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Bpostcoennuii 6ynnestoiii snudepmonus (BbI) — ecemepozertas epynna peokux eeHemu4eckux
3a6071e6aHULL, XAPAKMEPUSYIOUAUXC CKTIOHHOCbIO K 00pA308AHUI0 NY3bipeii u/unu 3po3uti Ha Koxce
U CIU3UCIBbIX 0007104KAX NPU MUHUMATILHOTE mpasmamusayuu. VI3-3a ocnosHeH Ul npu msienvix
¢opmax BBI paszeusaemcs HympumueHas HedoOCmamouHOCHb MHO20PAKMOPHOZ0 2eHe3d,
KOMmopast npusooum K 3adepscke pocma u nos06020 CO3PeaHUs, A Makie K pa3Umuio ocrmeoneHuu
U 6MOPUHHO20 OCIEONOPO3A.

Lenv — oueHumv 63aUMOC853b MeH0Y HATUHUEM U CHNENEHbI0 HYMPUMUBHOT He00CMAamo4HOCHU

u munepanvHoti nnomnocmoto kocmeti (MIIK) npu pasnuurvix gpopmax BB3.

Mamepuan u memoOvt. B uccnedosanuu npuHanu yuacmue 55 nayuenmos ¢ npocmoim (n = 19),
noeparuurvim (n = 5) u ducmpoguueckum (n = 31) BE3. Cpednuti so3pacm navuenmos —

11 + 3,53 200a. Pusuueckoe passumue oyeHusanu ¢ nomoujpto npoepamm BO3 Anthro u Anthro Plus.
ns ouenku kocmHoeo eo3pacma ucnonv3osanu npozpammy Auxology 20 bone u permeeHosckyro
mabnuyy KocnHozo 603pacma 07151 300posbix demetl U NOOPOCHKos cpedHeti nonocul Poccuu.
Onpedenernue MIIK ocyujecmensnu memooom penmeeHo6ckoii deHcumomempuu (DXA) noscruurozo
0moena N0360HOUHUKA C OUEHKOU Z-KPpUmepus.

Pesynvmamui. Anmponomempuueckue noxkasamesnu Oviiu 6 HOPMANLHLIX NPedenax y 60MbUUHCINEA
navuenmos ¢ npocmoim B3 (n = 12; 63,1%). Ilo pesynvmamam ocmeoo0eHCUmomempuu y écex
navyuenmos ¢ npocmoim Bb9 ommeuanuce Hopmanvruie nokasamenu MIIK. I1pu oyernke
anmponomempu4eckux nokasameseii npu nozparuuHom Bb3 y 2 (40%) nayuenmos ommeuanace
XPOHUMECKASA HYMPUMUBHASL HEOOCMAMOo4YHOCMY, y 3 (60%) nayuenmos — nezkas cmeneHv
Hedocmamounocmu numarnus. ITpu uccnedosanuu MIIK y 3 (60%) navuenmos 8vis67eHo cHuseHUe
MIIK. Y nayuenmos ¢ oucmpoguueckum BbD msncenas HedocmamouHocmvs NUumanust 0mme4anaco
y 11 (35,4%) uenosex, HedocmamouHocmv numanus cpeoHeti cmenenu -y 5 (16,1%), neekas cmeneHo
HedocmamouHocmu numanust — maxse y 5 (16,1%) uenosex. ITo 0aHHbIM OCe0O0eHCUMOMempuL,

y navyuenmos ¢ oucmpoguueckum BB evienenvt Huskue nokasamenu MIIK.

3axmouenue. HapyuieHuss HympumueHo2o cmarmyca 4ause 6Cpedarmcs npu Oucmpogpuueckom

u noepanuqrom B3, oonaxo moeym nabmooamvcs u npu npocmom BBD. benkoso-aHepeemuueckas
He00CMamouHoCMy, 0eUUUM HYMPUEHNO8 SB/ITI0MCS 00HOT U3 NPUYUH KOCHOLL pe3opouuu

npu BBO. [Ins cHusxceHUs pUucka passumus 0cmeoneHuu 1 0Crneonopo3a Heo0xo0umvl KOHMPOb
aHmMponomMempu4eckux nokasameseil, Ha3HaA4eHUe NUMAMenvHvIX CMeceli U 8UMamuHos

6 NPOPUNAKMUHECKUX U MEPANESIMUHECKUX UETIX.

Kmouesvte cnosa: 8posoerHuiii 0Yine3Hblil SNUOEPMONU3, HYMPUMUBHAST HEOOCTNAMOUYHOCND,
Oepuryum MUKPOIIEMEHIN08, MUHEPATLHAS NIIOMHOCMb KOCell, 0CteoneHust, sumamur D
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Beepnenue

