-Briel A., Sprecher E., TamaiK., Uitto J., Woodley D.T., Zambruno G., Mell-
erio J.E. Consensus reclassification of inherited epidermolysis bullosa and other disorders with
skin fragility. The British journal of dermatology. 2020; 183 (4): 614-627. DOI: 10.1111/bjd.18921

3. Murat-Susi¢ S., HusarK., Skerlev M., Marinovic B., Babi¢ I. Inherited epidermolysis bullosa —the
spectrum of complications // Acta dermatovenerologica Croatica. 2011; 19 (4): 255-263.

4. Salera $S., Tadini G., Rossetti D., Grassi F.S., Marchisio P., Agostoni C., Giavoli C., Rodari
G., Guez S. A nutrition-based approach to epidermolysis bullosa: Causes, assessments,
requirements and management // Clinical nutrition: official journal of the European Society
of Parenteral and Enteral Nutrition.2020; 39 (2): 343-352. DOI: 10.1016/j.cInu.2019.02.023

5. Freeman E.B., Kglmeier J., Martinez A.E., Mellerio J.E., Haynes L., Sebire N.J., Lindley K. J.,
Shah N. Gastrointestinal complications of epidermolysis bullosa in children // The British
Jjournal of dermatology. 2008; 158 (6): 1308-1314. DOI: 10.1111/].1365-2133.2008.08507.x

6. ByAresHbIVi aMMAEPMOAM3: DYKOBOACTBO AAF BPAYek. [Toa pea. H.H. MypatukuHa, A.C. Ha-
Ma30BoM-bapaHoBoy. M.: Meanatphb. 2019. 444 c.

Epidermolysis bullosa: a guide for doctors. Ed. by N.N. Murashkin, L.S. Namazova-Baranova.
Moscow: Pediatrb. 2019. 444 p. (In Russ.).

7. Opaosa O.C., MypatukuH H.H., Makaposa C.I. KoppeAsums TIKeCTH Te4EeHUS BPOXKAEH-
HOro GYAAE3HOTO IMMAEPMOAMU3A CO CTEMEHBIO HYTPHUTMBHOM HEAOCTATOYHOCTU. Dhchek-
TMBHAA cbapmakoTeparms. 2023; 19 (47): 6-15. DOI: 10.33978/2307-3586-2023-19-47-6-14
Orlova O.$., Murashkin N.N., Makarova S. G. Correlation of the severity of congenital epi-
dermolysis bullosa with the degree of nutritional deficiency. Effective pharmacotherapy.
2023; 19 (47): 6-15. (In Russ.). DOI: 10.33978/2307-3586-2023-19-47-6-14

8. 8.Birge K. Nutrition management of patients with epidermolysis bullosa // Journal of the Ameri-
can Dietetic Association.—1995.— V.95.—-Ne 5.— P. 575-579. doi: 10.1016/50002-8223 (95) 00157-3.

9. Colomb V., Bourdon-Lannoy E., Lambe C., Sauvat F., Hadj Rabia S., Teillac D., De
Prost Y., Bodemer C. Nutritional outcome in children with severe generalized recessive
dystrophic epidermolysis bullosa: a short- and long-term evaluation of gastrostomy
and enteral feeding // The British journal of dermatology. 2012; 166 (2): 354-361. DOI:
10.1111/j.1365-2133.2011.10592.x

E-mail: medalfavit@mail.ru

MeamumHckun aadpasmt Ne8/2025. Aepmatoaorms (1)



