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PE3IOME

O60CcHOBAHMNE. BPOXAEHHbIM BYAAE3HbIM IMMAEPMOAM3 (BED) — 3TO rpynna peAkmx reHeTM4eCkmx 3a00AEBAHMI PASAMYHOM TKECTH, KOTOPbIE
XAPAKTEPU3YIOTCS NOPCXKEHUEM IMMAEPMMCA C OBPA3OBAHMEM MY3bIPEN HA KOXE M (MAM) CAU3UCTLIX OBOAOHEK MPU HE3HAYUTEABHOM TPABME.
[Mpn 3TOM KAMHMYECKOoe TeqeHme 3aD0AeBAHMS B PIAE CAY4aeB OTArOLLLAEeTCS PA3BMTUEM HEAOCTATOYHOCTM MUTAHMS, YTO eLLe AOMOAHUTEABHO
YXYALLQET KQ4eCTBO XKM3HM MALMEHTOB.

LieAb uccaeaoBaHus. OLEHNTb GOM3NYECKOE Pa3BMTHE M AQDOPATOPHbIE MOKA3ATEAM HYTPUTUBHOIO CTATYCA Y A€TeH C MPOCTOM M AMCTPOCOMHECKOM
gpopmamu BBES.

MeToAbl. B CCAEAOBOHME BKAKOYAAM AETEM C MPOCTOM M AUCTPOCOUYECKOM pOpPMAMM BED B BO3pacTe OT 8 MEC AO 18 AET, MPOXOAMBLLIMX ACYEHUE
B PrAY «tHMULL 3n0p08Bbs AeTeM MiH3APABA Poccum C sHBAPs 2018 no sHeaps 2019 roaq. Y BCeX NALUMEHTOB OLLEHMBAAMCH AQHTPOMOMETPUYECKME
MOKQ3ATEeAM, A TAKXKE MPOBOAUACSH BUOXMMMYECKMI AHAAM3 KPOBM HA KAAbLMI OBLLIMHI, GOOCCPOP, AALDYMMH, MATHWM. AQHHbIE NPEACTABAEHbI
C UCMOAb3OBAHWMEM MeAMAHbI (Me) 1 kBapTuaen 25 n 75% [Q25; Q75], a Takxe B BUAE CPeAHero (M) 1 95%-Horo AOBEPUTEABHOIO MHTEPBAAC
(95% AU) AAS nepEeMEHHbIX C HOPMAAbHbBIM PACMPEAEAEHUEM.

Pe3yAbTaTbl. BCero B UCCAEAOBAHME BbIAO BKAIOYEHO 87 AeTel, u3 Hux 70 C AMCTPOCOMYECKOM M 17 C MpOoCToM goopmor BBD. PazAnyui no noay
1 BO3PACTY MEXAY rpynnamm He BbiA0. 10 pe3yAbTATaM MCCAEAOBAHMS BCe QHTpornomeTpuyeckme nokasatean (WAZ, HAZ u BAZ) y aeten
C AMCTPOGhM4eCcKor gpopmort BB BbiAmM CTATUCTUHECKM 3HAYMMO Hike (p < 0,001), 4em y aeTen ¢ npocTor chopmoit BbD. Xota npu obemnx
cpopmax B3 ycpeaHeHHbie nokasarean WAZ, HAZ u BAZ OKQ3QAMCb B MPEAEAAX HOPMAAbHbIX 3HAYEHMH, Y A€TeH C AUCTPOCOMHECKON COOPMOK
CHuxKeHne HAZ meHee —2 oTMeqaaocs y 22 aeten (31%), cpeaHeTskeAas BEAKOBO-OHEPreTMYeCcKas HEAOCTATOYHOCTL (-3 < BAZ < -2) Bbina
BbISBAEHQ Y 29 nNaumeHToB (41 %), npu a1om Yy 20 M3 HMX (29 %) ObIAQ AMArHOCTUPOBAHA TAXXEeAQs BEeAKOBO-aHepreTMieckas HEAOCTATOYHOCTh
(BAZ < -3). BUOXMMMYECKME MOKA3ATEAN OKA3AAUCH B MPEACAQX PECPEPEHTHbIX 3HAYEHUM, OAHAKO YPOBHM AALOYMUHA M KAAbLMS OBLLEro
ObIAU CTATUCTUYECKM 3HAYMMO CHUXKEHbI Y AETEN C AMCTPOGOUYECKOM hopmor BE3 no cpasHeHuto ¢ npocTtou gpopmor (p < 0,001 1 p = 0,005
COOTBETCTBEHHO), MMMNOAALBYMUHEMMSA HADAIOAQAQCH B 64 % CAY4QEB, A TMMOKAAbLMEMMS —B 9 % Mpn AUCTPOCbu4ecKon goopme BES.
3akAro4eHne. Bce aQHTPOMOMETPHYECKME MOKA3ATEAU Y AETEN C AUCTPOGOMHECKOM GPOPMOK BED Hixke, Yyem npum npocTou goopme. MIccaeaoBaHne
YPOBHS GAbOYMMHA 1 KAABLIMS OBLLIETO B KPOBM MPM AMCTPOCOMHECKOM cbopme BED MOoXKeT BbISBUTb AOKAMHUYECKME GDOPMbI HEAOCTATOYHOCTH MUTAHMS.

KAKOYEBBIE CAOBA: HyTPUTUBHBIM CTATYC, HEAOCTATOYHOCTb MUTAHMS, 30AEPXKKA POCTA, BOOXKAEHHbIN OYAAE3HbIM SMUAEPMOAU3, KOAbLIMI; AAbOYMUH.
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SUMMARY

Congenital epidermolysis bullosa (CEB) is a group of rare genetic diseases of varying severity, which are characterized with the formation of
blisters on the skin and/or mucous membranes with minor frauma. In this case, the clinical course of the disease in some cases is aggravated by
the development of malnutrition, which further worsens the quality of life of patients.

Aim of the study. To assess the physical development and laboratory findings of nutritional status in children with simple (SCEB) and dystrophic
forms of CEB (DCEB).

Methods and materials. The study included children with SCEB and DCEB at the age of 8 months to 18 years old, freated at the National Medical
Research Centre of Children’s Health (Moscow, Russia) from January 2018 to January 2019. Anthropometric parameters were assessed in all patients,
and a biochemical blood test was performed for total calcium, phosphorus, albumin, and magnesium. Data are presented using the median (Me)
and quartiles of 25% and 75% [Q25; Q75], as well as the mean (M) and 95% confidence interval (95 % Cl) for variables with a normal distribution.
Results. A total of 87 children were included in the study, 70 with DCEB and 17 with SCEB. There were no differences in sex and age between
the groups. According to the results of the study, all anthropometric parameters (WAZ, HAZ and BAZ) in children with DCEB were statistically
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significantly lower (p < 0.001) than in children with SCEB. Although in both forms of CEB the averaged values of WAZ, HAZ and BAZ turned out
to be within the normal range, in children with DCEB, a decrease in HAZ less than -2 was noted in 22 children (31 %). Moderate protein-energy
malnutrition (-3 < BAZ < -2) was detected in 29 patients (41 %), while 20 of them (29 %) were diagnosed with severe protein-energy malnutrition
(BAZ <-3). Biochemical parameters were within the reference values, however, the levels of albumin and total calcium were statistically significantly
reduced in children with DCEB compared with SCEB children (p < 0.001 and p = 0.005, respectively). Hypoalbuminemia was observed in 64 %,

and hypocalcemia in 9% of DCEB children.