Bposxnennslit 6y/miesublit sanupepmonns (Bb3) - rere-
pOTeHHasl IpyIINa PefKUX TeHeTHYeCKuX 3abo/meBaHuil,
XapaKTepU3YIOLINXCs CKIOHHOCTHI0 K 06pa30BaHMIO ITy-
3bIpelt 1/WI 9po3uil Ha KOKe U CTIM3UCTBIX 000/I0UKaxX
[PV MUHVMAJIBHOI TpaBMaTusaluu. B Hactosmmee Bpems
omycaHo 6omee 20 TeHOB, MyTalyU KOTOPBIX IPUBOJAT
K CHVDKEHMIO CHHTe3a GE/IKOB IepMO-3II1AePMabHOrO Co-
enuHeHuA. B3 MokeT Hac/emoBaTbcs KaK ay TOCOMHO-J0-
MJHAHTHO, TaK I ayTOCOMHO-pelieccrBHO [1]. Ha paHHbII
MOMEHT BBIJIeJIIIOT YeThIpe OCHOBHBIX ThIIa BB3: mpocroi,
HOTpaHMYHBI, AucTpodudeckuit u cungpom Kunpnepa
[2]. Knuanyeckue mposiienust BBD xapakrepusyrorcs
He TOJIPKO MOpakeHMeM KOXKHOTO IOKPOBa M C/IV3UCTBIX
00607104€eK 1 MOTYT BapbUPOBAThCS OT JIETKUX [IO KpailHe
TSDKEJIBIX B 3aBUCMMOCTHU OT (opMbl 3abomeBanus. Tak,
I pucTpodudeckoro u morpannyHoro BB xapaxrep-
HBI OCJIOKHEHMS CO CTOPOHBI BHYTPEHHVX OPTaHOB B BIJie
CTPUKTYp INIIEBOJA U YPeTphl, 3all0POB, a TAKKe [VJIa-
TaIMOHHOI Kapauomuonaruu (3, 4]. Ilpu gucrpodude-
ckoM BB3 yacTo BecTpedaroTcs OCTOXKHEHNA CO CTOPOHBI
OIIOPHO-/IBUTATE/IbHOTO allllapara B BUJIE TICEBIOCHHAAK-
TV TI/IbLIEB CTOI M KMCTEV U KOHTPAKTYP KPYIIHbBIX
cycraBoB [5]. Bce BbimenepedncienHble nposasaenns BbO
IPYBOIAT K HYTPUTUBHOI HEJOCTATOYHOCTY MHOTO]aK-
TOPHOTO TeHe3a. HecooTBeTCTBYE MeX/y MOBBIIICHHON
HOTPeOHOCTBIO B HYTPMEHTAX ¥ MX IIOCTYIIEHUEM B Op-
raHusM npu BB cBs3aHO ¢ HapylueHMsMu B Ipoliecce
HepeBapyMBaHYsI NN U3-32 IOPKEHNS CIM3UCTBIX 060-
JIOYeK KeTyTOYHO-KMIIeYHOTO TPAKTa M C IOTepell allie-
TITA U3-3a 3aTPYIHEHNII [TIOTaHMA U CTpaxa 60/Ie3HeHHOTO
aKTa gedexanyy Mocie mpyeMa I TPV XPOHINYECKIX
3anopax [6]. Hanmane o6umpHOro spo3muBHOro Iporecca
Ha KOXKe COIIPOBOXKIAETCS IIOTepell MaKpo- Y MIUKPOHYT-
PVIEHTOB, YTO IPUBOUT K MHTeHCM(MKALMM KaTabom3Ma
M aHaOO/MMYeCKNX pelapaTyBHbIX IPOLIECCOB, BCIEACTBIE
Yero yBe/MUMBAETCS SHEpreTidecKas 1 6emkoBas moTped-
HOCTb [7]. Heduumt MUKPO37IEMEHTOB ¥ BUTAMIHOB HIPU
BB3 npuBoAuT K 3ajiepXKKe pOCTa M TI0JIOBOTO CO3PEBAHNI
[8], a Tax>ke K pasBUTHIO OCTEOTIEHNM Y BTOPUIHOTO OCTe-
omoposa [9]. [InkoBoe HaKOIJIeHNe KOCTHOM MAacchl O-
cruraercs K 20-25 rofiaM 1 sIB/IAETCA pe3epBYapoM Ha BCIO
JKI3HB, OCTTe 25 jieT Hab/ofaeTcss HeGOMbIION IIPUPOCT
KOCTHOJ MacChl, KOTOPBII HAIIPAMYIO 3aBUCUT OT (hy3ude-
CKOVI aKTMBHOCTH [10], HO I ALIMEHTOB C TAXKETIbIM Te-
yeHueM BBJ xapakTepeH MalOIOABIDKHBI 00pa3 >KU3HY,
YTO SB/ISETCS HOMOMHUTENbHBIM (GaKTOPOM PUCKA CHI-
>KeHVs MUHepayIbHOI ioTHocTn Kocreit (MIIK) [11, 12].
B nccrnepoBanuu 2020 r., mpoBefeHHOM Ha 6asze OTAY
«HMWII 3n0poBbst geteit» M3 PO, 610 1oKa3zaHo, 4To
IPU3HAKY [IpeobyIajaHs pe3opOLyy KOCTHOI TKaHY Haj
HpolleccaMyl OCTeoreHe3a MMEIOTCS Y OOMBLIMHCTBA JleTell
¢ BBO [13]. B 3apy0e>KHBIX MCCIETOBAHNAX OIMCAHBI CITy-
Yayl ITaTOIOTMYECKIX IIePeIOMOB BC/ICICTBYIC BTOPIYHOIO
OCTEOIIopo3a V JeTell X HOJPOCTKOB € AUCTPOPUIECKUM
u norpannyapiM BB3 [14, 15].

