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yHusepcumem

um. M.B. Jlomonocosa

Bposcoennoiii 6ynnesruiii snudepmonus (BbI) — amo epynna eeHemuuecku u KIUHUHECKU 2e1epO2eHHbIX 3a0071e6aHUT,
XAPAKMEPUZYIOUUXC CKIIOHHOCIBIO K 00pA308aHUI0 NY3bipeli u/Unu 3po3uil Ha Kodxe U CIUSUCIBIX 0007104KAX

npu MmuHuManvHoti mpasmamusavuu. Mrosxcecmeennvie ocnoxcHenus BB 6 cosokynHocmu ¢ msjicecmuto KO*HO20
npovecca npUsoOSM K paseumuio HympumueHoti HedoCmamouHOCMU U, Kax cedcmeue, K paseumuio aHemuu,
81MOPULHO20 OCTNEON0PO3a, 3a0epicke POCMa U nos06020 CO3PEBAHUS.

Lenv — ouenumv msiecmv meveHus pasnuuroix gopm BB, Hanuuue u cmenerv HympumueHoi He0OCMAamouHoCMu,
ee 63aUMOC6A3b ¢ meveHuem 3a0071e6aHus. Boissump ocHosHble MmemabonuyecKue nokasamenu, KOmopuie Mozym
CTLYyH UMb O7IA OnpedesieHUs HyMmpUmueHoi He0oCmamouHoCmu.

Mamepuan u memoOvt. B uccnedosanuu npurnumanu yuacmue 99 nayuenmos c npocmoim (n = 22), No2panuytvim
(n = 10) u oucmpogpuueckum (n = 67) BB3. Tanecmv meueruss BEO ouenusanaco nocpedcmeom bupmureemckoeo
unoexca msxecmu BbI (BEBS). Qusuueckoe pazeumue oueHusanocs ¢ nomouwsvro npoepamm BO3 Anthro u Anthro
Plus. [lTononHumenvHo y nauueHmos onpeoesanucy cnedyroujie mermabonuqeckue noKkasamenu: anbOymuH, Kanoyui,
maznutl, xerne3o, peppumun, C-peaxmuetuiii 6enox (CPB), sumamunv Du B, ,

Pesynvmamut. Bvisenernvl cmamucmu4ecku 3HA4UMble Pasiuvus 6 noKasamensx cmeneHu msxecmu 6cex munos
BbB3, 6 senuuunax Z-score WAZ, HAZ u BAZ, a maxice 8 0CHOBHbIX MEMAOONUUECKUX NOKAZAMENAX, MAKUX KAK
anvOymuH, Kanvuyuil, maeHuti, xeneso, CPb u sumamun D. I[Iposeder aHanu3 Koppensiyuu 8viuienepeuucieHHoix
nokasamereti, npu KOMopom 6viA671eHA 00pAMHAS KOPPenAUuus cmenenu msaxecmu BB u anmponomemputeckux
nokasamereti, a makice OUOXUMULECKUX MAPKEPOB: AnbOYMUHA, KATbUUS, Hene3a u sumamura D.

3axmouenue. Ycmarnossnero, umo npu 6onee msxcenom meveHuu BB eviaensgiomces 6ornee 3Ha4uMble OMKAOHEHUS
68 AHMPONOMeMPUUECKUX U OMOEIbHVIX Memabonuueckux nokasamensx. [[ns céoespemenHoti OUAZHOCTMUKU
HE06X00UMO NPOBOOUMb OUEHKY HYMPUmMusHozo cmamyca (8 nepeyio ouepedb yposeHv sene3d, Kanvuust

u sumamuna D) u memabonuueckux nokasamerneii ¢ y4emom 0GHHbIX 0 MANECU MedeHUs 3a0071e6aAHUS,
NpoPUNAKMUKU U JIeUeHUS HAPYUIEHUTI HYMPUMUEHO20 CIAMYCa.

Kntouesvte cnosa: sposicoerviii Oynnestvlii SNUOEPMONU3, HYMPUMUBHAS HEOOCMAMOUYHOCTNb, OeUuUum
MUKPOITIEMEHINO8, AHEMUST, SUNOKATbYUeMUsT, umamur D
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BeepeHnue

Bpoxpaennslit 6y/utesHsii smupepmonus (Bb3) - ato rpym-
Ia TeHeTUYeCK! ¥ KIMHUYECK! IeTepOTeHHbIX 3ab0/IeBa-
HMII, XapaKTepU3YIOLINXCsl CKITOHHOCTBIO K 00pa3soBaHNUIO
IIy3bIpell /WM SPO3UIT Ha KOXKe U CIIMBUCTBIX 060/I0UKaxX
[IpM MUHMMaJIbHOI TpaBMaTusanun [1]. BBD BosHukaeT
U3-3a HapyLIeHNs CYHTe3a Oe/IKOB KOXKU BCTIE[ICTBME Te-
HeTMYeCKux MyTaumii B 16 renax. IIpu BB abeppanTHble
Oe/IK1, KOTOPBbIE PaCIIONIOKEHDI B 30HE JIePMO-3MUIepMaib-
HOTO COeVHEeHVIS], He BBIIOJIHAIOT CBOM (PYHKIIVIN, YTO IIPK-
BOZIUT K PACCTIOCHMIO KOXKI MEXK/TY SIVIEPMIICOM I IEPMOIA
U COIIPOBOXKAAETCA 0OpasoBaHyueM Iy3bIpeit. 3aboneBaHme
MOJKET HacleloBaTbcA KaK ayTOCOMHO-JJOMUHAHTHO, TaK
Y ayTOCOMHO-PELIeCCUBHO [2]. BIfie/sII0T YeTbIpe OCHOB-
HbIx THa BB3: pocToit, morpaHmyHblIi, [UCTPOpIIecKuit
u cungpom Kunpepa [3]. Tsokects Tevenns BBD moxer
BapbMpPOBATD OT JIETKOI /10 KpaiiHe TsDKenoit. JIeuenne 3a6o-
JIeBaHM:A CMMITOMATIYECKOe, BK/IIOYAOlIee YXO, 3a KOXKel
¥ paHeBbIMIL IOBEPXHOCTSIMI, afleKBaTHOE 06e300/MBaHe,
HYTPUTUBHYIO IIOZIEPXKKY, a TAloKe IIPOQIIIAKTUKY 1 Jiede-
HIe OCTIO>KHeHmi1 [4]. B 4mcro nocienHux, Hanpumep, mpu
puctpoduueckoM BBI yacTo BXomuUT HopakeHMe CIu3u-
CTBIX 0007I04eK MONOCTH PTA, YTO MPUBOUT K MUKPOCTO-
MUY U @HKIWIOIIOCCUM; HOPXKeHMe CIM3UCTBIX 060/I0UeK
IUIIEBOJA C pa3BUTHEM CTPUKTYP [5]. Bemencraue nopa-
JKEHMsI CTIM3VUCTON 0O0IOUKY IIa3 Pa3BUBAIOTCH 3pO3UNU
PPOTOBMIIBL, YTO MOXKET IIPMBOAUTD K HeOOpaTUMOIL IToTepe
3penust [6]. IIpu morpaHMIHOM 1 FUCTPOPUIECKOM THIIAX
Bb9, a Taxoke npu cunppome KuHpmepa BBICOK pUCK HO-
pa’keHMsA OPTaHOB MOYEIIONIOBOI CHCTEMBI C PAa3BUTHEM
CTPUKTYP YpeTpbl [7, 8]. HacTbIM OCTIOXHEHMEM TsDKENIBIX
¢dopm BBI sBrsiercs pedopmariyss KOHEYHOCTEN € pas-
BUTVEM KOHTPAKTYp KPYIHBIX CYCTaBOB M CpallleHNeM
TaIblieB CTOM ¥ KucTeit [9-11]. [l OIfeHKM TsDKECTH Te-
yeHus Bb3 ucnonbsyercsa bupmuHreMcKmit MHEKC TsKe-
ctu 6y/mresHoro amyaepmonusa (Birmingham EB Severity
score, BEBS), H03BOIAIOLINIT OLIEHUTD COCTOSIHIE HOITEBBIX
IUTIACTVH, PaCIPOCTPAaHEHHOCTD KOYKHOTO ITATONIOTYECKOT0
IPOLIECCa, HA/INYVE U CTENEHb IIOPAXKEHNs CIU3UCTBIX 060-
JI04eK, fedopMany KOHEYHOCTell, PUCK IUIOCKOK/IETOY-
HOJi KapIIMHOMBI KOXKY, Ha/IM4Me U PacIipOCTPaHEeHHOCTb
PYyOLI0BOII a/oNerny, a TakXKe COCTOSTHME MUTAHMsA Talu-
eHTa [12]. JlaHHaA IIKaIa laeT COOTBETCTBYIOLINE OLIEHKN
no ¢opmam BBJ, orpaxkaeT nsmeneHns TspKecTH 3aborte-
BaHMA C TedeHVEeM BPeMeHU U SABJIAETCS JIETKO BOCIIPOU3-
BogyMmolt [13]. B HaleM uccIenoBaHuy TSXKECTh TEYEHMS
BB3 ompepernstetcst UCXOMA U3 CYMMApPHBIX Oa/IIOB IIKA/IbI
BEBS: 0-20 6a/U10B — j1eTKasi CTENeHb TsoKecTH, 21-45 6ai-
JIOB — CPEMHSIA CTETleHb TsHKECTH, Oomee 46 6aIoB — TsDKe-
JIasi CTENIeHb TSDKECTIL.