Conclusion. All anthropometric values in children with DCEB were lower than in children with SCEB. The study of albumin and total calcium level
in the blood of children with DCEB can reveal preclinical forms of malnutrition.

KEY WORDS: nutritional status; malnutrition; growth retardation; congenital epidermolysis bullosa; calcium; albumin.
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Brenenne

Bpoxnennsii Oymnnesnsiii snuaepmonns (BBD) —aro kimu-
HUYECKH ¥ TeHETHYECKH TeTepOreHHast TPpyIIa pekux 3aboe-
BaHMM, XapaKTEPU3YIOIUXCS XPYNKOCThIO KOXKHBIX IIOKPOBOB
1 cmm3uCThIX obomouek [1]. [puanHoii BED siBnsercs Hanmame
MyTaliii B TeéHaxX, KOJUPYIOIINX CTPYKTYpPHBIE OCIIKH KOXKH.
BBD mopakaet npeacraButelneii 000HX MOJIOB U Pa3IMIHBIX
STHUYECKHX TPYII, NpeArnoiaraeMas pacipoCTpaHEeHHOCTh
cocrasiseT okono 500 Teicad cirydaeB Bo BceM mupe [2]. B 3a-
BHCUMOCTH OT JIOKAJIN3aI[H IOBPEXKACHUIN KOXKH BBIICISAIOT
4yeThIpe OCHOBHBIX (hopmbl BBD: mpoctyto, morpannynyio,
muctpodudeckyro u cuaapom Knnanepa [3]. Onu paznuya-
IOTCS CTENIEHBIO U TSKECTBIO TIOPAXKEHUS KOXKHBIX TOKPOBOB
U cIM3HCTHIX oOosouek. [Tarorenernyeckoe neuenne BBD
B HACTOAIIEE BPEMs OTCYTCTBYET, IOITOMY BEl€HHE MalUeH-
TOB HAaIIPaBJICHO HA YXOJ 32 KOXEH, TPOPHIAKTHKY, PAHHIOIO
JUArHOCTUKY ¥ CUMITOMAaTHUYECKYIO TEPANUI0 OCIIOXKHEHUN
3aboneBanus [1]. [l ymydineHus: Ka4ecTBa >KM3HH MallieHTOB
¢ BED HeoOXoauM KOMIUIEKCHBIN ITO/IX0/, KOTOPBIH BKIIIOYaeT
B ce0st, MOMUMO JISYECHHUS PaH, TPOPUIAKTHKN HHEKIIMOHHBIX
IpoleccoB U 006e300IMBaHMsI, OLEHKY MHANBHyaJIbHOTO
craryca nutanus [4].

ITpu BB nopaxaroTcst B IEpBYIO O4epeb KOXKHBIE 0-
KPOBBI, OJTHAKO IIPX HEKOTOPHIX (hopMax 3abosieBaHUS paz-
BHBAIOTCS U BHEKOXKHBIE MIPOSIBIICHUS, KOTOPBIE 3aTParkuBatOT
Jpyrue TKaHU U OPTraHbl, IPUBOAS K TAKUM OCIIOKHEHUSM,
Kak 3aJIep’KKa poCcTa, BTOPUYHBIN 0CTEONOPO3, CKEIETHO-MbI-
LIeYHBIE JIe(OpMannH, KapAXNOMHONATHS, TIOPAKEHNE 3y00B
(xapuec), aHeMUsl M 3aJiepiKKa MOJIOBOT0O co3peBanus [5—7].
HyTpuTHBHEIH cTaTyc JIMIIb YACTUYHO 3aBUCHT OT (hopmbl BBED,
TaK OH HanOoJee HapyIIeH MpU AUCTPOPUUECKOI U TTIOTrpaHuy-
HOM hopmax u MeHee — 1pH IpocToit hopme. Bmecre ¢ TeM npu
MIOrPaHUYHOM (JOpME OH MOXKET OBITH B HOPME, & y TIAIIUCHTOB
C IPOCTO# POPMOIi — BEIpAXKEHHO CHIDKCHHEIM [ 8], TO3TOMY
OLIEHKa HyTPUTHUBHOTO cTaTyca nanueHToB ¢ BBO sBnsercs
aKTyalbHOH HezaBHcHMO oT (opmbl BED. K ocHOBHEIM 1emsim
HYTPUTUBHOMH noanepxku mpu BBD otHocsTCs: O0phba ¢ Heo-
CTaTOYHOCTBIO MTUTaHUs, 00JIErYeHue CTpecca OT IEPOPAILHOTO
KOPMJICHUSI, MUHUMHU3aIUs Ae(ULIUTA TUTATEIILHBIX BELIECTB
U yIy4dlIeHHe pocTa AeTel IpU OJHOBPEMEHHOM COAECUCTBUU
I0JIOBOMY pa3BUTHIO [4]. MI3BeCTHO, YTO MaIEeHTHI ¢ Oolee
TsKeIbIM TeueHreM BB nMeroT cHUXeHHBIN Hy TPUTHUBHBIN
craryc n3-3a pakTopoB, OrPaHUUMBAIONIMX MOTPEOICHUE MTHILIH;
YCWJICHHSI OCHOBHOTO OOMEHa (CBS3aHHOTO C OTKPBITHIMU
TTOPAXEHHUSIMH KOXKH), KOTOPBIH MTPUBOJIUT K YBEIINYCHHUIO
katabonmu3ma OenkoB u morepe Termia [4, 5].

B ximHMYECKO# NpaKkTHKEe B OCHOBHOM HaOII0AI0TCS
MIALMEHTHI ¢ qUcTpoduyeckoit u npoctoit popmoii BED (13-3a

BBICOKOM MJIaIEHUECKOM CMEPTHOCTH MALUEHTOB C TIOTPaHUY-
HOM hopmoii 1 peakocThio cuuapoma Kunanepa). Kak npasuiio,
y nereit ¢ nuctpodudeckoit popmoit BED BBURY TsKECTH
MOPa>KEHUSI KOXKHBIX TOKPOBOB U CIIM3UCTOMH JKEITyAOUHO-KU-
LIIEYHOTO TPAKTA Yallle, YeM Y MAUEeHTOB C IPOCTOH (POpMOii,
HaOJII01aeTCsl HeJOCTaTOYHOCTh MUTAHHUSI MHOTO(AKTOPHOTO
reHe3a. OIHAKO UCCIEN0BaHUI, TOCBAILCHHBIX HYTPUTUBHOMY
cTarycy nanueHToB ¢ BBD, kpaiine Mano BBUIy pex/e BCErO
MaJIoro KOJIM4eCTBa MalMeHTOB U3-3a PEKOCTH 3a00IeBaHus,
MO3TOMY JaHHBIN BOIPOC OCTAETCS aKTyaJIbHbIM JUIS U3yUEHHUS.

ean ucciienoBanus

Onennuts pU3NUecKoe pa3BUTHE U JIAOOPATOPHBIE MTOKa-
3aTeNu HyTPUTHBHOIO CTaryca y JeTell ¢ MpoCcToil u TUcTpo-
¢uueckoit popmamu BBED.