IJenv — OLeHUTb B3aMMOCBS3b MEXy HaIM4IMeM U CTe-
HEeHbI0 HyTPUTUBHOI HEIOCTAaTOYHOCTY M pe3y/IbTaTaMu
PEHTIE€HONIOTMYECKON OLIEHKI COCTOSIHMA KOCTHOV TKaHU
n MIIK.

[lepMaToBeHeponorus u 1epMaTokoCMeTonorus

KnuHuyeckume nccnenosanig

Matepuan u metogb!

ITpoBeneHO peTpOCIeKTMBHOE OHOMOMEHTHOE VICCTIe0Ba-
Hye. B nccreopanme BKIIOYaMM JaHHbIE TAIMEHTOB, TOC-
NUTaMN3MPOBAHHBIX B IepMATONIOINYECKOe OTHe/NeHNe
C I'PYTIIION JIa3epHON Xupypruy HanyonarbHOTo MegyLIH-
CKOTO MICCTIEIOBATENbCKOTO LIEHTpa 300poBbA feteit HVN
metckoit fepmaronoruu (r. MockBa) B mepuo ¢ OKTS0pst
2020 r. mo Mait 2021 r. [laHHbIe TIOTy4YeHbl METOFOM BbIKO-
IMPOBKY JAHHBIX 13 3aIMCENl UCTOPYM OOMe3Hell.
Kputepun BKIIOUEHM: MAIMEHTHI OT TpexX fo 18 met
000er0 I071a C IPOCTOI, IIOTPaHNYHOI U AUCTpoduYe-
ckoit popmoit BBD. Kpurepnun HeBKIIOUeHNS: AL IeHTbI
IO Tpex JIeT, MallMeHThl ¢ cuHApoMoM Kunpnepa. [lnar-
HO3 YCTaHaB/IMBa/IM Ha OCHOBAaHUY 3aIINCeil B UCTOPIAX
607e3HY MALVIEHTOB.