MHoxXecTBeHHbIe OCIOKHeHMA BBO B coBokymHOCTH C TA-
JKECTbIO KOYKHOTO TIpollecca IIPUBOIAT K Pa3BUTIIO HYTPU-
TVMBHOJ HEOCTATOYHOCTH U, KaK CIIETCTBIE, K Pa3BUTHIO
aHemun [14], BropuuHoro ocreoroposa [15], 3agepxke
pocTa 1 mooBoro cospesanus [16, 17].

HyrputnsHas HemocTaTouHOCTh Ipy BBO ABnAeTCA MHO-
roakTOpHOIT IIPO6/IEMOII ¥ BO3HMKAET M3-3a aycbananca
MEX/y MOTPeOHOCTSIMY B IIUTATEbHbIX BEI[ECTBAX U X
MOCTYIVIEHVEM B OPTaHM3M. BbIpa’keHHOCTb HapYIIEeHWI
IUTAHVS U HENOCTAaTKa OCHOBHBIX IIUTATe/IbHBIX BEllleCTB

[lepMaToBeHeponorus u 1epMaTokoCMeTonorus

KnuHuyeckume nccnenosanig

M 9HEPIMM TPSIMO NPOIOPLMOHANIbHA CTENIEHN TXKECTU
BBE3, uTo TMNWYHO 1A AUCTPOGUIECKOTrO ¥ IIOTrPaHuy-
HOTO TUIOB 00JIe3HN 13-3a IOTEpY OeNKa, SMEKTPOTINTOB
M JPYTUX KOMIIOHEHTOB KPOBY BCTIEACTBYE OOMBLION II/I0-
Imaay nopakerns ko [18]. ITpu mpocrom BB m cuuppo-
me Kunpiepa 6ekoBo-sHepreTmyecKasi HEOCTaTOYHOCTb
MeHee BbIpakeHa [19-21]. OgHUM 13 OCHOBHBIX METOOB
OLIEHKM O€/IKOBO-SHEpPreTMIeCcKOl HeOCTaTOYHOCTI 1 Hy-
TPUTHUBHOTO CTATyca SB/SIETCS aHTPOIIOMETPUs, KOTopast
TIPUMEHSIETCS TS OLIeHKY (DU3MIEeCKOTr0 PasBUTHA U IPO-
BOJMTCSI C IOMOIIIBIO CIIEL[ManM3MpPOBAaHHOTO MaKeTa IIPH-
knagHbix nporpamM BO3 Anthro u Anthro Plus. [l on-
penieNieHnsi COOTBETCTBMSI MAcChl TeMa, IIVHBI WIN POCTa
U MHJIEKCa MAcChI Te/la 110 OTHOILEHMIO K BO3PACTY MCIIO/b-
3yeTcs IIOKasaTe/b Z-score (OTKIOHeHMe 3HaUYeHNIT MHM-
BUJIyaJIbHOTO ITOKa3aTe/iA (Macchl Tejla WM POCTa) OT CTaH-
[ApTHOTO 3Ha4eHN:A B JaHHOI monyysuuu). [Tpyu ounenke
HapyLIEeHWiT HyTPUTUBHOTO CTAaTyca YYUTBIBAIOT CIEHYIO-
I1Me BEJIMYMHBI Z-score: Macca Tea ajist Bospacta (WAZ),
mnuHa tena (poct) nyst Bospacra (HAZ), uapexc Maccel Tena
mst Bospacta (BAZ). Neduumr maccer tena (WAZ) nin He-
moctarouHbli pocT (HAZ) pebeHka cCOOTBETCTBYIOT Z-score
< -2 SD, 4TO MOXeT CBUAETENbCTBOBATh O XPOHIYECKOI!
6€eIKOBO-9HEPreTIYECKOI HEOCTATOYHOCTI. Bbicokuit mo-
Kasareib POCTa WIIN J/IVHBI Te/la 0003HaYaeTCst Be/IMYMHOM
HAZ > +2 SD. /36bITO4Hasd Macca Tejla OLieHMBAETCs KaK
WAZ > 2 SD, a Taxoke BAZ > 1 SD. ITaunents ¢ Z-score
Macchl Tela B MHTEpBasie oT -1 10 -2, COIIaCHO peKOMeH/ja-
LYISIM, PAaCCMATpPUBAIOTCS KaK IETY C JIETKOJ CTEIIeHbIO He-
JOCTaTOYHOCTY MuTaHuA. BAZ B nnTepBase ot -2 fio -3 co-
OTBETCTBYeT HEJOCTATOYHOCTY IMTAHNA CPEHE CTelIeH,
HIDKE -3 — TsDKENON HEeMOCTATOYHOCTY IuTaHus (Tabi. 1)
[22,23].

Hapsapny c onpepeneHneM aHTpOIIOMEeTPUIECKIX TTOKa3a-
TeJelt /I OLeHKM HYTPUTVBHOM HEZOCTAaTOYHOCTY VIC-
HIO/IBb3YIOT Ta00paTOPHOE OIpefie/ieHe KOHIIeHTPay
anbOyMMHA U OPYTUX KOPOTKOXUBYIUX 6enkoB (mpe-
a/IbOYMIH, TpaHCPEPPUH, PeTUHOTICBS3BIBAIOLINIT H€/I0K
U LIepY/IOIUIa3MIH) B KpoBu [24]. VI3BecTHO, 4TO Ha JjaH-
Hble IIOKa3aTeIy MOTYT OKa3bIBaTh BIMAHNE Takue (pak-
TOPBI, KaK CHCTeMHOe BOCIIaleHue 1 MHGEeKINY, a TaKKe
TevYeHOYHas 1 MToYeYHasI HEMOCTAaTOYHOCTD, B CBA3U C YeM
TaHHbIe MapKepbl MOTYT He IIOTHOCTBIO OTPaXKaThb HA/M-
4yyle ¥ CTeNleHb HEeJOCTaTOYHOCTY B OpraHu3Me MaKpo-
U MYIKPOHYTPUEHTOB [25].