MarepuaJjibl M1 MeTOAbI

Onucanue uccneooeanus

B perpocnekTuBHOE HCCIEA0BaHUE BKIIOYAICH A[UEHTHI,
MIPOXOJMBILKE JICUCHUE B IE€PMATOJIOTUUECKOM OTAEIECHUU
¢ rpynnoi nasepHoit xupyprun GI'AY «HaunonansHsll Me-
JULMHCKUH UCCIEN0BATENbCKUN LIEHTP 340POBbS JETEi»
Mun3znpaa Poccun (Mocksa) ¢ stuBapst 2018 1o stHBaph
2019 ropa.

JeTsiM co CHIKEHHBIMH MOKa3aTeIsiMUA (pU3NIECKOro pas-
BUTHSI OBUIM PEKOMEH/IOBAHbI CIICIIMAIN3UPOBAHHBIE CMECH
JUISL SHTEPAIBHOTO MUTaHUsI (M30KaJIOpUIHBIE, C SHEpPreTHYe-
ckoit neHHocThio — 100 kxxan B 100 M1 1 runepkagopuiiHele,
KOTOPBIE ITO3BOJISIIOT 1aTh B HEOOJBIIOM 00beMe Ooubliee
KOJIMYECTBO HYTPUEHTOB U SHEPruM) B 00beme ot 200 1o 600
MJI (B 3aBUCHMOCTH OT TSDKECTH OEJIKOBO-3HEPreTHUECKON
HEJIOCTAaTOYHOCTH) B CYTKH.

Kpumepuu exniouenusn

IMpocras nnu mucrpodpudeckas Gopma BED. Bospacr ot 8
MecsueB 10 18 et

JlnarHo3 ycraHaBnMBajcs Ha OCHOBAaHUU OOIIETIPHHSTHIX
KPUTEPHEB C YUETOM JaHHBIX aHAMHE3a, KIMHUYECKUX IPO-
SIBJICHNH, 1a00paTOPHBIX IMOKa3aTeNed U MHBIX Pe3yIIbTaToB
obcnemnoBanus [9].

Memoou

V Bcex BKIIIOUEHHBIX B UCCIIEOBAHUE MALIUEHTOB YTPOM
Haromak (08:00—10:00) nmpoBoauics 3a00p KPOBHU U3 IIEPH-
(heprueckoii BeHsbl, B TeueHHe 30 MUHYT rocie 3a00pa KpOBU
00pa3ms! neHTpudyruposaauck Ha 2000 000poTax B TCUCHUE
10 MMHYT IpU KOMHATHOM TeMIeparype. 3aMOpo3Ka U XpaHe-

e-mail: medalfavit@mail.ru
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Tabamua 1
PacyeT kputepus LLianupo-YnAKa AAS OLLEHKU HOPMAABHOCTH
pacnpeaseAeHuns

N1 w P N2 w P

AucTtpodonyeckas opma BB NpocTas dopma BbI

Bospact 70 0,940023 0,002254* 17 0913925  0,116549
WAZ 59 0,971915 0,188880 16 0,924510  0,199297
HAZ 69 0,961707 0,033058* 17 0966397  0,752784
BAZ 70 0,973246 0,139024 17 0959877  0,629167

Kaabumi 70 0,995548 0,997562 17 0,473162  0,000001*

Poccpop 68 0,981984 0,431154 17 0986722  0,994374

Marnmit - 70 0,964442 0,044250* 17 0975579  0,906547

AALBYMUH 70 0,984341 0,531905 17 0854142  0,012411*

MMpymeyaHme: * — pacnpeAeAeHne NePEeMEHHOM B rPYMMNaAX HE MOAYMHS-

€eTCs 30KOHY HOPMOABHOTO pacnpeaeAeHns (p < 0,05). YcaosHbie o6o-

3Ha4YeHMS: N T 1 N2 -006bem BbiIGOPKM B rpynnax; W —3Ha4eHMe Kputepms
LLanmpo-YUAKQ; p — ypPOBEHb 3HOYMMOCTU.

Tabamua 2

CpaBHMTEAbHAS XAPAKTEPHCTHKA AHTPONOMETPUHECKHMX

U BUOXMMUYECKMX NOKA3aTeAeN y AeTei ¢ BBD

AncTtpocbuyeckas MpocTtas coopma

MokasaTeAn cdopma BB, Me BB3, Me [Q25; P
[Q25; Q75]* Q75]*
KoAmyecTso naumeHTos 70 17
Mo, X (%): M (%) 36 (51): 34 (49) 9 (53): 8 (47)
BospacT (mecsubl) 61[26;108] 60 [48; 108] 0,369
HAZ -0,96 [-2,25;-0,32]  0,43[-0,28;0.86] <0,001
KaabLmi oBLLMiA (MMOAB/A) 2,37 [2,29; 2,44] 2,46 [2,42; 2,52] 0,005
MarHui (MMOAb/A) 0,82 [0,76; 0,86] 0,851[0,81; 0,89] 0,208
AABBYMUH (MMOAB/A) 35,6 [31,8; 39.,6] 42,9 [38,7; 44,8] <0,001
AucTtpocbuyeckas MpocTas doopma
NokasaTeAu copma BE3, M BB3, M (95% P
(95% AN)** AN)**
WAZ -1,61 (-2,04...-1,19) 0,02 (-0,5...0,54) <0,001
BAZ -1,77 (2,17...-1,37) 0,05 (-0,63...0,53) < 0,001
POCHOP (MMOAb/A) 1,64 (1,6-1,69) 1,56 (1,45-1,68) 0,115

[prmevanHme: * — AOHHbIE MPEACTOBAEHbBI B BUAE MEAMAHDBI (Me) 1 KBap-
mMAaen (25% 1 75%); ** — AQHHbIE MPEACTOBAEHbBI B BUAE CPEAHEro (M)
U 95%-HOro AOBEPUTEABHOTO MHTEPBAAQ (95% AM) AA MepeMeHHbIX
C HOPMOABHBIM pacrnipeaeAeHnem. WAZ—Macca TeAd AA9 BO3pACTa; HAZ—
AAMHO TEAQ (POCT) AAS BO3PACTA; BAZ —MHAEKC MACCHI TEAQ AAS BO3PACTA.