OneHky ¢u3NYeCKOro pasBUTUA fAeTeil NPOBOAM-
7Y € MIOMOIIBI0 NpUKIafHBEIX nporpaMm BO3 Anthro
u Anthro Plus. [ olileHKH cOmoCTaB/IeHNs MacChl TeNa,
IJIVHBI/POCTA, @ TAK)XXe MHJEeKca MacChl Te/la K BO3PacTy
U OIIpefielIeHNs HelOCTaTOYHOCTY MUTAHUA VCIIOTb30-
BaJIN TIOKa3arenb Z-score (OTKIOHEHE 3HAYEHMIT MH IV~
BUJya/IbHBIX IIOKa3aTeleil MacChl Tela ¥ POCTa OT CTaH-
JapTHBIX 3HAYEHWIT /IS JaHHOIT Torry/siuum). IIpu aTom
YUUTbIBA/IY BEIMYMHDI Z-SCore: Macca Tefa i BO3pacTa
(WAZ), poct ps Bospacta (HAZ), nHzmekc Maccel Tena
nmst Bospacta (BAZ). Hebuumr maccel Tena (WAZ) win
HeJoCTaTouHblil pocT/amuHy Tena (HAZ) pebeHka ycra-
HaB/IMBaIU IIPU BelIN4MHe, COOTBETCTBYIOIEI Z-score
< -2 SD. Bpicokuit OKa3aTe/lb pOCT/IIMHA Tela Xapak-
TepusoBaics Benmnunuoit HAZ > +2 SD. M36piTouHast
Macca Tea oneHuBanach Kak WAZ > 2 SD, a Takke nH-
IeKCOM Macchl Tefa st Bodpacta BAZ > 1 SD. ITanyeHThI
¢ Z-score Macchl Tena oT -1 /1o -2 OlLieHMBaNCh KaK IIa-
LIMEHTBI C JIETKOJ CTeIIeHbI0 HeOCTATOYHOCTH MIUTAHMA.
3HavyeHnnsa BAZ B nHTepBase oT -2 [0 -3 COOTBETCTBOBA-
JIM CpefiHeil CTEelleHM HeJOCTaTOYHOCTY MUTAHNA, HIDKe
-3 — TSDKEION CTeleHy HeJOCTaTOYHOCTY IuTaHu [16].
O1LieHKY KOCTHOTO BO3pacTa fieTell IIPOBOAVIIN C IOMOIIIBIO
peHTreHOrpad MUy KMUCTel! C 3aXBAaTOM JTYYe3aILICTHBIX CY-
CTaBOB B IIPAMOJI ITPOEKIVVI, BBIIIO/THEHHOJ HA PEHTTEHOB-
ckux ammaparax Advantx Legacy (GE, CILIA) u Clinodigit
(ItalRay, Mtamus). VIHTepIipeTanuio peHTIeHOrpaMM Ipo-
BOJIWIN C MCIIOTIb30BaHMeM mporpamMmel Auxology 20 bone
¥ PEHTT€HOBCKOI Tab/MIIbI KOCTHOTO BO3PACTA [IsL 3[0PO-
BBIX JIETell ¥ TIOPOCTKOB cpefHeit monocet Poccnu [17].
Omnpenenenne MIIK ocyuiecTBnAm MeTOIOM JBYX9Hep-
TeTUIECKOil PEHTIeHOBCKOIT abcopbumomerpun (DXA)
MOACHUYHOTO OTZeNa I03B0HOYHMKa L1-14 Ha anmapare
LunarDPX-MD (GE Medical Systems, CIIIA, 07-2012).
Ina ouenxkn MIIK y pmeteit MexxpyHapogHoe 001eCTBO
no kiamHudeckoit gecuromerpun (ISCD) pexomenpy-
eT JUCIIO/Ib30BaTh Z-KpUTepuil, IIpY 3HAYEHNAX KOTOPOTo
< -2,0 SD cnenyet gaBatb onpenenenne «Huskas MIIK ma
XPOHOJIOTMYECKOTO BO3pacTa» WM «HVDKE OXKM/JAeMBbIX
T10 BO3PACTY 3HAYEHUI», a > -2,0 SD — «B npefienax oxxupa-
eMBIX 10 BO3pacTy 3HadeHuit» [18, 19].

ITpoBeneHne nccnefoBaHms OGOOPEHO JIOKAIbHBIM 3THYe-
CKMM KoMMTeToM HanmoHanbHOro MeUIIMHCKOTO MCCTIe-
JOBaTe/IbCKOTO LEHTPa 340POBbs AeTeN (HpOTOKO}I Ne 12
ot 23.12.2022).

23



KAUHUYECKMe NCCNe10BaHUS

24

Pesynbratbi

B uccnemoBanmy mpuHAIM y4acTye 55 MAIMEHTOB C IIPOC-
TBIM, HOTPaHNYHBIM U JUCTpodmueckum BB, n3 Hux 31
(56,3%) meBouka u 24 (43,6%) manburka. CpesHuit BO3pacT
nauyenToB — 11 + 3,53 ropa.