Ta6nuya 1. Juaznocmuueckoe 3Hauenue Z-score aHmMponomempuuecKux
noxaszamerneti

Kpurepmit  Z-score JuarHocrmyeckoe sSHaYeHIEe
WAZ <-2 3afep>kka mpubaBKy MacChl Tena BCTIECTBIE OCTPOIL
6€TIKOBO-5HEPreTIYECKON HeTOCTaTOYHOCTH
>2 V36bITOUHAs Macca Tena
HAZ <-2 XpoHndeckas 6eIKOBO-9HepreTnIecKas
HeJOCTaTOYHOCTD
>2 Boicokuit mokasaTesnb JJIMHBI Te/a/pocTa
BAZ >1 VI36pITOYHAs Macca Tena

>-2,H0 < -1 Jlerkas crenmeHb HEJOCTATOYHOCTY MUTAHUS
>-3,H0 < -2 CpepH:AA cTelleHb HeJOCTAaTOYHOCTY MUTAHNUA
<-3 Tsokenast cTerneHb HETOCTATOYHOCTM IUTAHUS

/
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Ha ceropuamHmii feHsb BBUAY penkocty BB mpencras-
TIEHO MAJIO MCCTIEIOBAHMI KOPPENALVN CTENEHN TKECTU
Bb3 u creneny HyTpUTUBHOI HEJOCTATOYHOCTH, A JAHHBIE
0 MeTabO/MYeCKIX TOKA3aTesX /I OLIEHKM HY TPUTUBHBIX
puckoB py BBO orpaHmyeHsl cofiepKaHueM CbIBOPOTOY-
HBIX 6€e7KoB. BerencTBie MHOTOgaKTOpHOTO TeHesa 3a60-
JIeBaHMA VI3MEeHEHNA IIPOLIeCCOB MeTaboMM3Ma 1 TAXKeCTb
COCTOSIHMA KOXKHOTO IIOKPOBa UTPAIOT KpaliHe BaXKHYIO
POJIb B OLIEHKe OeTKOBO-9HEPreTUYECKOI HEOCTATOYHOCTI
y manmeHToB ¢ BB3, m03ToMy maHHBII BOIIPOC SAB/AETCS aK-
Tya/IbHbIM JIJI 3YYEHUA.

Ilenv u 3a0auu — MPOBECTY OLEHKY TSKECTU TeYEeHUS
pasmnyHbIX GopM BBD, onmpenenuTsh Hamdye U CTeleHb
HYTPUTUBHOII HEJOCTATOYHOCTM U €€ B3aMMOCBA3D C TA-
JKECTBIO TedeHVIs1 3a00/IeBaHNs, BbIABUTD OCHOBHbIE Me-
TaOOIMYeCKIe TTOKA3aTe/, KOTOPbIE MOTYT CIYXXUTb IJIs
OIpefeNIeHNs Hy TPUTUBHON HEJOCTaTOYHOCTIL.

Marepuan u metogbl

ITpoBeneHO peTPOCHEKTBHOE OFTHOMOMEHTHOE MCC/IE0BA-
Hue. B uccnenoBanme BKITIOYamy JaHHbBIE AIMEHTOB, TOC-
IUTaIM3VMPOBAHHBIX B OTHEIEHNE JIepMaTONIOTUM C TPYII-
TIOJ1 /1a3epHOl Xupypruu HanyoHampHOro MeIMIIMHCKOTO
MICCTIENIOBATENbCKOrO LIEHTpa 30poBbs jeteit (1. Mocksa)
B Irepyof, ¢ okTAOps 2020 1. mo mionb 2021 . Kpurepun
BKJIFOUEHVSI: TTAl[MEHTHI OT TpeX Ho 18 ymeT ob6oero moma
C IIPOCTOIt, HOTPAHIYHON WU JUCTPOodIraecKoit Gopmoit
Bb3. Kpurepun HeBK/TIOYeHMs: ALMEHTDI C CMHAPOMOM
Kunpepa. [lnarHos ycTaHaB/lIuBaI Ha OCHOBAaHUM 3aIIN-
ceil B MCTOPUsIX OOIE3HNM NALVIEHTOB.

OLIeHKY TsOKeCTM TedeHMs 3a0oyieBaHMs IIPOBOAMIN
C TIOMOIIIBIO pacyeTa BUpMMHIeMCKOro MH/ieKCa TSDKECTH
6ymnesnoro sanupepmonusa. OueHKy mokasaresneit ¢pusn-
YeCKOTO pasBUTHSI IPOBOJVIIM C VICIIOIb30BAHMEM KOMITBIO-
TepHOI Tporpammsl BO3 Antro Plus u nugexcos Z-score:
maccel tena (WAZ), pocra (HAZ), nnaekca Maccel Tena
(BAZ). TomonHUTENPHO Y MALMEHTOB OLEHUBAIN CTIENY-
IolI[Ife MeTabOoMIYecK e TIOKa3aTe/: aTbOYMIH, KaIbIUIL,
MarHmit, xeneso, eppurus, C-peakrupHsiit 6enok (CPB),
ButamuH D u Butamus B,,. Bce maboparopHbie nccefosa-
HIS TIPOBEEHBI B IIEHTPa/IM30BaHHOI KIIMHUKO-MarHO-

Tabnuya 2. Pedpepercvie 3HAUEHUS UCCTIE0YeMbIX
Mmemabonuqeckux nokasamernei

IToxasarenn PedepencHbiit nHTEpBa
Anpbymun 35-54r/n

Kanpimi 2,2-2,7 MMOJB/ 1T
Marumnit 0,7-0,86 MMOIB/1
Keneso 9,3-23,6 MKMO/b/ 1T
Qeppurun 12-84 ur/mn

CPb <5wmr/n

Buramun D 30-100 ur/mn (HOpMa)
20-29 Hr/M7 (HEMOCTATOYHOCTD)
10-19 ur/mn (gedurmrt)

Menee 10 Hr/M1 (TTy60Kmit geduimr)

350-1020 r/mi (Hopma)
196-349 rir/mi (HETOCTATOYHOCTh)
Menee 196 nr/mi (gedurur)

Butamuu B ,

CTUYECKOI TabOPATOPNY C TPYIIIION KCIIPECC-AMArHOCTH-
ki maboparopHoro otfena HarmonampsHOro MegUIMHCKOro
JMICCTIEIOBATENIBCKOTO LIEHTPa 3M0POBbsA AeTeil, pedepeHc-
Hble 3HaYeHIsI TOKa3aTesiell KpOBY IpMBeNeHbI B TAOT. 2.
JaHHble O 3HAYEHUM ITOKa3aTe/lel OblIM B3AThI U3 UCTO-
puit 60Ie3HY ITAIVIEHTOB B IIEPBBIII IeHb CTALlIOHAPHOTO
JIe4eH s,