OpVIFMHOAbeIe CTATbUA

10. Makaposa C.T., Hamasosa-baparosa A.C., MypatukuH H. H., Enmues P.B., Yymb6aase T.P.,
Metposckas M. U., MuTioLumH U. A. KoppeKums HyTPUTUBHOrO CTATYCA B KOMMAEKCHOM
Tepanun AeTem, CTPAACIOLLIMX AMCTPOCOMYECKOM GPOPMOM BPOXKAEHHOTO BYAAE3HOro
SMMAEPMOAM3A AUATHOCTMKA B NEAMATPMU. [leanatpuyeckas cpbapmakororms. 2016; 13
(6): 577-587. DOI: 10.15690/pf.v13i6.1672
Makarova $.G., Namazova-Baranova L.S., Murashkin N.N., Epishev R. V., Chumbadze T.R.,
Petrovskaya M.1., Mityushin I. L. Correction of nutritional status in complex therapy of chil-
dren suffering from dystrophic form of congenital bullous epidermolysis diagnostics in pedi-
africs. Pediatric pharmacology. 2016; 13 (6): 577-587. (In Russ.). DOI: 10.15690/pf.v13i6.1672

11. WHO Anthro Survey Analyser and other tools. https://www.who.int/tools/child-growth-
standards/software

12. Denyer J., Pillay E., Kindlin C. Best Practice Guidelines for Skin and Wound Care in Epider-
molysis Bullosa. International Journal of Palliative Nursing. 2009; 15 (11): 524-534.

13. Freedman D.S., Sherry B. The validity of BMI as an indicator of body fatness and risk among
children. Pediatrics. 2009; 124:23-34. https://doi.org/10.1542/peds.2008-3586E

14. Fine J.D. Inherited epidermolysis bullosa: recent basic and clinical advances. Current
Opinion in Pediatrics. 2010; 22 (4): 453-458.

15. Haynes L. Nutritional support for children with epidermolysis bullosa. British Journal of Nursing.
2006; 15: 1097-101. https://doi.org/10.12968/bjon.2006.15.20.22292

16. Salera ., Tadini G., Rossetti D., Grassi F. ., Marchisio P., Agostoni C. et al. A nufrifion-based
approach to epidermolysis bullosa: Causes, assessments, requirements and management.
Clinical Nutrition. 2020; 39: 343-52. https://doi.org/10.1016/j.cInu.2019.02.023

CBeaeHuns 06 aBTopax

OpAoBa OAbra CepreeBHA, MAQALLIMI HAY4HbIN COTPYAHUK AQGOPATOPMM
MQTOAOTMM KOXM y A€TeN!, BDAY-AEPMATOBEHEPOAO, KOHCYALTAHT ChOHAQS.
E-mail: orlova@deti-bela.ru. SPIN: 3508-6982. ORCID: 0009-0002-6642-5776
MypaLwkuH Hukoaaii Hukoaaesuy!45, o.m.H., npocbeccop, Bpau-
AEPMATOBEHEPOAOT, HQYOABHMK LIEHTPA AETCKOM A@PMATOAOTMM, 3CB.
OTAEAEHMEM AEPMATOAOMMM C rPYIMNON AQ3EPHOM XMPYPIriu, 3aB. Aaboparopuei
naroaorm koxu y aeteit!, npesuaeHt MOO «OBLLECTBO AETCKMX AGPMATOAOTOBY.
E-mail: m_nn2001@mail.ru. ORCID: 0000-0003-2252-8570

MakapoBa CBeTAQHA [eHHUAMEBHQA, A.M.H., 3AMECTUTEAb AMPEKTOPA MO HAYYHOM
paborTe, HaY. LEHTPA MPOCOHMACKTUYECKOM neanarpum!. E-mail: sm27@yandex.ru.
SCOPUS: 56712513900. PUBLONS: R-9616-2019. ORCID: 0000-0002-3056-403X
Ennwes POMaH BAGAMMMPOBMY, K.M.H., BDQY-A€pMAToseHeponor!,

E-mail: drepishev@gmail.com. ORCID: 0000-0002-4107-4642, SPIN: 5162-7846

T PrAY (HaUMOHAAbHBI MEAMLMHCKMI MCCAEAOBATEALCKMIT LIEHTP 3A0PO0BbS
AeTein MuH3Apasa Poccum, Mocksa, Poccus