Ipynna manmeHnToB ¢ mpoctoit gopmoit BBI cocrosna
u3 19 yenosek, us Hux 12 (63,1%) meBouexk u 7 (36,8%)
MaJIb9MKOB, CpeHuMii Bo3pact — 10,1 £ 4,1 ropa. ITo faHHBIM
peHTreHorpadym KNCTeit I OLIEHKM KOCTHOTO BO3PACTa,
y 10 (52,6%) 4enmoBeKk KOCTHBI BO3PACT COOTBETCTBOBAJI
KaJIleHJIApHOMY, ¥ 5 (26,3%) JertoBeK KOCTHBII BO3PACT OITe-
PpeXan KaJeHFapHbIiL, ¥ 4 (21,05%) YermoBeK KOCTHBII BO3-
pacT orcraBain oT KaneHzapHoro. [Tokasaret BAZ, HAZ
y1 WAZ 6b1111 B HOPMaJIbHBIX ITpefie/iaX y O0/IbIIMHCTBA M1a-
11eHToB (n = 12, 63,1%), y ogHoro manyenta HAZ < -2, uto
MOXXET CBUJIETE/IbCTBOBATb O XPOHMYECKOI OEIKOBO-3Hep-
reTIYecKOoii HelOCTaTOYHOCTH, TTOKa3aTenb BAZ ot -3 fio -2
HaOTIOfafIcs y IBYX NMALMEHTOB, YTO CBUAETENILCTBYET O He-
TOCTaTOYHOCTM IUTaHuUA cpefHeli crenenn. Ilokasarenn
BAZ > 1 oTMedeH y 4eThIpeX IAIMeHTOB, YTO OLEHNBA/IOCh
KaK Haju4ue u30bITOYHOI Macchl Tena. ITo pesynbraTam
onenky MIIK nmocpencTBoM 0CTeOmeHCUTOMET YN, B TPYTI-
Ile ITAIMEeHTOB € IPpocThIM BB3 y BceX mccnenyeMbIx Z-Kpu-
Tepuil HaxXooWICA B ivanas3oHe oT 0 1o +2,5, a CpesHuMii 1o-
kasarenb MIIK (BMD, r/cm?) cocrasu 0,831 + 0,244, uto
COOTBETCTBYET HOpMaJ/IbHBIM NoKasaTenam MIIK.

B mccnenoBanmy IpUHAIN y9acTHe TIATh Y€NIOBEK C TI0rpa-
HnuHbIM BBI, 13 Hux 3 (60%) meBouku u 2 (40%) Mambum-
Ka, cpegHmit Bo3pacT — 11,4 + 2,8 roga. B manHoIi rpymme
HanyeHToB y 3 (60%) YeroBeK KOCTHBI BO3PACT COOTBET-
CTBOBAJI KaJleHAapHOMY, Y 2 (40%) dermoBeK KOCTHBII BO3-
PacT OTCTaBasl OT KajeHapHoro. IIpu oLieHke aHTpomOMe-
TPUYECKMX MOKa3areriels y 2 (40%) maIjeHToB oKa3aTesn
WAZ 1 HAZ 6b111 Ha YpoBHe < -2 11 < -2 COOTBETCTBEHHO,
YTO CBUAETENBCTBYET O XPOHMYECKOi OeIKOBO-3Hepre-
TUYECKOJ HEROCTaTOYHOCTH, ¥ 3 (60%) nanyentos WAZ
HAXOfW/ICA B IMAIIA30HE OT -2 JO -1, 4TO CBUJETENbCTBYET
O JIETKOV CTeIIeHM HyTPUTUBHOI HefocTaroyHocTy. Ilpn
nccneposanmy MIIK Z-xpurepnit 0CTeOTeHCUTOMETPUN
y 3 (60%) maryieHTOB HAXOWJICA B AMaIia3oHe oT -2,3 10 0,1,
npy 3ToM cpenHumii mokasarenb MITK (BMD, r/cm?) coot-
BercTBoBa 0,739 + 0,233, YTO CBUIETENBCTBYET O CHIDKE-
Hyn MITK u tpebyeT mpodumakTuIecKux MepOTpyusITHIL
Ipynna maumenToB ¢ gucrpodudeckum BBD cocrosma
u3 31 genoBeka, 16 (51,6%) meBouek u 15 (48,3%) Manbum-

Pesynbmambt uccnedo8aHus

Ilokasarenn ITpocroit BB, n = 19
[Ton:
JKEH. 12 (63,1%)
MYX. 7 (36,8%)
Bospacr, net 10,1 £4,1

Cpennee Q25 Q75
WAZ 0,25+ 1,05 -0,1 1
HAZ 0,226 + 0,84 -0,06 0,78
BAZ 0,356 +1,67 -1,45 1,77

MIIK (BMD, r/cm?) 0,831 £0,244 0,649 0,992
Z-xputepnii ieacuromerpyy 0,084 + 1,168  -0,7 1