CratucTirdecknit aHaIu3 MPOBOAVIIYN IIPY TIOMOLIN S3bIKa
mporpamMmupoBaunsa Python u BcTpoeHHbIX 616/110TEK
Pandas (st omeparuit ¢ unciosiMu Tabmiriamu), NumPy
(W11 MaTeMaTM9eCKVIX BBIYMCIIEHNI), scipy (I BBITOTHe-
HUS CTaTUCTUYECKUX pacderoB), matplotlib, seaborn (o6e
6MOMOTEKN VICIONB3YIOTCS /IS BU3Ya/IM3aliMyl JAHHBIX).
JlaHHBIe UCIOMB30BaHbI B BUJE CpefHero apudmerinde-
CKOTO 3HaueHus (mean) co CpeHeKBaIPaTIIHbIM OTKIIO-
HeHVeM 1 KBapTmei 25 n 75% [Q1; Q3] it mepemMeHHBIX
C HOpMaJ/IbHBIM pacrnpenenenneM. [l nepeMeHHbIX, pac-
TIpefiefieHyie KOTOPBIX OT/INYAN0Ch OT HOPMAIbHOTO, JIaH-
Hble OIVCAHbI B Buae Menmansl (Me) u mporeHtuei (25
u 75%). B xopie cTaTMCTIYeCKOTO aHa/Mu3a MpefBapyTeNb-
HO TIPOBEPSII HOPMAIbHOCTD pacIpefieieHNs IoKasaTe-
neit ¢ momoupio Tecta Illanmmupo — Yunka. Vicnonbzosanu
TpajuIVIOHHbIe TUIIOTe3bl: Hy/leBas runoresa HO - pac-
IIpefiefieHNe JAHHBIX IOJYMHAETCSA 3aKOHY HOPMA/IbHOTO
pactpenenenys, anbTepHaTNBHAsA rumote3a H1 — pactipene-
JIeHVe He TIOYMHAETCS 3aKOHY HOPMAJIbHOTO pacIpefiernie-
Hus. Ecn p < 0,05, Torma HO oTBepramach u mpuHuManach
aJIbTepHATMBHAs TMIOTe3a 00 OTCYTCTBUM HOPMAIbHOCTH
pacnipenienennA. CTaTMCTMYECKN 3HAUMMYIO pasHMILY IIO-
Kasaresell MeXX/y I'PYIIIAMI ONIPERe/IAN 10 KPUTEPUIO
Kpackerna — Yornmica, KOTOpbIN MCHONb3yeTCA A CpaBHe-
HIA Tpex U 6oree BHIOOPOK. IIpuMeHs TUIIOTe3bL: Hyrte-
Bas runoresa HO - pasHnia B nuccienyeMpIx IoKasaTe/six
MEXIy IPYIIIaMI OTCYTCTBYeT, a/lbTepHATMBHA TUIIOTe3a
H1 - nccnenyembre mokasatesy B IPYIIIAX OT/IIAIOTCH.
I[TpoBenenue uccrenoBaHmst OTOOPEHO TOKATBHBIM ITIYE-
CKMM KomuTeToM HanmoHanbHOro MEIUIIMHCKOTO MCCIe-
IOBATENbCKOTO LIEHTPa 34OPOBBs feTell (poToKom Ne 12
or 23.12.2022).

Pesynbratbl

B mccnenosanuy NpyHUMaM yyacTue 22 MalyeHTa C IIpo-
ctbiM BB3, 10 manueHTos ¢ morpaHn4HeiM B3 1 67 ma-
1MeHToB ¢ puctpodudeckum BBID. Y Bcex maimeHTOB
MTPOBOJIVIN OLIEHKY CTeneHM TsXecTtu BB ¢ momombo
BupmuHremckoro nnpaexca tspxectu BB, ¢pusngeckoro
pasBuTHsA ¢ momolnsio nporpamm BO3 Anthro u Anthro
Plus 1 OLieHKY OTHE/MTbHBIX MeTAabONMMYECKIX TTOKA3aTerel:
ypOBeHb a/Ib0yMIHA, KaJIbLVIsI, MATHIS, JKele3a, (peppuTu-
Ha, CPb, Burammuua D u Butammua Blz. Pesynbratel npo-
BEPKI VICCTIElyeMBIX MeTabO/MYeCcKIX IoKasaTeselt Ha Hop-
MaJIbHOCTD pacIpefie/ieHNs IPYBeeHbI B Ta0/. 3. 3HaueHs
Bupmuaremckoro nuaekca Tsokect BB9, anTponomerpu-
YeCKIX U MeTabo/IM4ecKIX IIoKa3aTeIel aleHTOB C IIPo-
CTOJ1, TIOTPaHNYHOM U fucTpodudeckoit popmamu BBD
HPEACTaB/IeHbI B TAOT. 4.

Teuenne mpocroro BB 06b14HO He xapakTepusyeTcst Ha-
N4YMeM TPOsBIEHNI CO CTOPOHBI BHYTPEHHUX OPTaHOB
U CHCTeM OpPTaHM3Ma, 3a4aCTYI0 OTPAaHNIMBAETCS TONBKO
MIOpa>keHNeM KOYKHOTO ITOKpOBa. BUpMIHreMcKmit MHIEKC
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TsoKecT BBO y pmereli ¢ mpocroit dopmoit BB Haxom-
ca B puanasone or 0 o 20 6aioB, Meyada cOCTaBuUIa
2,5 6amna [2; 7,3], 9TO COOTBETCTBYET /IETKOI CTEHeHN Ts-
skectyt BbD. IIpu ananmse aHTpOIOMe TPMYECKIX ITOKa3are-
JIeil B TPYIIIle MALMeHTOB C IpocTbiM BB oxupenue 6p110
BBLABJIEHO y 9 manyeHToB (WAZ > 2, BAZ > 1), xpoHndeckast
6eKoBO-9HepreTuyeckass HefoctarodHocts (HAZ < -2)
IMarHOCTMPOBaHA y OJHOTO MAllMeHTa, /IeTKasA CTeleHb
HEJOCTAaTOYHOCTY IUTAHNA BbIABJIEHA Y IBYX NAIMI€HTOB.
Hccnenyemple MeTabonmdeckue MOKa3aTeI HAXO[UIVCh
B HOpPMa/IbHBIX IIPefiefax, 3a ICK/IIOUEHVeM YPOBH:I JKeresa,
KOTOpBIiT ObUT CHVDKeH Y IlecTy HanyenTtos (Me 14,21 [8,7;
22,63]).

Y pereit ¢ norpannyHoit popmoit BBS Menuana ungexca
BEBS coorBercrBoBana 12 [9,2; 13,5], uro O0sbIie, yeM
mpu npoctoM BB3, ogHaKO TakKe COOTBETCTBYET JIETKO-
My Te4eHUI0. YBemdeHne MefuaHnbl nupexkca BEBS cBa-
3aHO C [TOpPaKEHMEM CIMSVUCTBIX 000/I0UEeK U Ha/IN4YyeM
HEZIOCTATOYHOCTY MIUTAHMA B JAHHOM TPYIIIIe MalyeHTOB:
ocTpast 6eIKOBO-3HepreTidecKas HeROCTaToIHOCTh (WAZ
< -2) OTMeYayach y Tpex HalMeHTOB C IIOrpaHNYHbIM BBD,
XpOHMYecKas 6eIKOBO-9HepreTNYecKas HeOCTaTOYHOCTD
(HAZ < -2) - taxke y Tpex maumeHToB. [Ipu oueHke Me-
TabO/IMYeCKIX [OKa3aTesell y TAHHOI KaTeropuy 60IbHBIX
BBLABJICHO CHYDKeHue ypoBH: ButamuHa D (Me 33,04 [22,89;
38,15]), HeMOCTaTOYHOCTD U AeduiuT ButammHa D BbLsIB-
JIeHBI Y TpeX U ABYX MallieHTOB COOTBETCTBEHHO. Menua-

KnuHuyeckume nccnenosanig

Ha ypoBHA BuTamMmHa B , cocrasmna 521,5 [268,45; 614,55],
HeOCTATOYHOCTH BbISB/IEHA Y OfHOTO IIALMEHTA, fe(uIuT
[MaHOKOO/IaMVIHA BBISBJIEH Y ABYX IALIEHTOB, YTO MOXKET
OBITh CBA3aHO C OTPaHNYEHNEM B PALIOHe NALMEHTOB Oerl-
KOB >KMBOTHOTO IPOVCXOKIEHVSI 113-3a TIOPaKEHIs U3~
CTOI 06OIOYKM TIONIOCTH PTa U TUIIEBOMIA, & TAKKe HOpa-
JKeHIsI 3y0OUETIOCTHOI CHCTEMBI B BIJIE MHOXKECTBEHHOTO
Kapueca U JMCTPOQuI SMaI.