HUE CBIBOPOTKHU OCYIECTBISLINCH Tpu Temmneparype —40 °C.
Buoxumuueckoe rccienoBaHue KpoBU (KalbLUUl 0OIINH,
¢docdop, anpOymuH, Marauii) 66uT0 BEIMOHEHO Ha UniCel
DxC 800 Synchron Clinical Systems (Beckman Coulter, CILIA).
OueHka (PM3NUECKOTO pa3BUTHS JETEH IPOBOIMUIACEH C TIOMO-
IBIO CHIENNATM3UPOBAHHOTO MAKETa MPUKJIAJHBIX IPOrpaMM
BO3 Anthro u Anthro Plus (Z-onenka, Z-score) — OTKJIOHE-
HUE 3HAYCHUH WHANBHIYAJIBHOTO ITOKA3aTelsl OT CPEIHEro
3HaUEHUs JUIsl TaHHOM TOMYJISLINY, JISJIEHHOE Ha CTaHIapT-
HOE OTKJIOHEHUE cpeHero 3HaueHust. WAZ — Z-score macca
tena / Bo3pact, HAZ — Z-score nymna Tena (poct) / Bo3pacT,
BAZ —Z-score unzexc Macchl Terna / Bospact). Kimaccugukarus
BO3 npeanonaraer Hanuuue ymepeHHoi (Z-score macca /
poct > -3 / < =2) u TspKeNoi (Z-score macca / poct < —3)
creneHu HepoctarouHocTu nuTanus [10]. s kiiuHu4yeckon

MIPAKTUKK TAKXKE BBIAEIAIOT JIETKYIO CTENEHb HEAOCTATOYHOCTU
MUTaHUS WU TPYIIy PUCKA I10 HEAOCTATOYHOCTH MUTAHUS,
KOT/1a IoKa3aresb Z-Score HaXOmuTes B peaenax > —2 / <—1,
TaK KaK OpraHu3alys HyTPUTHUBHOM NOANEPKKH JETAM C JIeT-
KO CTETIEHbIO HEJJOCTATOYHOCTH MUTaHUS TO3BOJIAET IPeOT-
BpaTHUTh Oojee TshKenble Hapymenus [11].

Cmamucmuueckuit ananus

CrarucTHYeCcKNii aHAJIM3 JTAHHBIX IIPOBOJIMIICS IIPH ITOMOIIH
MaKeTa CTaTHCTHYECKUX rporpamm Statistica 13.3. (Stat Soft,
CUIA). /lanHble pencTaBieHbl ¢ HCIIOIb30BaHHEM MEANAHBI
(Me) u kBaptmieit 25 u 75 % [Q25; Q75], a Takxke B BUIC
cpenrero (M) u 95 %-Horo noBepuTenpHOro HHTEpBaa (95 %
J) s nepeMeHHBIX ¢ HOPMaJIbHBIM paclipeeeHUEM.

B xoz1e cTaTrcTHUECKOTo aHau3a MPEABAPUTEIHLHO IPO-
BOJMJIACh NTPOBEPKa HOPMAILHOCTH pacIipeAeIeH s JaHHBIX
¢ nomo1bio kpurepus Hlanupo—Yuika. McnonszoBaiuch
TpaJWLIMOHHBIEC TUIIOTE3bI: HyJeBas runore3a HO — pac-
TpejesieHne JaHHBIX MTOMYUHSIETCS 3aKOHY HOPMaJIbHOTO
pacnpenenenus; ansrepHatuBHas H1 runoresa H1 — pacnpe-
JIeJIeHUE HE MOJUUHAETCS 3aKOHY HOPMAJIbHOTO paclpesene-
Hus. Eciu p < 0,05, rorna HO orBepranacs u npuHuManach
aJbTEpPHATUBHAS THIIOTE3a 00 OTCYTCTBUM HOPMAJIBHOCTH
pacnpeneseHus.

Smuueckasn Ixcnepmusa

[IpoBenenue uccie0BaHUs ONOOPEHO JTOKAIBHBIM ITH-
gyeckuM KoMuTeToM PI'AY «HanmoHaabHBIM METUITMHCKUH
HCCIIeIOBATECIBCKUN IICHTP 3J0POBbs AeTei» MuH3apaBa
Poccuu (Bpimucka n3 npotokona Ne 13 or 20.11.2020).

PesynbTarnl

[Tpu mpoBepke HOPMAIBEHOCTH PacIpeieJICH NS, COTTIACHO
MIpOBEICHHOMY pacdeTy (ma6n. 1), pacupenenenne Bo3pac-
Ta manueHToB, HAZ, kanpnus o0I1ero Maraus ¥ aib0yMu-
Ha HE NMOJYMHSIOTCS 3aKOHY HOPMaJIBHOTO pacIipeesICHHs,
B CBSI3M C OTUM IS IaHHBIX TTEPEMEHHBIX CPaBHUTEIIbHBIN
aHaJIM3 TIPOBOJIWIICS C UCTIOJI30BaHNEM KpUTEPHEB Hemapa-
METpUYCCKOl cTarucTuku. 3HaucHus WAZ, BAZ u ¢pocdopa
pacrnpeeneHbl HOpMajabHO, TOITOMY UX CpaBHUBAIIU C HC-
I0JIb30BaHNEM IAPaMETPHUUECKIX KPUTEPHEB.

Kimandeckas XapakTepucTHKa MAlMeHTOB ¢ JUCTpodrde-
cKolt 1 pocToit popmamu BED u Grnoxumudeckue napameTpsl
MIpeCTaBIeHEI B mabnuye 2.

VY nereii ¢ mpocToit popmoit BED Bce anTpomomMerpu-
YeCKHe T0Ka3aTesIn HaXOAWIUCh B HOPMaJIbHBIX MTpeserax,
TOJILKO y OJHOTO TalMeHTa HabIroanach cpetHeTshKeas
0eJIKOBO-3HEPreTHYECcKasi HeZI0CTaTOYHOCTh (IoKazareb BAZ
B IMarna3oHe OT —3 JI0 —2), a Y Ipyroro orMeyanach H30bITo4-
Hast Macca tena (BAZ > +2, WAZ > +1).

[Tpu muctpodpuueckoit popme BBED BripakeHHOE CHIXKE-
Hue WAZ umxe —2 Habmopanocs y 22 (31 %) nereld, ysenu-
yenue oosee +1 —y 2 (3 %) nereil, HOpMaJIbHBIEC BETMYMHBI —
y 46 (66 %) marmenToB. [Tokazarenr HAZ Obi1 HUKE —2 Yy 22
(31%) nmereit, u3 HUX y 6 (9 %) nmanuenroB HAZ oxazaics
MeHee —3, a y OCTaJIbHBIX 48 HaxoAMJICs B Ipeseax Hop-
MaJIbHBIX 3Ha4eHHu. [Ipu 3TOM Ba)KHO OTMETUTH TOCTOBEPHO
Oonee HU3KYIO Mennany HAZ-unnekca, XapakTepHu3yoniero
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poct pebenka. CienyeT OTMETUTh, YTO HIMEHHO 33/IepiKKa
pocTa pebeHKa MOXKET XapaKTepru30BaTh HanboJee TAKEIbIe
(hopMBI HYTPUTHBHOM HEZOCTATOYHOCTH [9].