KOB, CpefHui1 Bo3pacT — 11,4 + 3,2 rona. [laHHbIe peHTTe-
Horpaduy KucTeil Ipy OLjeHKe KOCTHOTO BO3pacTa CBU/e-
TE/IbCTBOBA/IY O TOM, 4TO Y 21 (67,7%) denoBeKa KOCTHBII
BO3PACT OTCTAeT OT KaJleHAapHOro, ¥ 8 (25,8%) dermoBek
KOCTHBIif BO3PACT COOTBETCTBYET KaleHAapHOMY, ¥ 2 (6,4%)
Ye/IoBeK KOCTHBIN BO3PACT OIlepekaeT KalleHTapHbIitl. T4-
JKeJTast HeMOCTAaTOYHOCTD mutauusa WAZ < -3 Habmrofianach
y 7 (22,5%) naryeHToB, y 5 (16,1%) maijyeHToB OTMeYaach
cpenHsis cTereHb HepocrarouHocty mutanusa (WAZ or -3
T0 -2), y 9 (29%) uenoBek oTMedanach HeOCTaTOYHOCTD
rTanus nerkoit cremeny (WAZ or -2 mo -1), 10 (32,2%)
YesoBek ¢ HopManbHBIM WAZ. Tspkernas HeOCTaTOYHOCTD
nutanns (BAZ < -3) ormevarnach y 11 (35,4%) maimeHToB.
ITo pauHBIM OCTeOmeHCUTOMETPHUHL, ¥ 6 (19,3%) manueHToB
¢ nucrpodudeckuM BB Z-kputepnit HaXo{wiIcs B [ya-
nasoHe oT -4,9 110 -2,5, y ocTanpHbIX 25 (80,6%) yenoBex —
or -2,5 mo 0, cpegnmii nmokasarenb MIIK (BMD, r/cm?)
coctaBu 0,648 + 0,15, 4TO COOTBETCTBYET HUSKOMY COZIEP-
YKaHMIO MIHepajIa B KocTu (Tabmuia).

06cypeHune

ITo pesynbpraTaM NpOBENEHHOTO MCCIENOBAHUA HYTPU-
TUBHAas HEJOCTATOYHOCTD BbIABJIEHA Y IALMEHTOB C IU-
crpodudecknM 1 morpaHndHbiM BBJ, uto noareepxgaer
JaHHBIe 3apybexXHBIX uccrenoBanumii [3, 18]. Ilpn atom
HYTPUTVBHbIE HAPYIIEHNA BCTPEYAIOTCS U Y IAIVIEHTOB
¢ mpocToit popmoit BBI, 4To Mo>keT OBITH CBSI3AHO C pac-
IIPOCTPaHEHHOCTBIO 1 JIOKa/IM3al[yell KOYKHOTO T1aTO/IOTH -
YecKOro Iporiecca. Tak, Ipy reHepanu30BaHHOM IIPOCTOM
BB m3-3a 60/IBIION IIOAY TOPAXKEHNS KOXKI MOXKET
HaOJTIOfIaTbCs XPOHMYecKas OeIKOBO-9HepreTnIecKas He-
JOCTaTOYHOCTD, a TP IPOCTOM JIOKanu3oBaHHOM BB
¥3-3a IOPAXXEHWs KO CTOII U 60/IE3HEHHOCTH IIPY XOb-
Oe maI[MeHTBl BHIHYX/EHbI OTPAHMYIMBATD (PU3MUECKIE
HarpysKWy, 4TO IIPUBOAUT K HAOOPY M3OBITOYHON MacChl
Tena U OXXupeHuio [4, 5]. B Halem mcciefoBaHuy Briep-
Bble TIPOAHAIM3MPOBAHDI AaHTPOIIOMETPUYECKIE TIOKa3a-
Te/M IPYIIIbI MALYIEHTOB C MOTpaHNYHbIM BbB3, 4to aB-
JIIETCSL PEIKOCTBIO, TAK KaK HaHHas opma 3ab0/eBaHs
(B yacTHOCTY, mOATUIT XEP/IUTIIA, VIV JIeTa/IbHbII) Xapak-
TepU3YeTCA PaHHEN M/IaJIEHYECKON CMEPTHOCTDIO I TIAL-
€HTbI PEIKO NOKMBAIOT JIO OfHOTO Tofja. Y IBYX NallMEHTOB
¢ norpanngHeiM BBO Habmoganack XxpoHudeckas 6enko-
BO-9HEpPreTHYecKas HeOCTATOYHOCTD, Y TPEX MallVieHTOB
OTMeYa/Iach JIerKas CTelleHb HeJOCTAaTOYHOCTY NMTaHMA.