21py3 MO ((Hay4HO-MCCAEAOBATEAbCKMI KAMHUYECKMIA MHCTUTYT AETCTBA
MuH3spasa MockoBckoi obaacTuy, Mocksa, Poccus

3 BAQroTBOPMTEABHBIN ChOHA (BIAA. AeTU-6a604KMy, MOCKBa, Poccus

4 PrAOY BO «(Tepsblfi MOCKOBCKMI FOCYAQPCTBEHHbIA MEAMLMHCKMI YHUBEPCUTET
rmerm M. M. CeyeHosan MuH3apasa Poccum (CeYyeHOBCKMI yHUBEPCHTET),
Mocksa, Poccus

5 @rBY AMO «LleHTPaAbHAs FOCYAQPCTBEHHAS MEAMLIMHCKAS QKAAEMUS)
YnpasaeHus aeaamu lNpesmaeHTa Poccurckon Peaepatimm, Mocksa, Poccus

ABTOp AAf nepenuncku: Opaosa Oasra CepreesHa. E-mail: orlova@deti-bela.ru
Aas untupoBanus: Opaosa O.C., MypatukuH H.H., Makaposa C.T., Enmwies P.B. Pas-
PaboTKa M BAAMAALMS LLKAAbI OLLEHKM HYTPUTMBHOM HEAOCTATOMHOCTM Y MNALMEHTOB

C BPOXAEHHBIM OYAAE3HBIM SMMAEPMOANIOM. MeanLIMHCKIMI arcbasmT. 2025; (8): 45-50.
https://doi.org/10.33667/2078-5631-2025-8-45-50

DOI: 10.33667/2078-5631-2025-8-50-55

17. Mehta N. M., Corkins M.R., Lyman B., Malone A., Goday P.S., Carney L. (Nieman),
et al. Defining Pediatric Malnutrition: A Paradigm Shift Toward Etiology-Related
Definitions. Journal of parenteral and enteral nutrition. 2013; 37: 460-81. https://doi.
org/10.1177/0148607 113479972

18. Moss C., Wong A., Davies P. The Birmingham Epidermolysis Bullosa Severity score: devel-
opment and validation. British Journal of Dermatology. 2009; 160: 1057-65. https://doi.
org/10.1111/j.1365-2133.2009.0904 1.x

19. Opaosa O.C. McroAb30BaHME NOKA3ATEAS POCTA AN BO3pACTA (HAZ) AAS MPOrHO3MPOBA-
Hs GEAKOBO-3HEPrETMYIECKOM HEAOCTATOYHOCTH Y MALIMEHTOB C BPOXAEHHbIM BYAAE3HBIM
SMMAEPMOAMZOM C MPUMEHEHMEM METOAOB MALLMHHOTO OByYeHus. MeALmMHCKMI
ancbasut. 2024; (9): 55-60. https://doi.org/10.33667/2078-5631-2024-9-55-60
Orlova O.S. Using height-for-age (HAZ) to predict protein-energy malnutrition in patients
with epidermolysis bullosa congenita using machine learning methods. Medical alphabet.
2024; (9): 55-60. (In Russ.). https://doi.org/10.33667/2078-5631-2024-9-55-60

20. CunreHA, MevicmaH A, Aam M. OcHosel Data Science 1 Big Data. Python 1 Hayka 0 AQHHbIX.
M: Murep. 2018. 336 c.

Silen D., Meisman A., Ali M. Basics of Data Science and Big Data. Python and data science.
Moscow: Piter. 2018. 336 p. (In Russ.).