Z-score BAZ xapakTepu3yeT OTHOLICHHE MACChI Tela pe-
OeHKa K poCTy A1t JaHHOTO BO3pacTa M CYNTACTCS] OCHOBHBIM
TIOKa3aTeNeM JUlsl OLICHKH HYyTPUTHBHOTO cTaTyca y nereid. OH
ObUI B HOpMAIBHBIX Npenenax y 40 nereii ¢ auctpoduueckont
thopmoii BB3 (57%), y 29 (41 %) manueHToB OTMEYAaIach Cpes-
HeTspKeTast 0eJIKOBO-3HEPreTHYEeCKasi HeJJOCTaTOYHOCTh (—3 <
BAZ <-2), u3 aux y 20 (29 %) Obl1a quarHocTupoBaHa TsoKe-
Jast OENKOBO-3HEpreTniecKast HeqocTaTouHoCTh (BAZ < -3),
y omHOTO (2 %) pebeHka HaOmoIaIach H30BITOYHAS Macca Tea
(BAZ > +1). Ilpu npoBeieHNH CPaBHUTEILHOTO aHAJIM3a BCE
anTporioMerprueckue nokazaremi (WAZ, HAZ n BAZ) y nereit
¢ muctpoduueckoii hopmoit BBD ObLH cTaTHCTHYECKU 3HAYMMO
Hwke (p <0,001), yem y nereit ¢ npocroii popmoit BED (puc. 1).

YpoBHH anbOyMUHA M KaJbIHs OOIIEr0 CBIBOPOTKH KPOBH
OBUTH CTaTHCTHYECKH 3HAYMMO HIDKE y IeTel ¢ TucTpodude-
ckoit popmoii BED no cpaBHenuto ¢ mpoctoit popmoii (p <
0,001 u p = 0,005 coorBeTcTBeHHO). B IIpOLIECHTHOM COOTHO-
LICHWU THITOAILOyMUHEMHsI HaOmonanack B 64 % ciydaes
(y 45 neteii), a runokanbiemMus —B 9 % (y 6 nereit) npu
muctpoduaeckoit popme BBD. Takum 0OpazoM, TOCpEnCTBOM
WCIIOJIb30BAaHUS aHTPOIIOMETPUYECKHX TTOKa3aTeseil Mbl -
arHOCTHPOBAJIM CHW)KEHNE HYTPUTHBHOTO cTaryca 'y 41 %
MAMEeHTOB ¢ aucTpoduueckoil popmoii BED, a'y 23 % Obim
BBISIBJICHBI TOKIIMHUYECKHE (POPMBI HAPYIICHUS TUTAHUS
(Y4nThIBasl HAJTMYHME TUIIOATLOYMUHEMHN ).

BceM nietsiM, BKITIOUEHHBIM B HCCIIEZIOBaHHE, HA3HAYAIIICH
CIEMATM3UPOBAHHbBIE CMECH ISl SHTEPAJILHOTO TIUTAHUS JUIS
HYTPUTHUBHOH MOIICP)KKH, CyTOUHAsI 1032 KOTOPBIX 3aBUCE-
JIa OT CTETIEHH OEJIKOBO-OHEPIeTHUECKOH HEeJ0CTaTOYHOCTH,
IIPH 3TOM JETSAM C HOPMaJIbHBIMU aHTPOIIOMETPHYECKUMU
MTOKa3aTeIsIMU TaKKe Ha3HAYallMCh CMECH C MPOQMIIaKTHYE-
cKkol nenbto. [TomMuMo rpymniis! gerei, KOTOpbIe BBITOIHSITH
PEeKOMEH/IaIK B IOIHOM o0beMe (64 % manueHToB), Obun
TaK)Ke MalUeHTHl, KOTOPHIC HE BBIMOIHSIN PEKOMEHIAITUN
B ITOJIHOM o0beMe (36 % ManueHToB) 10 Py NPUYHMH, TAKHX
KaK HaJIMYMEe CHI)KCHHOTO alleTUTa, BKYCOBBIE 0COOEHHOCTH
cMecH Ui peOeHKa, BhIcOKas LieHa cmeceil. Cpenu erei,
ITOCTOSIHHO BBITIOJIHSIBIINX PEKOMEHANH, OTMEYajach Mo-
JoXUTENbHAS TuHaMuka BAZ, omHako B 32 % cimy4aes (y 28
MAIMEHTOB) HE YIAJIOCh IOCTHYb YITyUIICHNs! Hy TPUTHBHOTO
cTaryca u Ha OHE CaMIUIEMEHTALNH.

Obcy:xnenue

Ectb nannsie, 4ro netu ¢ mucrpoduueckoit popmoii BED
HMEIOT 3HAYUTEIIbHO MEHBIITYIO MacCy Teja yxKe NP POXKICHUH,
MOCKOJIBKY 3aJ€pKKa POCTa MOXKET HaUMHAThCS B IEpUHA-
TanpHOM Tiepuoze [12]. Tem He MeHee preM 00OTaIeHHBIX
MTUTATENbHBIX CMECeH, HauMHAs ¢ POXKIICHNUS, I03BOJIIET 00e-
CIIEUUTH YAOBIETBOPUTEIBHYIO CKOPOCTh POCTA AETEH B MIEPBbIE
TOJIbI )KU3HH, OJTHAKO C BO3PACTOM U C yCYT'yOJIeHHEM TSDKECTH
teueHnss BBD mpobiemMbl He1oCTaTOUHOCTH ITUTAHUS U 3a-
JIEP>KKH pOCTa CTAHOBSITCS OUeBUIHBIMH [ 13], 4TO B OCHOBHOM
HaOJIIoaeTcst pU MOTPaHUYHON M IUCTPOpHIECKOi hopmax
BBD. Tak, B 3apy0OeKHBIX HCCIEIOBaHUAX OBLIO MOKA3aHO,
410 npH AucTpodudeckoit popme BED HyTpHuTHBHBIH cTaTyC