Ilorpannunbiit BB, n=5  Tucrpodmyeckmit BB, n =31

3 (60%) 16 (51,6%)

2 (40%) 15 (48,3%)

11,4+28 11,4 +3,2

Cpennee Q25 Q75 Cpennee Q25 Q75

-1,03+1,57  -2,13 0,31 -1,77+1,42 -2,59 -0,705
-1,284+1,36 -2,04 -0,13 -1,13+£1,58 -2,08 -0,05
-0,18+1,27 -1,27 0,5 -2,28+ 1,57  -3,85 -1,08
0,739+ 0,233 0,585 0,821 0,648 +0,15 0,548 0,703
0,02+1,239 -0,9 1 -1,28 £ 1,4 -1,95  -0,25
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OTCcyTCTBUE TSDKENbIX HApYIIEeHN) HyTPUTUBHOTO CTaTy-
ca y ZaHHOJI KaTeropuy HaljieHTOB MOXeT OBbITh CBA3a-
HO C IOTIOTHUTENIbHOI canyieMeHTanuel. Paciipenenenne
aHTpormoMeTpuyeckux rokasareneit (WAZ, HAZ u BAZ)
y HALMEHTOB C IPOCTHIM, HOTPAHNYHBIM U AUCTPOGUIe-
ckuM BBD HamIagHO IpefcTaBIeHo Ha iuarpaMMax pas-
maxa (puc. 1-3).

ITo pesynbTaram IpoBeIeHHO OCTEOfIeHCUTOMETPUY, CHU-
sxerre MITK Ha6m08anoch y manmeHToB ¢ IIOrPaHNYHbIM
u puctpogudeckuM BB3, uro cornmacyercst ¢ faHHBIMIU 3a-
PpybexxHbIX ccmenoBanmit [12, 21]. Pactipenenenue Z-xpu-
TepUs OCTEONEHCUTOMETPUM IIPEACTaB/IeHO Ha CTO/I6YATO
puarpamme (puc. 4). B oTeduecTBeHHOM MCClIeOBaHUM,
npoBeneHHoM Ha 6aze ®TAY «HMMIII 3nopoBes fgeteii»,
IIPY M3Y4eHNM MOKasaTesieil KOCTHOTO PeMOJETNpPOBAHIA
OBUI0 BBIAB/IEHO, YTO ITPOLIECCHI Pe30pOIY KOCTHOI TKaHU
Ipeo6/IajaloT Hajj IpOolieccaMyl KOCTeOOpasoBaHyA y Ialy-
eHTOB ¢ guctpodudeckoit popmoit BB, uto Mo>kHO 00D-
SCHUTD He TO/IbKO HapYLIEHNAMU HyTPUTUBHOTO CTaTyca
U ieUIMTOM BUTaMMHOB, HO ¥ CHVDKEHHOV U3MIeCKOi
aKTVIBHOCTBIO JAHHOII KaTeropu nanyenTos [13]. Onenka
MIIK y manyeHToB ¢ morpann4Hoit ¢popmoit BB B Hamem
MCCTIeOBAaHNY IIPOBOAMIACDH BIIEpBbIe, IIOTyYeHHbIE pe-
3y/IBTaThl CBUIETENIBCTBYIOT O TOM, YTO [JAHHAsS KATeTOpYL
MAIMeHTOB HaXOAUTCA B TPYIIIe PUCKa IO HAPYIIEHUIO
MIHepau3alnuy KOCTHOY TKaH! VM HY>KJAeTcsl B IIPOBefie-
HMY TaKVX IPOGUIAKTUYECKNX MEPOIIPUATHUIL, KaK IIpreM
BUTaMyHa D, onTyMmM3anys MUTaHUA 1 JBUTATELHON aK-
TUBHOCTIL.

3aKniouenue

Hapymenus HyTpUTMBHOTO CTaTyca 4allie BCTpEYaroT-
cs1 pu guctpodudeckom 1 norpannyHoM BBD, opHaxo
MOTYT Hab/mofiaTbcA 1 Ipu npoctoit popme BE3. benxoso-
9HepreTydecKas HeJOCTaTOYHOCTb, eVLUT BUTAMIHOB
U MUKPOS/IEMEHTOB SIB/LIIOTCS OFHON 13 IIPUYMH KOCTHOM
pesopbuyu npu BBD. [Ins cHyOKeHMsT prcKa pasBUTU
OCTEOIIEHUN U OCTEONOpO3a, a TaKXKe BO3HUKHOBEHNUA
[ATO/IOTMYECKIX [IePETIOMOB HeOOXOMMbI KOHTPO/Ib aH-
TPOIIOMETPMIECKNX ITOKa3aTesiell, Ha3Ha4deHe IINTaTeNb-
HBIX CMecell ¥ BUTAMUHOB KaK B MPOGMIAKTUYECKNX, TaK
U B TepaleBTUYECKNX Le/AX, ONTUMM3AIMA HU3MIeCKIX
HarpysoK. BBupy MynbTUCHCTEMHOCTI OCTIOKHEHWIA TPy