Tabnuua 3. IIposepka HA HOPMATLHOCHD PAcHpeOesleHUs

Iloxasarenn Tecr llanupo - Yunxka (p)
BEBS 0,001
WAZ 0,241
HAZ 0,002
BAZ 0,287
Anp6yMuH 0,001
Kanpumit 0,001
Maruun 0,001
JKeneso 0,001
DQepputnH 0,001
CPb 0,001
Buramuu B12 0,001
Buramuu D 0,001

Ta(fmma 4. 3nauenus anmponomempuiecKux u omoenvHvIx Memabonuueckux noxaszamerneii Y nauueHmos ¢ pa3nuuHvimu

¢opmamu BB
IToxasatenn IIpocroii BBO IMorpammunsiit B9 Jucrpodpuyecknit BBI
Ion:
KeH., % 14 (63,6) 4 (40) 38 (56,7)
MyX., % 8(36,3) 6 (60) 29 (43,2)
Bospacr, net 9,7 + 4,08 9,3 +4,01 9,6 £4,03
Me QI Q3 Me QI Q3 Me QI Q3
BEBS* 2,5 2 7,3 12 9,2 13,5 33 24,8 38,7
Anpbymmn* 43,5 41,5 44,9 42,9 40,25 43,9 37,8 32,49 40,77
Kanprmit* 2,45 2,4 2,53 2,46 2,43 2,49 2,3 2,2 2,4
Maramir* 0,84 0,81 0,86 0,94 0,88 1,3 0,84 0,79 0,9
Keneso* 14,21 8,7 22,63 10,5 10,22 11,17 6,43 3,23 13
Qepputun* 30,9 22,9 43,53 29,6 20,65 31,87 22 16,8 30,9
CPB* 1,01 0,4 9,8 1,37 1,002 2,107 8,19 1,76 31,15
Buramun B * 615,05 4354 8525 521,5 268,45 614,55 4894 340,95 615,05
Buramuna D* 35,54 31,29 38,41 33,04 22,89 38,15 27,85 15,6 37,87
HAZ 0,36 -0,13 1,02 -1,02 -1,9 -0,2 -0,87 -2,19 -0,03
mean Q25 Q75 mean Q25 Q75 mean Q25 Q75
WAZ** 0,57+0,7 0,26 1,12 -1,19+1,14  -2,02 -0,5 -1,4+1,4 -2,44 -0,45
BAZ** 03+146  -0,59 1,2 -0,74+ 1,15 -1,55 -0,05 -1,95+1,6  -3,14 -0,75

* HEPEMCHHI}IC, He MOAYMHAIOMNECA 3aKOHY HOPMAJIbHOT'O paClpeeneHn. HaHHbIC IIpEACTABIEHDI C ICIIONIb30BaHMEM MEIMIaHbI (Me)

u 25-ro u 75-ro mpouentuei (25 u 75%).

o HepeMeHHI)IE, TIOAYMHAIOIMECA 3aKOHY HOPMAJIbHOTO PacIIpeeNneHns.

HaHHbIe TIPENCTABIEHbI B BUMIE CPEJHETO aPI/I(i')MeTI/I‘-IeCKOI‘O

CO CpelHeKBaIPaTUIHBIM OTK/IOHEHNEM, a TaKxKe KBapTuwiamu (25 u 75%).

[lepMaToBeHeponorus u 1epMaTokoCMeTonorus
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Tabnuya 5. Pacuem suauenus p kpumepust Kpacxena - Yonnuca

ITokasatens Kpurepuit Kpackena - Yommuca (p)
BEBS 0,001
WAZ 0,001
HAZ 0,001
BAZ 0,001
Anpbymun 0,001
Kanpimit 0,001
Marxauin 0,016
JKeneso 0,001
DeppuTtH 0,206
CPB 0,001
Buramun B12 0,167
Buramuu D 0,013

[Tpu o6cmenoBaHmy MAIMEHTOB C FUCTPOdIIecKoit dop-
moi1 BBD mepguana unpexca BEBS cocraBuma 33 6amra
[24,8; 38,7], 4TO COOTBETCTBYET CPENHETDKEIOMY TeUEHIIO
BB3. Ilpu stom cymmapHsle 6amnbl BEBS 0-20 Habmoma-
JIACH V BeBATH HALMEHTOB, 21-45 6a/10B - y 50 manmeHToB
u 6oriee 46 6a/IoB — Y BOCbMM HALVIeHTOB. Jlerkas crerneHb
TSDKECTV, BBLAB/ICHHAA Y [IeBATH MIAIVIEHTOB, BEPOATHO, 00-
YC/IOB/IEHa OTCYTCTBUEM IIOPKEHMA C/IM3UCTBIX 060I09eK
U HaJIN4YYeM OTPAHNYEHHOTO KO>KHOTO ITaTO/IOTMYeCKOTO
Ipoljecca Ha MOMeHT ocMoTpa. [Ipy onjeHke aHTpOIIOMETpU-
YeCKMX ITOKa3aTesiell B JAHHOM IPYIIIIe IIALIEHTOB TsDKemast
CTemeHb HemocTaTouHOCTY InTanmst (BAZ < -3) BbIsB/IeHa
y 18 uenoBek, cpepHss creneHb (BAZ > -3, H0 < -2) -y 12 ye-
JIOBEK U HEOCTATOYHOCTD IIUTAHMSI JIETKOI crerenn (BAZ
> -2, Ho < -1) oTMevanach y 17 yenoBek. CTOUT OTMETUTD,
YTO HPY HTOM OCTpasi OETKOBO-IHEPreTNIeCKasl HEJOCTa-
touHocTb (WAZ < -2) 6bUIa OTMedeHa y 23 MAIMeHTOB,
a XpOHMYECKas OeTKOBO-IHepreTIecKast HeOCTATOYHOCTD
(HAZ < -2) - y 20 nanmenTos. [Ipu uccnenoBanmu Metabo-
JIMYEeCKMX MTOKa3aTesiell B TPYIIIie MALMEeHTOB C AUCTPodu-
4yeckM BB oTMevamich sABHbIE OTKIOHEHNA OT HOPMBI
CTIeRyIOLIIT MapkepoB: abOymMuHa (Me 37,8 [32,49;40,77]),
xenesa (Me 6,43 [3,23; 13]), CPB (Me 8,19 [1,76; 31,15]),
suTamuHa B, (Me 489,4 [340,95; 615,05]) u Burammuna D
(Me 27,85 [15,6; 37,87]). [imoansbymuHeMus BCTpedanach
y 22 manmeHToB ¢ guctpodmdecknm BB, nedumut sxere-
3a — y 38 manuenTos, nospienne CPb - y 39 manuenros,
HEJIOCTaTOYHOCTh BUTaMIHA B | BbIAB/IEHa ¥ 11 manmeHToB,
nedumMT BUTaMMHA B, — y YeThIpeX MalMeHToB, y AeBATH
Ye/I0OBeK OTMEYaach HEMOCTATOYHOCTh BuTaMimHa D, me-
¢uuut ButammHa D - y 22 4enoBek, rmy6oxumit fedymuT
BuTamMyHa D - y mectu manmeHToB. IIpy nccnenoBanum
YPOBHsI Ka/IbIIMA B CBIBOPOTKE KPOBYM MefIMaHa COCTaBuIa
2,3 [2,2; 2,4], rumoxanpuyemMus oT™MedeHa y 15 maieHTos.
Mepyana ypoBHa Maraus coctaswia 0,84 [0,79; 0,9], cau-
JKEeHJe YPOBHsI MarHus BBLABJICHO Y YeThIpeX IalVieHTOB
¢ nucrpodudeckoit popmoit BB2.

ITocne o6pabotku mokasaterneit BEBS, anTponomerpun
¥ pe3y/IbTaToB JTA00PATOPHBIX MCCIENOBAHMIL C OIIpefere-
HIJEM CTaTVYICTIYECKV 3HAUVMOI Pa3HULIBI MEXY MeIuaHa-
MM TpeX TPYII NaLMeHTOB C IIPOCTDIM, AUCTPOPUIECKIM
1 norpanndHbIM BBD ¢ ncnonbzoBannem kputepus Kpa-

CKeya — Yo/umuca ObUI BBISIB/IEHBI CTATUCTIYECKN 3HAIM-
Mble pasmaus B nokasarersix BEBS, WAZ, HAZ n BAZ,
a TaKKe BO BCeX JICCNIENYeMBbIX ITOKas3aTe/sIX MeTabosmde-
CKOTO 00OMeHa, 3a MCK/IIoYeHreM GeppuTIHa U BUTaMIHA
B, (Tabm. 5).