PMCYHOK I. NMoka3aTeAn OCHOBHbIX AHTPOMOMETPUYECKUX MHAEKCOB
B MOAPYMNMNAX AETEN C MPOCTOM M AUCTPODPUYECKOM GOOPMOM BED.
cHkeH y 38,6-57,0 % nauuentos [14, 15], yto coracyer-
cs C MOJYYEHHBIMU HAMH pe3yJibTaTaMu. A PUCK 3a1€PKKU
pocTa nanueHToB ¢ guctpoduyeckoit popmoit BB k 20 rogam
JOXoauT 10 79,5 % [6, 16]. K coxkalieHHro, HECITOCOOHOCTh
KOHTPOJIUPOBATH TEUYCHHE 3a00JICBaHUS BBUIY OTCYTCTBHS
NaTOTEHETUYECKON TEpariu 3aTPyIHIET KOHTPOJIb HAPYIIEHUS
pocTa C MOMOILBI0 HYTPUTUBHOM noanepkku [17]. [Tpu stom
B OTACTBHBIX CITy4YasX MOXKET BO3HHKHYTh 0OpaTHas mpooie-
Ma — IepeeJaHre U JTUIIHUHN BEC, YTO MBI TaKXKe HAOTIOIAIN
Y HECKOJIbKHX JICTCH B HAIIIEM HCCIeI0BaHUU. 30bITOUHAs
Macca Tenia u oxxupenue npu BBD takoke oTsAromarot TedeHue
3a00JIeBaHUsL, TOCKOJIBKY TAaKHE JICTH €IlIc MCHEE aKTUBHEI 1 00-
Jiee BOCTIPUMMYHBBIME K 00pa30BaHMIO ITy3bIpeii Ha cTomax [2].
CHIKEHHME aHTPONIOMETPUYECKUX MTOKa3aresel y nerei
¢ puctpodudeckoii popmoit BB mo cpaBHEHUIO ¢ MpocToi
¢dopmoit BED 0bU10 paHee IOKa3aHO B OTHOM H3 OTCUYCCTBCH-
HBIX HccienoBanuii, nposegenHoM B HMULL 3n0poBes neteit
Munznpasa Poccuu [18]. B HacTosiieM nccieoBaHUU Mbl
paCIIMPUITN BRIOOPKY MAIIEHTOB U ITOKA3aJId MEHBIIUH MPO-
LIEHT Pa3BUTHUS KaK YMEPEHHOM, TaK U TAXKEJION HyTPUTUBHOM
HEJIOCTaTOYHOCTH Y JieTei ¢ ructpodraeckoit popmoii BED, mpu
9TOM 3aJIepKKa POCTa HAOIFOAanach B OJMHAKOBOM IMPOIICHT-
HOM COOTHOILIEHUU. MEHBIINH MPOLIEHT TSHKEIbIX HapyIIeHHI
HYTPUTUBHOTO CTaTyCca, BEPOSTHO, CBA3aH C AKTUBHBIM BHEJpE-
HUEM B KIIMHUYECKYIO MPAKTUKY BEICHUS MALlUEHTOB METO/I0B
HYTPUTHUBHOM MOJJICPKKHU. bonee HU3KuiA ypoBeHb aab0yMUHA
pu cpaBHEHUH BYX (popm BB Taroke paHee ObUT BBIABICH
B MCCJIEIOBAaHUY HA MEHBLIEM KOJIMUECTBE nanueHToB [ 18], on-
HAKO Pa3HUILy B YPOBHE KaJIbIIMsl KDOBU MbI IT0Ka3aJy BIIEPBHIE.
MEI ipeonaraeM, 9to KaJIbIUi KPOBH, HAPSITY C aTbOyMHHOM,
SIBJISICTCSI B&YKHBIM ITOKA3aTENEM IIPU OLEHKE COCTOSHUS TUTaHUS
nereii ¢ BBD, Tak kak quctpoduueckas Gpopma 3aboneBaHus
4acTO OCJIOXKHSIETCS BTOPUYHBIM ocTeornopo3oM [19]. Bmecte
C TEM HCCIICJIOBAHUH, TTOCBSIICHHBIX PA3BUTHIO 1 MPOPHIAKTHKE
KOCTHO-MUHEPAITLHBIX OCIIOKHCHUIH ITPU JJAHHOM 3a00JICBaHHH,
KpaiiHe MaJIO ¥ BOIIPOC H3YUYCHHs (POCPOPHO-KATBIUEBOTO
00OMEHa B HACTOSIIIEE BPEMS OCTACTCS OTKPHITHIM. TakuM 00-
pa3oM, HyTPUTUBHBIN CTaTyC MAIIMEHTOB C JUCTPOPUICCKOI
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¢dopmoii BED HykmaeTcs B HAaOMIOICHUH BPadoM, IIPH 3TOM
CJIEYET OLIEHUBATh HE TOJIbKO aHTPOIIOMETPUUECKHUE TTOKA3ATENH,
HO ¥ OMOXUMHUYCCKIE MAPKEPHI, KOTOPHIE TIO3BOJISIOT BBISIBUTH
HEIOCTATOYHOCTH NMUTAHUS Ha PAHHUX CTaJIUsAX.

3akaouenue

[armentam ¢ BBED, ocobenno mpu Tsoxensix Gopmax 3adore-

BaHM1, HEOOXOAMMO KOHTPOJIMPOBATh KaK aHTPOIIOMETPUYECKHE
I0Ka3aTeJN, TaK 1 OCHOBHBIC OMOXNMHYECKHE MapKePHhI JUIs
CBOEBPEMEHHOH TMarHOCTHKH, NMPO(MIAKTUKY U JICUEHHs He-
JIOCTaTOYHOCTH NUTaHusl. CHIKEHHBIN HYTPUTUBHBIN CTaTyc
XapakTepeH At aucTpoduueckoi popmel BED, HO B pekux
CIIyYasix MOXKET HAOMIOIAThCS U Y IETeH ¢ MpocToi hopmoit
3aboseBanys. HazHaueHne crierain3upoBaHHbIX CMecer st
SHTEPAIBLHOTO IMUTAHUS ONPABJAHHO KaK PH JUarHOCTHPOBaH-
HOM HEJJOCTaTOYHOCTH NMUTAHMS, TaK M JUIS €€ MPO(UIaKTHKH
(B ocHOBHOM JieTsIM ¢ ripocToii hopmoii BED). K coxxanenuro,
HEJ0CTaTOYHOCTh IMUTAaHMsI IpU JUCTpodudeckoi popme
BEBD TsmKeno KOMIIEHCHPOBATH TOJIBKO MOCPEICTBOM ITIUTaHHS
Y Ha3HAYCHUSI ITUILEBHIX 100aBOK B BUY MHOTO(AKTOPHOTO
reHesa rnpotyiemMsl. Bmecrte ¢ TeM cBoeBpeMeHHasi KOMIIEHCa-
st OEITKOBO-PHEPTeTUYECKON HEJJOCTATOYHOCTH M JIeUIUTa
MHKpPO3JIEMEHTOB Ba)kKHa JTs1 OOLIEro pesyibrara jJedeHust BEO
1 TaJIbHEHIIEro IPOrHo3a XKNU3HH ITal[MeHTOB.

Cnucok autepaTtypsl / References

I.