Nureparypa

KnuHuyeckume nccnenosanig

bynnesnsit snugepmonns, IpocToi TUIL o —HE—
BynnesHblit snMepMON3, JUCTpopudeckmit Tun | ————— L[ }—
BynesHsut snmepMosns, IOrpaHNIHbLI TUIT o M

-5 -4 -3 -2

-10
Puc. 1. Pacnpeoenenue noxazamens WAZ y nayuenmos ¢ B9
BynesHblit SIMAePMO/IN3, IPOCTOI THII | o —m-
Byne3Hblit snuaepMous, ZUCTPOGUIECKNIT THUIT | ® — H—
bynnesuslit snuepMonns, IOrpaHMYHBIIA THIT —{r
T T T T T T T T
6 -5-4-3-2-10 1
Puc. 2. Pacnpeodenenue noxazamens HAZ y nayuenmoe ¢ BBO
byne3Hblil a1IMepMOIN3, IIPOCTON THII — [
Byne3Hblit snngepMonus, puctpodudeckmit tun | —L [ ——
BynesHst anygepMosns, IOrpaHNIHbLI THII - T
T T T T T T T T
5 -4-3-2-101 2

Puc. 3. Pacnpeoenenue noxazamens BAZ y nauuenmos ¢ B9

Juarnos [ bynnesHblit snupepMonns, IpoCcToil TUII
By/nie3Hslit e pMonus, AUCTPOGUIECKMIT TUIT

BynnesHbIi sMepPMO/N3, HOTPAHNYHBII TUIT

17,5 4
15,0
12,5 1
10,0
7,5 7
5,0
2,5
0,0

-5 -4 3002 -1 0 1 2
Puc. 4. Pacnpedenenue Z-kpumepust ocmeodeHcumomempuu
y nayuenmos ¢ BB9

BB3 manuenTs ¢ guctpodudeckoit popmoit BB Txeno
TOJIIAIOTCS AUETOTEPAIINI, B CBA3K C YeM BOIIPOC HYTPH-
TUBHOJ! HOMIfIeP>KKM HalueHToB ¢ BB ocTaeTcs akTyasb-
HBIM JI/I51 I3y 4eHISL.
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Congenital epidermolysis bullosa (CEB) is a heterogeneous group of rare diseases characterized by a tendency to develop
blisters and/or erosions on the skin and mucous membranes with minimal injuries. Due to complications in severe forms
of CEB, nutritional insufficiency of multifactorial origin develops, which leads to growth retardation and full development,
as well as to the development of osteopenia and osteoporosis.

Purpose of the study: to evaluate the relationship between the presence and degree of nutritional deficiency and bone
mineral density (BMD) in different forms of CEB.

Material and methods. The study involved 55 patients with simple (n = 19), junctional (n = 5), and dystrophic (n = 31)
CEB. The mean age of the patients was 11 + 3.53 years. Physical development was assessed using the WHO Anthro and
Anthro Plus programs. The Auxology 20 bone program and the X-ray bone age table for healthy children and adolescents
of the middle belt of the Russian Federation were used to estimate bone age. BMD was determined by X-ray densitometry
(DXA) of the lumbar spine with Z-criterion assessment.

Results. Anthropometric parameters were within normal limits in the majority of patients with simple CEB (n = 12,
63.1%). According to the results of osteodensitometry, all patients with simple CEB had normal BMD values.

Two patients (40%) had chronic nutritional deficiencies and three patients (60%) had mild nutritional deficiencies

while assessing anthropometric parameters in patients with junctional CEB. 3 patients (60%) was revealed to have
decreased BMD. In patients with dystrophic CEB 11 patients (35.4%) had severe nutritional insufficiency, 5 patients
(16.1%) had moderate nutritional insufficiency, and 5 patients (16.1%) had mild nutritional insufficiency. According

to osteodensitometry data, low BMD values were revealed in patients with dystrophic CEB.

Conclusions. Nutritional status disorders are more common in dystrophic and junctional CEB, but may also be observed
in simple CEB. Protein and energy deficiencies and nutrient deficiencies are among the causes of bone resorption in CEB.
To reduce the risk of osteopenia and osteoporosis, control of anthropometric parameters, administration of nutritional
mixes and vitamins for preventive and therapeutic purposes are necessary.

Keywords: congenital epidermolysis bullosa, nutritional deficiencies, micronutrient deficiencies, bone mineral density,
osteopenia, vitamin D
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