I ompefenieHyIA KOPPEeLALNI MEXXTY CTEIIEHbIO TSKECTH
Teyenns BB (mokasarenp BEBS), olieHKkoil HemocTaTou-
HocTy mtanus (nokasaremn WAZ, HAZ u BAZ), a Takxe
OTK/IOHEHMAMM MeTab0/INIeCKIX MAPKePOB UCIIO/Ib30Ba/IN
pacuer koapdunmenta koppenanyy CrnupmeHa. ITo pe-
3y/IbTaTaM CTAaTMCTUYECKVX PACYETOB BBIIBIEHA OOpaTHasI
KOppenAnyA MeXaly nokasareneM BEBS u anTponomerpu-
yeckumy nokasarensamu WAZ, HAZ n BAZ (p < 0,001),
a TaKXKe C TaKMMU MeTabONMMYeCKUMH TIOKA3aTe/sIMU, KaK
a/IbOyMIH, Ka/IbLINIL, JKene30 1 BuTaMuH D. 3HadeHus p
IIpefICTaB/IeHbI B TA0IL. 6.

Taxyum 06pa3oM, BBISABIIEHBI CTATUCTUYECKM 3HAYMMBIE
pasmuus B IIOKa3aTe/sIX CTeNeHN TSHKECTU IPOCTOro, HOo-
TPaHMYHOTO 1 AUCTpOdIdeckoro tTnos BB, B BemumHax
Z-score WAZ, HAZ 1 BAZ, a Taxoke B OCHOBHBIX MeTab 0/~
YeCKMX IOKa3aTeLX, TAKUX KaK a/TbOYMUH, Ka/IbIii, Mar-
Huit, >xene3o, CPb u Buramusn D. ITpoBenen ananms koppe-
JISILMY BBILIENIePeYNC/IEHHbIX ITOKa3aTerelt, IIpy KOTOPOM
BBISIB/IEHA OOpaTHAsI KOPpPe/ALMs CTelleHN TspKect BBO
¥ QHTPOIIOMETPUUYECKIX TTOKA3aTeTIel, a TAKKe OMOXMMI-
YeCKUX MapKepoB: alb0yMMHA, Ka/IbLius, Xejle3a M BUTa-
myHa D. PesynbTaThl nccienoBaHys MO3BO/IAIOT TOBOPUTD
0 TOM, YTO YeM 6ortee TsDKeIo mpoTekaeT BB, Tem 6oree
SIBHBIe OTK/IOHEHNA B aHTPOIIOMETPUYECKIX 1 OTHEeNbHBIX
MeTabOINYeCKIX II0Ka3aTe/IAX MbI MOXKeM YBUIETh.

B Hamrei pabore mopgTBep>KIeHa HEOOXOAMMOCTD VICCTIe-
TOBaHMA YPOBHA a/bOyMIHA IJIsI TMATHOCTUKY HETOCTa-
TOYHOCTY MMUTAHNSI, OGHAKO HaPsAY C aNbOYMUHOM HeMa-
JIOBaYKHBIM SIBJIIETCA OLleHKA YPOBHS KajIbLiMsA, MAarHus,
xernesa, CPb n ButammHa D. Pe3ynpraTsl Haero mcceno-
BaHU IIOATBEP>KAAIOT, YTO MeTabO/IMIecKie TOKa3aTey,
KOTOpbIe MCIIONIb3YIOTCS IS OLIEHKM OelIKOBO-9HepreTide-
CKOJl HeTOCTaTOYHOCTH, JO/DKHBI TPAKTOBAThCSA C YYETOM
IOIIO/THUTE/IbHBIX (PAKTOPOB, TAKMX KAK TSDKECTb TEUEHII
3a00JIeBaHNA, PACIPOCTPAHEHHOCTb KOXKHOTO IIpoIiecca
VI TAaHHbIE aHTPOIIOMETPHIL.

06cyxpexne

BB3 - TsKenblil TeHO[EPMaTO3, CONPOBOXKAIOIMIIC
He TOJIbKO MOPa)KeHMEM KOXKI, HO U OCIOKHEHVIAMI CO CTO-
POHBI IPYTVX OPraHOB M CUCTeM opraHusMa. OOIIpPHOCTD
KO>KHOTO ITpoliecca B BUJie 3PO3MIL U 5I3B, HANMM4e BTOPUI-
HOII MH(EeKLMM ¥ XPOHNYECKOTO BOCIIAJICHNA BCIECTBIE
HapyILIeHN: Mpoliecca 3AKMBJIEHN PaH MOTYT IPUBOIUTD
K pasBUTHIO leDUINTA MAKpO- ¥ MUKPOHYTpueHToB. Ha-
PALY € XapaKTepUCTUKaMI KOXKHOTO ITpoliecca Heo6Xoay-
MO YIUTBIBATh HaIM4le M CTETIeHb IOPAKEHN CTIM3UCThIX
00607109eK ITONIOCTY PTa U IUIIEBOJA, COCTOSHUE KUCTel
Ha npenMeT fedopMaluy ¥, eC/Iy OHA VIMEeTCs, ee CTe-
TIeHb, PUCK IJIOCKOK/IETOYHOJ KapLITHOMBI KOXKM M COCTO-
sHUe IMTAHNA NanyeHTa. Bce 9T mapamMeTphbl yYUThIBAET
bupmunremckas mxkana Tsxectu BED. Ilo pesynbraram
TIPOBEEHHOTO VCCNIENIOBAaHNA B TPYIIIE MAIMIEHTOB C IPO-
cTbIM 1 norpannyHbIM BB onenxa BEBS coorBeTcTBO-
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IIB3 153 ITorBd
Tun guar"osa

Puc. 1. Ilokasamenv unoexca BEBS no ¢popmam BEO

1 +

b3 1163 TTorbd
Tun nuarnosa
Puc. 2. Munamuka nokasameneti WAZ no gpopmam BB

BaJIa JIETKOMY TeUEeHMIO 3a00/IeBaHIs, TPV 9TOM MeLVAHBI
MIOKa3aTe/A B JAHHBIX TPYNIIAX OT/IMYA/INCD IIOYTH B IIATH
pas. B rpynne manyenTos ¢ gucrpodudeckum BB menna-
Ha oneHKM BEBS cooTBeTcTBOBaMa cpefjHelt CTeNeHy TsKe-
ctu BB3J, ofHako mpu 9TOM jlerkoe TedeHne 3a00eBaHms
HaO/TIONA/IOCh Y IEBSTH MAIMEHTOB, TSDKEIOe TedeHue 3a-

Tabnuya 6. Koppenayuonnas mampuua

KnuHuyeckume nccnenosanig

¥
N =
cm T o
o
6 :

B3 B3 Torb3d

Tun guartosa

Puc. 3. Junamuxa noxasameneti HAZ no ¢opmam BBO

JINS) 1163 TTorb2
Tun nuaruosa

Puc. 4. Junamuxa noxasameneti BAZ no gpopmam BBI

6onmeBaHMs1 — Y BOCbMI TanneHToB. [Ipy 06paboTke moKa-
3areneit BEBS B rpymnmax ¢ mpocTbIM, HOTPaHIYHBIM 1 [IVI-
crpodudeckuM BBO BbLAB/IEHBI CTATUCTIYECKY 3HAYMMBIE
Pas/MuMA B TADKECTY TeUeHNs 3a00/IeBaHNs C YPOBHEM P =
0,001. Pacnipenenenne mokasatens uHpgekca BEBS no dop-
mam BB3 npericrasneno Ha puc. 1.