ElHachem M, Zambruno G, Bourdon-Lanoy E, Ciasulli A, Buisson C, Hadj-Rabia S, Diociaiuti A, Gouveia
CF, Herndndez-Martin A, de Lucas Laguna R, Dolenc-Volj¢ M, Tadini G, Salvatori G, De Ranieri C,
Leclerc-Mercier S, Bodemer C. Mulficentre consensus recommendations for skin care in inherited
epidermolysis bullosa. Orphanet J Rare Dis. 2014 May 20; 9: 76. https://doi.org/10.1186/1750~1172-9-76
Haynes L. Nutrition for Babies with Epidermolysis Bullosa. London: Debra Edition, 2008. AocTynHo
no ccoiake: http://www.debra-international.org/patients/caring-for-someone-with-eb/
nutrition-for-babies-andchildren-with-eb.html

Has C, Bauer JW, Bodemer C, Bolling MC, Bruckner-Tuderman L, Diem A, Fine JD, Heagerty
A, Hovnanian A, Marinkovich MP, Martinez AE, McGrath JA, Moss C, Murrell DF, Palisson F,
Schwieger-Briel A, Sprecher E, TamaiK, Uitto J, Woodley DT, Zambruno G, Mellerio JE. Consensus
reclassification of inherited epidermolysis bullosa and other disorders with skin fragility. Br J
Dermatol. 2020 Oct; 183 (4): 614-627. https://doi.org/10.1111/bjd.18921

CBeaeHHus 06 asTopax

MpoxnHa UpuHa IOpbeBHA, M.H.C. LLEHTPA MPOCOUAQKTMHECKOM MEAMATPMM, BPAY-
aneTonor, Bpay-sHaokpuHoAorZ. SPIN: 2901-1370. ORCID: 0000-0003-3306-6869
MypawknH HukoAar HHKOAQeBHY, A.M.H., MPOCOECCOP, BPAY-AEPMATOBEHEPOAOT,
HQYQABHUK LLEHTPO AETCKOM A@PMATOAOTMM, 30B. OTAEAEHUEM AEPMATOAOTUM

C rPynnoki AQ3epHOM XMPYPIK, 30B. AQGOPATOPHEN MATOAOMMM KOXM Y AeTelit,
npesmaeHT MOO «Ob6LLLecTso aeTckmx Aepmaronorosy. ORCID: 0000-0003-2252-8570
Makaposa CBeTAQHA EHHAAMEBHA, A.M.H., 30M. AMPEKTOPA LIEHTPA MO HAYYHOM
paboTe, 30B. LLeHTPOM MPOGPUAGKTUIECKOM neanaTpumnl, npodb. kadbeapsi
MHOTOMPOGOUALHOM KAMHMYECKOM MOATOTOBKM COAKYALTETA CDYHAQMEHTAABHOM
mearumHbl. ORCID: 0000-0002-3056-403X

PrceHko AHapei lleTposuy, Mpodp., aupektopl. ORCID: 0000-0001-8586-7946
CemuknHa EAeHa A€OHMAOBHQ, A.M.H., 30B. LLEHTPAAM3OBAHHOM KAMHUKO-
AMarHocTudeckoi aaboparopueiit

EnuweB POMAH BAQAMMMPOBMUY, K.M.H., BDAY-AEPMATOBEHEPOAOT OTAEAEHMS
AEPMATOAOTMM C rPYMMOM AQ3EPHOM XMPYPIvM LIeHTPA AETCKOM Aepmartororimt,
ORCID: 0000-0002—4 1074642

AeoHoBa Mapus AAeKceeBHA, M.H.C. AQBOPATOPMM MATOAOTMMN KOXM y AeTEN
OTAEAQ HAYYHbIX MCCAEAOBAHMI B meamaTpumt. 0000-0001-5739-0941

1PrAY «(HAUMOHAABHBIF MEAMLIMHCKMI MCCAEAOBATEALCKMIT LIEHTP 3A0POBbSA

Aeten) MuH3apasa Poccum, Mocksa

2pBY «HALMOHAAbHBINA MEAMLMHCKMIA MCCAEAOBATEAbCKMI LEHTPp

SHAOKPUHOAOTMM) MuH3ApaBa Poccum, Mocksa

3PrAOY BO «llepBbii MOCKOBCKMI rOCYAQPCTBEHHbIA MEAMLIMHCKMI YHUBEPCHTET

nmenm M. M. CeveHosan MmH3apasa Poccum (CeveHOBCKUI yH1BEPCHTET), MocKBa

APrBY AMO (LLeHTPAAbHAS FOCYAQPCTBEHHAS MEAMLIMHCKAS AKAAEMMAN

YnpasaeHus aeanamu MpesmaeHTa Poccum, Mockea

SPrBOY BO «tMOCKOBCKMI FOCYAQPCTBEHHbIN YHUBEPCUTET MMEHM

M. B. AomoHocosan, Mocksa

SPIAQY BO «POCCHIACKMIA HALMOHOAbHbIA MCCAEAOBATEALCKMI MEAMLIMHCKMI

yHuBepcuteT umenn H.U. MNMporosan MuH3spasa Poccum, Mocksa

ABTOpP AAf nepenucku: [lpoHuHA MpuHa KOpbesHa. E-mail: krapchatovaiv@yandex.ru

AAs umTpoBanusa: MpoHunHa U.1O., MypatukuH H.H., Makaposa C.T., PuceHko A.T1.,
CemukumHa E.A., Enmues P.B., AeoHoBa M. A. PU3MYECKOE PA3BUTUE U OTAEABHbBIE
METABOAMYECKME MOKA3ATEAM MPU PAAUYHBIX DOPMOX BPOXKAEHHOTO BYAAE3HOTO
SMMAEPMOAM3A B 3ABUCUMOCTM OT MPOBOAMMOM CAMMAEMEHTALMM. MEAMLIMHCKMMI
ancbasut. 2021;(21): 46-50. https://doi.org/10.33667/2078-5631-2021-21-46-50

Haynes L. Clinical practice Guidelines for nutrition support in infants and children with epider-
molysis bullosa (EB). UK: DEBRA; 2007 . https://www.debra.org.uk/downloads/community-sup-
port/eb-clinical-practice-guidelines-nutrition-in-children-100613.pdf

Murat-Susi¢ S, Husar K, Skerlev M, Marinovi¢ B, Babi¢ I. Inherited epidermolysis bullosa - the
spectrum of complications. Acta Dermatovenerol Croat. 2011; 19 (4): 255-63. AocTynHo
o cceiake: http://www.ncbi.nlm.nih.gov/pubmed/22185926.

Fine JD, Mellerio JE. Extracutaneous manifestations and complications of inherited epider-
molysis bullosa: part I. Epithelial associated tissues. J Am Acad Dermatol. 2009 Sep; 61 (3):
367-84; quiz 385-6. https://doi.org/10.1016/j.jaad.2009.03.052

Fine JD, Mellerio JE. Extracutaneous manifestations and complications of inherited epider-
molysis bullosa: part Il. Other organs. J Am Acad Dermatol. 2009 Sep; 61 (3): 387-402; quiz
403-4. https://doi.org/10.1016/j,jaad.2009.03.053

Haynes L. Clinical paediatric dietetics. 3rd ed. Blackwell Publishing Ltd; 2007: 482-96.
Makaposa C.T., Hamasosa-baparHosa A.C., MypatukuH H. H., Enuiues P.B., Yymbaase T.P., [le-
TPoBCKAas M. N., MutioLumH M. A. KoppekLms HyTPUTMBHOIO CTATYCA B KOMMAEKCHOM Teparnim
AETel, CTPAAQIOLLMX AUCTPOCOUIECKOM GOOPMOM BPOXAEHHOTO BYAAE3HOIO SMMAEPMOAM3A.
Meanatpuieckas coapmakororus. 2016. T. 13. Ne 6. C. 577-587.