Cratbs noctynuaa / Received 11.05.2025
MoAy4eHa nocAe peLeH3mposaHms / Revised 19.05.2025
MpwuHata B nevats / Accepted 23.05.2025

About authors

Orlova Olga ., junior researcher at Laboratory of Skin Pathology in Children!,
dermatovenerologist?, consultant3. E-mail: orlova@deti-bela.ru. SPIN: 3508-6982.
ORCID: 0009-0002-6642-5776

Murashkin Nikolay N.!45, DM Sci (habil.), professor, dermatovenerologist, head

of the Center for Pediatric Dermatology, Head of the Department of Dermatology
with a Laser Surgery Group, head of Laboratory of Skin Pathology in Children’,
president of the Interregional Public Organization “Society of Pediatric
Dermatologists”. E-mail: m_nn2001@mail.ru. ORCID: 0000-0003-2252-8570
Makarova Svetlana G., DM Sci (habil.), deputy director for research, head

of Center for Preventive Pediatrics!. E-mail: sm27@yandex.ru. SCOPUS:
56712513900. PUBLONS: R-9616-2019. ORCID: 0000-0002-3056-403X

Epishev Roman V., PhD Med, dermatovenerologist!, E-mail: drepishev@gmail.com.
ORCID: 0000-0002-4107-4642, SPIN: 5162-7846

| National Medical Research Centre for Children's Health, Moscow, Russia

2 Research Clinical Institute of Childhood of the Ministry of Health of the Moscow
Region, Moscow, Russia

3 Charitable Foundation “BELA. Butterfly Children”

41.M. Sechenov First Moscow State Medical University (Sechenov University),
Moscow, Russia

5 Central State Medical Academy of the Administrative Department of the
President of Russia, Moscow, Russia

Corresponding author: Orlova Olga S. E-mail: orlova@deti-bela.ru

For citation: Orlova O.S., Murashkin N.N., Makarova S.G., Epishev R.V. Development
and validation of nutritional deficiency assessment scale in patients with congenital
epidermolysis bullosa. Medical alphabet. 2025; (8): 45-50. https://doi.org/10.33667
/2078-5631-2025-8-45-50

MynbTnapameTpunyeckoe ynbTpa3ByKoBoe
nuccnepgoBaHne gepmMarnbHOro Cost KOXXu
BbICOKOYACTOTHbIMMW AAaTYMKaMU

C.b. NoTkuH', E.B. UkoHHUKOBA', A.B. 3y6apeB’?, U.1O. HacHukoBa'?, M. A. Naeaos?, A.C. KonbirnoBa?,

B.B. Ao3oBckuit!, C.A. CemeHeesB'

1PrBY ANO «LLeHTPAABHAY TOCYAQPCTBEHHAS MEAMLLMHCKAS OKAAEMUM) YNPOABAEHUA AEAAMM
MpesnaeHTa Poccunckon Peaepamm, Mocksa, Poccus
2PIBY «LLEHTPAABHAOA KAMHMYECKAS BOABHMLLO C MOAMKAMHUKOMY YNPABAEHMI AEAQMM TPENAEHTA

Poccumckon Peaepaumm, Mocksa, Poccus

PE3IOME

LleAb McCA€AOBAHNA. POPMYANMPOBAHUE M SKCMNAMKALMSA MPHUHLUMNIMTOB BEICOKOYAQCTOTHOIO MYAbTUINIAPAMETOUYECKOTO YALTPA3BYKOBOIO
MCCAEAOBAHMSI AEPMAABHOTO CAOS KOXM. ONMMCAHME QATOPUTMA YALTPA3BYKOBOIO MCCAEAOBAHMSA ACPMAALHOTO CAOS KOXKM BbICOKOYACTOTHBIMM

YABTOA3BYKOBbIMM AQTYUKAM.

MaTepuaAa n meToabl. [10 PE3YALTATAM MPOBEAEHHOIO MCCAEAOBAHMS MOAYYEHbBI AQHHBIE O CTPOEHMM AEPMAABHOTO CAOS KOXM 36 MALMEHTOB,
C MPUMEHEHMEM YABTPA3BYKOBbIX AQTYMKOB PA3HbIX MPOMU3BOAUTEAEM C BbICOKOM YOCTOTOM CKAHMPOBAHMS 18,0-24,0 MI',; LA435/SL3116 (Esaote),

i18LX5/i24LX8 (Canon).
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