HAZ BAZ Ans6ymmn Kanmpnmit Keneso Burammn D

0,487 -

BEBS WAZ

BEBS CrmpmeH p(rho) -
df (cremeneit cBo6ompr) -
p-3HavYeHMe -

WAZ CrmpmeH p(rho) -0,6197%*  —
df (cremeneit ceobompr) 97 -
p-3HadyeHue < 0,001 -

HAZ CrmpmeH p(rho) -0,486*** 0,650 =
df (creneneit ceo6opp1) 97 97 -
p-3HadyeHue < 0,001 1,000 -

BAZ CnmpmeH p(rho) -0,632%** 0,722
df (creneneii ceo6opp1) 97 97 97
p-3HavyeHue < 0,001 1,000 1,000 -

Anpbymnsa  Crmpmesn p(rho)

-0,639** 0,467 0,336 0,403 -
df (creneneit ceo6opp1) 97 97 97

97 -

p-3Ha4yeHue < 0,001 1,000 1,000 1,000 -
Kanpumit Croupwmes p(rho) -0,600** 0,440 0,399 0,411 0,571 -
df (cremeneit cBo6ompr) 97 97 97 97 97 -
p-3HavyeHue < 0,001 1,000 1,000 1,000 1,000 -
Keneso Crupwmes p(rho) -0,518*** 0,460 0,346 0,385 0,453 0,459 -
df (creneneit ceo6oppr) 97 97 97 97 97 97 -
p-3HaveHue < 0,001 1,000 1,000 1,000 1,000 1,000 -
Butamma  CrmpmeH p(rho) -0,310"* 0,163 0,134 0,233 0,239 0,100 0,269 -
D df (cremeneit ceo6oppr) 97 97 97 97 97 97 97 -
p-3HaveHne < 0,001 0,947 0,906 0,990 0,991 0,838 0,996 -

[Ipumevanue. H - orpunatenpHas KOppensuus.

*p <0,05,* p<0,01,*** p <0,001, onHOCTOPOHHMIT

[lepMaToBeHeponorus u 1epMaTokoCMeTonorus
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O1eHKa COCTOSHMS NMUTAaHMUA IManmeHToB ¢ BB moka-
3a/1a CTAaTMCTMYECKM 3HAYVMMble Pasny4uus B TPYIIax
HAI[IeHTOB C IPOCTHIM, IOTPAHNYHBIM U JUCTpOdUIe-
ckuM BBI c ypoBHeM p < 0,001 nmokasareneit WAZ, HAZ
u BAZ. Pactiperienenne nokasareneit WAZ, HAZ nu BAZ
o popmam BBD npencrasneno Ha puc. 2-4.

Harmre nccnenoBaHye OATBEpKAAET OUeBUIHbIE HAPY-
IIeHVs MUTaHKA Y MALUEeHTOB ¢ fucTpoduieckoit pop-
Moit Bb3, y 47 yenoBek U3 FAHHOI TPYIIIBI TALIMEHTOB
BbIAIB/IEHA TA M/IM MHAs CTENIeHb HY TPUTMBHOI HeJoCTa-
tounocty. Obpamtaer Ha cebs1 BHMMAHIE TO, 9TO B TPYII-
Ile IIALMEHTOB ¢ MpocToit popmoit BB y neBartu ueno-
BeK OBLIO BBLABIIEHO OXKMPEHNE, YTO, BEPOSITHO, CBA3aHO
C orpaHMYeHMeM OfIBUKHOCTY U3-3a MIOPAXKEHNA KOXMI
CTOII B BUJie IIy3bIpell U y4aCTKOB TUIIepkepaTo3a [9].
JlononunTenbHas OlleHKa MeTabOMM4ecKIX II0Ka3areei
M0Ka3aja JOCTOBEPHbIE PAa3INiNsA B YPOBHAX albOyMu-
Ha, Ka/Iblys, MarHus, xenesa, CPb u suramnua D y na-
IIVIEHTOB C IIPOCTBIM, IIOTPAHNYHBIM 1 AUCTPOPUIECKUM
Bb3 (p < 0,005).

CraTucTnyecky 3HaUYMMble Pa3IN4uA B yPOBHE ajlb-
OyMMHa Y MaIVIeHTOB C IIPOCTOI U JUCTPOGIIECKOIL
¢dopmoit BB 6piny paHee moKasaHbl B HECKOMBKUX
OTeYeCTBEHHBIX MICCTIENOBAHNAX, IPOBeAeHHbIX B Ha-
OVOHATbHOM MEIMUIMHCKOM MCCIef0BaTeNbCKOM
LIeHTpe 3H0pOBbs HeTell [26, 27]. CHUXKeHMe YPOBHA
anbOyMUHa OTMEYaa0Ch B TPYIIe NMAlMEeHTOB C AU-
crpodudeckum BBD (n = 22), Takxe MBI BKIOYUIN
HALMeHTOB C morpanu4Hoit ¢popmoit BB, y kotopsix
He HAa6/TI0f[a/I0Ch CTATUCTUYECKY 3HAYMMOTO CHIDKEHSI
YPOBHA anb6yMuHa.

[unokanbLyeMus BbIABIEHA TaKXXe y NMAIMIEHTOB C JC-
tpoduueckum BB (n = 15). CHIDKeHMe YPOBHS MarHus
OTMEYEeHO KaK IIpM IOTpaHNYHO (n = 1), Tak u pu fu-
crpoduueckoit popme BB (n = 4). CPB 6b11 3HAYMMO
HOBBILIEH Y ALMEeHTOB ¢ aucTpodudeckum BB (n = 39),
4TO CBUIETENBCTBYET O HA/IMYMY OYarOB XPOHUIECKO-
rO BOCHaseHNs U NHPUUMPOBAHHBIX 9po3uit. OTenbHO
CTOUT OTMETUTD YPOBEHDb COfIEP>)KaHNUA B KPOBM Kemlesa,
CHIDKeHMe KOTOPOTO BCTPedasioch KaK Ipu AUCTpodude-
CKOM, TaK ¥ npu npoctom BB3. Tak, npu npocrom B63
CHIDKEHHE JKeTIe3a OTMEYaIoCh Y IIECTH Ye/IoBeK, a Ipn
HUCTpoduIeckoM — y 38 demoBek. [laHHbIE pe3y/IbTAThI
MOATBEPXX/JAI0T BEPOATHOCTD PA3BUTNA aHEMMM Y MALN-
€HTOB ¢ IIpocToit popmoii BEI [24].

IMTanuenTs! ¢ pucTpodudeckort popmoit BbD nmonsepxe-
HBI PUCKY Pa3BUTHA OCTEONIOPO3a 13-3a CHVDKEHNUA TIOfI -
BIDKHOCTH, 3a/Iep>KKM TI0JIOBOIO CO3PEBAHMA, HAMNIMA
04aroB BOCHAJIeHN:, HU3KOTO MHJeKca MacChl Te/la I He-
[OCTATOYHOTO HOTPebIeHNs Kanblus 1 Butamuna D.
ITo pesynbTaTaM mcciefoBaHMA ypOBHA BuUTaMuHa D
BBISAB/ICHO Ha/IM4Me HEJOCTATOYHOCTY U Jeduuyra Bu-
tamuHa D npu morpanun4HoM u guctpodudeckom BBO:
HeJI0CTaTOYHOCTD AMAarHOCTMPOBAHA Y TPeX IAIVIeHTOB
C IIOTPaHNYHBIM U Y IeBATH YeI0BEK C AUCTPODPUIECKUM
BB, geduuut - y AByX MalyIeHTOB C IIOTPAaHNYHBIM U ¥
22 manueHToB ¢ pucTpodudecknm BB, rmyboxuit nedu-
LT — Y LIeCTH MAlMeHTOB ¢ JUcTpodudeckoir Gpopmoit
Bb3. ITpu 3TOM rnokxanblyieMus BbIsAB/IEHA TAKOKe Y I1a-
ueHToB ¢ guctpodpudeckum BB (n = 15). Onpenerne-
HUe YpOBHS BUTaMyuHa D 1 Kanpuys y DauyeHToB C Io-
rpaHny4Hoi popmoit BBD BrepBble IpoBefeHO B HallleM
MICCTIEIOBAHNM, COITIACHO Pe3y/IbTaTaM KOTOPOTo Ialy-
€HTBI JAHHOI KaTeropuy TakoKe MIMEIT PUCK pa3BUTHA
ocreomnoposa. Hamra pabora moprBepxgaer Heo6xoam-
MOCTb VICC/IEJOBaHNA OCTEOTPOIHBIX HYTPUEHTOB I
CBOEBPEMEHHOTO BBbIABICHN, TPOPUIAKTUKY U Jlede-
HISI OCTEOIIeHUN ¥ OCTEOIO0PO3a Iy AUCTPOPUIECKOM
BB [28].