Makarova S.G., Namazova-Baranova L.S., Murashkin N.N., Epishev R.V., Chumbadze T.R.,
Petrovskaya M. l., Mityushin I.L. Correction of nutritional status in the complex therapy of
children with dystrophic form of congenital epidermolysis bullosa. Pediatric Pharmacology.
2016. Vol. 13. No. 6. P. 577-587.

10. Joosten KF, Hulst JM. Prevalence of malnutrition in pediatric hospital patients. Curr Opin Pediatr.

2008 Oct; 20 (5): 590-6. https://doi.org/10.1097/MOP.0b013e32830céede

1. KAMHMYeCKas AMETOAOTMA AETCKOrO BO3PACTA: PYKOBOACTBO AAS BDAYEH. [1oA peA. npodh .2

boposuk, npocp. K.C. AQACAO. 2-€ M3A., nepepab. u aon. M.: OO0 «M3AaTeAbCTBO (Mean-
LMHCKOE MHADOPMALIMOHHOE areHTcTson, 2015. 720 C.: uA.

Pediatric Clinical Dietetics: A Guide for Physicians. Ed. Prof. T.E Borovik, prof. K.S. Ladodo.
2nd ed., Rev. and add. M.: Publishing House ‘Mediical Information Agency’, 2015. 720 p.: ill.

12. Fox AT, Alderdice F, Atherton DJ. Are children with recessive dystrophic epidermolysis bullosa

of low birthweight2 Pediatr Dermatol. 2003 Jul-Aug:; 20 (4): 303-6. https://doi.org/10.1046/
j.1525-1470.2003.20404.x

13. Zidorio AP, Dutra ES, Ledo DO, Costa IM. Nutritional aspects of children and adolescents

with epidermolysis bullosa: literature review. An Bras Dermatol. 2015 Mar-Apr; 90 (2): 217-23.
https://doi.org/10.1590/abd1806-4841.20153206

14. Freeman EB, Kéglmeier J, Martinez AE, Mellerio JE, Haynes L, Sebire NJ, Lindley KJ, Shah

N. Gastrointestinal complications of epidermolysis bullosa in children. Br J Dermatol. 2008
Jun; 158 (6): 1308-14. https://doi.org/10.1111/}.1365-2133.2008.08507 .x

15. Kim KY, Namgung R, Lee SM, Kim SC, Eun HS, Park MS, Park KI, Lee C. Nutritional outcomes

in children with epidermolysis bullosa: the experiences of two centers in Korea. Yonsei Med
J.2014 Jan; 55 (1): 264-9. https://doi.org/10.3349/ym].2014.55.1.264

16.  Fine JD, Johnson LB, Weiner M, Suchindran C. Gastrointestinal complications of inherited epi-

dermolysis bullosa: cumulative experience of the National Epidermolysis Bullosa Registry. J Pedli-
aftr Gastroenterol Nutr. 2008 Feb; 46 (2): 147-58. https://doi.org/10.1097/MPG.0b013e31812f5667

17. Martinez AE, Allgrove J, Brain C. Growth and pubertal delay in patients with epidermolysis

bullosa. Dermatol Clin. 2010 Apr; 28 (2): 357-9. https://doi.org/10.1016/j.det.2010.01.007

18.  Enmiues P.B. HyTpUTMBHQS MOAAEPXKKA ACTEMN C BDOXAEHHbBIM OYAAE3HBIM SMMAEPMOANIOM.

Ancc. Ha CoMCKaHue y4eHouM CTeneHn KaHAMAQTA MEAMLIMHCKMX HayK. Mocksa. 2018 T.
Epishev R. V. Nutritional support for children with congenital epidermolysis bullosa. Diss. For
the degree of candidate of medical sciences. Moscow. 2018 Nov.

19. Bruckner AL, Bedocs LA, Keiser E, Tang JY, Doernbrack C, Arbuckle HA, Berman §, Kent K,

Bachrach LK. Correlates of low bone mass in children with generalized forms of epidermolysis
bullosa. J Am Acad Dermatol. 2011 Nov; 65 (5): 1001-9. https://doi.org/10.1016/j.jaad.2010.08.028

Crambs noctynuaa / Received 11.06.2021
MoAy4eHa nocae peleHsmposaHus / Revised 18.06.2021
MpuHsta B neyats / Accepted 25.06.2021

About authors

Pronina Irina Yu., researcher at Centre for Preventive Pediatrics, nutritionist?,
endocrinologist?. SPIN: 2901-1370. ORCID: 0000-0003-3306-6869

Murashkin Nikolai N., DM Sci, professor, dermatovenerologist, head of Centre for
Pediatric Dermatology, head of Dept of Dermatology with a Laser Surgery Group,
head of Laboratory of Skin Pathology. ORCID: 0000-0003-2252-8570

Makarova Svetlana G., DM Sci, deputy director of Centre for Scientific Work, head
of Centre for Preventive Pediatricsl, professor at Dept of Multidisciplinary Clinical
Training, Faculty of Fundamental Medicine’. ORCID: 0000-0002-3056-403X

Fisenko Andrey P., professor, director!. ORCID: https://orcid.org/0000-000 1-8586-7946

Semikina Elena L., DM Sci, head of Centralized Clinical and Diagnostic Laboratory!

Epishev Roman V., PhD Med, dermatovenerologist at Dept of Dermatology with
a Group of Laser Surgeryl. ORCID: 0000-0002—4 1074642

Leonova Maria A., junior researcher at Laboratory of Skin Pathology in Children,
Department of Scientific Research in Pediafricst. ORCID: 0000-0001-5739-0941

INational Medical Research Centre for Children’s Health, Moscow, Russia

2National Medical Research Centre of Endocrinology, Moscow, Russia

3First Moscow State Medical University n.a. I. M. Sechenov, Moscow, Russia

4Central State Medical Academy of the Administrative Department of the
President of Russia, Moscow, Russia

SMoscow State University n.a. M. V. Lomonosov, Moscow, Russia

SRussian National Research Medical University n.a. N.1. Pirogov, Moscow, Russia

Corresponding author: Pronina Irina Yu. E-mail: krapchatovaiv@yandex.ru

For citation: Pronina I. Yu., Murashkin N.N., Makarova S.G., Semikina E. L., Epishev R.V.,
Leonova M. A. Physical development and individual metabolic parameters in various
forms of congenital epidermolysis bullosa depending on supplementation treatment.
Medical alphabet. 2021;(21): 46-50. https://doi.org/10.33667/2078-5631-2021-21-46-50

M

MeanumHCKMIM AAdPaBUT Ne 21 /2021. AMETOAOTMS U HYTPULMOAOTMS (1)

e-mail: medalfavit@mail.ru