B xope nccnenoBaHmsA KOPPEALIY COCTOSHNA IUTAHNA,
cTeneHu TsKecT BB M OTHenbHBIX MeTabonmnyecKux
HOKasaTesiell BbIABIeHa 0OpaTHas KOPPenALusa MexIy
nokasatesieM BEBS u anTponoMeTpuyeckumm noxasare-
nsavu WAZ, HAZ u BAZ (p < 0,001), a Taxxe ¢ TaKuMU
MeTabo/MNYeCKMI TOKa3aTe/AMM, KaK a7TbO0yMIH, Ka/lb-
uuii, >kene3o u ButaMud D (cM. Tabi. 6). ITu maHHbIE
CBUJETENbCTBYIOT O TOM, YTO IIPY YBeMYEHUM ITOKA3a-
tenss BEBS cHuxkaloTcst Z-score aHTPOIIOMETPUIECKUX
[IOKa3aTesell ¥ KOHL[EHTpAuus anbOyMUHA, KaIbLus,
JKerie3a ¥ BUTaMyuHa D. 3aBMCHMOCTD aHTpOIIOMeTpude-
CKMX ITOKa3aresneit oT mHpekca BEBS orpaxena Ha puc. 5.
Koppemnsauus cogeprxanus anbOyMnHa, Kayblyis, )enesa
u BuTamMuHa D co cTenenbio TsbxecTu BB cormacho no-
xasaTemo BEBS oTrpaxkena Ha puc. 6.

PesynbraThl Hallero MCCIeNOBAHNA TOATBEPKIAIOT, ITO
MeTabomuecKye MoKasaTe, UCIOMb3yeMble UL OLeH-
KU 6EIKOBO-9HEPreTU4eCcKO HeIOCTATOUHOCTH, HOTIK-
HBI TPAKTOBATHCS C YUETOM JIOMOTHNUTENbHBIX (haKTOPOB,
TAaKIX KaK TSDKECTb TeYeHUsI 3a00/IeBaHMsI, paclipoCTpa-
HEHHOCTb KO>KHOTO ITpOLIecca 1 laHHble aHTPOIIOMETPHUIL.
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Puc. 5. Aumponomempuueckue noxazamenu 6 3asucumocmu om unoexca BEBS
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Puc. 6. Koppensyus codeprcanus anvOymuna, Kanoyus, scene3a u sumamuna D co cmenenvro mancecmu BB coznacno nokasamenio BEBS

3aKnioueHune

ITanmentam ¢ BB9, moMuMo cocTOSHMSA KOKHOTO ITO-
KpOBa, HeOOXONMMO IIPOBOAUTH OLEHKY COCTOSHIS
CIUBUCTBIX 000/104eK, GYHKI[MOHATBHBIX 0COOEHHO-
CTeV COCTOSIHUSA KMCTEN U COCTOSHNUS NUTAHUSA C IIOMO-
IIbI0 TAKOTO HOCTYIIHOTO MHCTPYMEHTA, Kak brpmuH-
TeMCKMIT MHAEKC TXKeCTU OY/Ie3HOTO SIUAepPMONN3a.
OrneHKa HyTPUTMBHOIO CTaTyca M MeTabONMYeCKux
IIOKasaresiel JO/KHAa IPOBOAMUTHCA C YU€TOM JJAHHBIX
0 TSDKECTM TedeHUs 3ab0/leBaHUs [JIsI CBOEBPEMEH-
HOJ IMarHOCTUKM, MPODUIAKTUKN U TIedeHIsT OeKo-
BO-3HEPreTM4ecKol HeZOCTATOYHOCTY VM HapyLIeHM
HYTPUTUBHOTO cTaTyca. [yg OLleHKM HYTPUTUBHOTO
CTaryca, IOMUMO UCCIEfOBAHNS YPOBHs anbOyMMUHA
U peanbOyMMHa, HeMa/IOBOKHBIMI ITOKA3aTe/SIMM SIB-
JISAIOTCA JKene30, Kanblyil u BuTamuH D. JImarHoctuka

Nutepatypa

05 \

Buramun D
[\
<

0 20

0eTKOBO-9HEePreTMYECKOIl HeJOCTATOYHOCTY KpaliHe
Ba)KHa Ji114 nanyueHToB ¢ BBA. HecmoTpsa Ha To 4TO HY-
TPUTUBHBIE HAPYLIEHUs XapaKTePHbI I JUCTPOPU-
YecKoil u morpaHnyHoit ¢popm BBI, onn Taxke Moryt
HabmogaTbCst U 'y getelt ¢ mpocroit ¢popmoit BBEI. K co-
JKaJICHUIO, HEIOCTaTOYHOCTb MMUTaHNA TIPU JUCTpOdu-
YyecKoM U morpaHudHoM BB3 penko mopmaeTcs Kop-
PEKTUPOBKE TOIBKO PV HOMOIIN cHaTaHCUPOBAHHOTO
NUTAHMUA U Ha3HAYEHMUs [JOIOTHUTENbHBIX MUIIEBBIX
206aBOK 1M3-3a MHOTO(AKTOPHOTO TeHe3a 9TOro CO-
CTOsAHMA. BMecTe ¢ TeM cBOeBpeMeHHas KOMIIeHCAIUA
6e/IKOBO-9HEPreTMYeCKOll HeIOCTaTOYHOCTH U Aedu-
I[MTa MMKPO3/IEMEHTOB KpajiHe BaXKHa /I CUMIITOMA-
TU4YeCKOTo nedeHnsa BB, moBrIlieHsa KayecTBa SKU3HN
U CHVDKEHMSA PUCKOB PaHHEN MHBAIUAM3ALNUN Y JAHHOMI
KaTeropyy NanyeHToB.
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Congenital epidermolysis bullosa (CEB) is a group of genetically and clinically heterogeneous diseases characterized

by a tendency to form blisters and/or erosions on the skin and mucous membranes with minimal trauma. Multiple
complications of CEB in combination with the severity of the skin process lead to the development of nutritional
insufficiency and, as a consequence, to the development of anemia, secondary osteoporosis, growth retardation and
puberty.

Purpose of the study: to assess the severity of the course of various forms of CEB, the presence and degree of nutritional
insufficiency, its relationship with the course of the disease. To identify the main metabolic indicators that can serve

to determine nutritional insufficiency.

Material and methods. The study involved 99 patients with simple (n = 22), junctional (n = 10) and dystrophic (n =
67) CEB. The severity of CEB was assessed using the Birmingham Epidermolysis Bullosa Severity Score (BEBS). Physical
development was assessed using the WHO Anthro and AnthroPlus programs. Additionally, the following metabolic
parameters were determined in patients: albumin, calcium, magnesium, iron, ferritin, C-reactive protein, vitamin D and
vitamin B12.

Results. Statistically significant differences were revealed in the severity of all types of CEB, in the values of Z-score WAZ,
HAZ and BAZ, as well as in the main metabolic parameters such as albumin, calcium, magnesium, iron, C-reactive
protein and vitamin D. The correlation analysis of the above indicators was carried out, which revealed an inverse
correlation of the severity of CEB and anthropometric indicators, as well as biochemical markers: albumin, calcium, iron
and vitamin D.

Conclusions. The results of the study show that the more severe CEB is, the more obvious deviations in anthropometric
and individual metabolic indicators can be seen. Assessment of nutritional status and metabolic parameters should

be carried out taking into account data on the severity of the disease for timely diagnosis, prevention and treatment

of nutritional status disorders. Important indicators for assessing nutritional status are iron, calcium and vitamin D.

Keywords: congenital epidermolysis bullosa, nutritional deficiency, micronutrient deficiency, anemia, hypocalcemia,
vitamin D
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