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OBIIAA XAPAKTEPUCTHUKA PABOTbBI

AKTYaJbHOCTH NPO0JIeMbI

Bpoxnennsiit  Oymne3nsiid snuaepmonn3 (BBD) — »sro rpymma pemkux
HACJIEICTBEHHBIX 3a00JIEBAHUM, XapaKTEPU3YIOIUXCA HAPYIICHUEM MEXKKIECTOUHBIX
CBSI3€U B DMUACPMUCE WU AMUACPMATBLHO-IAEPMATLHOM COSAUHEHUH, YTO TPUBOIUT
K 0Opa3oBaHMIO Iy3bIpel Ha KOXE W/WIM CIU3UCTBIX O000JOYKaX Jaxe Mpu
He3HaunTellbHOM uX TpaBmupoBanuu (Fine JD, 2014, Atherton DJ, 2006). /i BED
XapakTepHO HAYyajlo C POXKJICHUS WM TMEPBBIX MECSIEB >KU3HU, HEMPEPHIBHOE
TEYEHUE C YaCThIMU OOOCTPEHUSMH, MOTUMOP(U3M KIMHUYECKUX MPOSIBICHUN U
MYJIbTUCUCTEMHOCTh TOPAXEHUs C BOBJICYEHHEM B MAaTOJOTMYECKHN IPOIEeCC
pasnuunbix opraHoB u cucreM (Fine JD, 2009, Freeman E.B, 2008). B 3aBucumocTH
ot reHetndeckoro nedexra BBD knaccubuuupyercs Ha 4 OCHOBHBIE (DOPMBI:
MPOCTON BPOXKJICHHBIA OYyJIJIC3HBIA SIUECPMOIIN3, TOTPAHUYHBIA BPOKICHHBIN
OyJUIE3HBINA AMUAECPMOIIN3, TUCTPODUUECKUNA BPOXKIACHHBIN OyIIE3HBIN AMHUIEPMOIIU3
u cunapom Kunmtep (Fine JD, 2014).

B Hacrosiiee BpeMsi METONOB MaroreHeTnyeckoro JieueHuss BBD  He
cymectByer (Bruckner-Tuderman L., 2013). Bce BpaucOHbIC MeponpusTHS
ABJISIIOTCS. NAJUIMATUBHBIMA M OTPAHUYMBAETCS CUMOTOMATUYECKHUMHU MOAXOJAMH K
neueHuio u yxoay 3a manumentom (Cohn HI., 2016, Hsu CK., 2014). YcuneHHbI#H
KaTaboJM3M Ha (POHE MHOMKECTBEHHBIX W/WJIU JUIUTEIHHO HE3aKUBAIOUIUX APO3UH,
yepe3 KOTOphIe TepseTcst 00JIbII0e KOTUYECTBO CEPO3HON HKUAKOCTH (MHOTa KPOBH),
COMPOBOXKIAETCS MOTEPEH U pacragom Oelka, YBETUUCHHUEM TEIUIO0TIauu. 3a4acTyio
MPUCOEANHSACTCS] BTOpUYHAS MH(EKIMs, 4TO BCE BMECTE MPUBOJUT K YBEIUUYCHUIO
notpebHocTH opranm3ma B Oenke u sHepruu (Fox F.N., 2003). B pesymbrare y
O6onmpHBIX ¢ BBD nMeroTcst nmpusHaku pa3TUYHON CTETICHH BBIPAKEHHOCTH OEIKOBO-
HYHEPreTUYECKON HEAOCTAaTOYHOCTH.

Haubonee Tsxensie hopmbl 3a0oseBanus u3 rpynnsl BBD - nuctpodudeckuit
Y TIOTPAHUYHBINA OYJIJIC3HBIN AMUIECPMOIIU3, COITPOBOKIAIOTCS BHIPAKEHHOUM OEITKOBO-
HSHEPreTUYECKON HEAOCTATOYHOCTHIO M HApYUIEHHWEM HYTPUTHUBHOI'O CTaTyca, 4TO
CTAHOBUTCS JOTIOJTHUTEIBHBIM (DAKTOPOM, CIOCOOCTBYIONUM O0JIE€ TSHKEIOMY
TEYEHUIO OCHOBHOTO 3a00JI€BaHWS W HETAaTUBHO BIUSIONIMM Ha POCT M Pa3BUTHE
peodenka (Haynes L, 2010, Tesi D., 1992).

Crenenn pa3paboTAHHOCTH TeMbI

BBD - Tmxkenoe reHeTHMYECKOe 3a00JEBaHUE C MYJIBTHCHUCTEMHOCTHIO

MNOpaX€HusA U C BOBJICUHCHHUCM B MaTOJIOTUYECCKUI IMpoHuecC pas3jiM4HbIX OPTraHOB H



CUCTEM C OOJBIIMM  KOJMYECTBOM OCJIOXHEHWH W HapyWIEHUH MHOTHX
dbusnonoruyeckux mporeccoB. B Hacrosiiee BpeMsi HE CYIIECTBYET METOJIOB
U3JICeYEHUs JaHHOTO 3a00sieBaHus. Bce MeTOIbI JieueHus: HanpaBieHbl Ha KOPPEKIUIO
T€X WIM MHBIX OclOXHeHuW. CTeneHp  HapylUIEHHs  MOUTaHUS  [PSMO
MPONOPLUHUOHANIBHA TsbKecTH BBD M NposBISAIOTCA NPEUMYIIECTBEHHO IIPH
pPacpOCTPAaHEHHBIX MMOPAKEHHUSIX KOXKHOIO TIOKpOBA M CIM3HUCTBIX 000JI0YEK
(Watkins J., 2016, Makaposa C.I"., 2016). OgHako u3-3a MHOTO()AKTOPHOTO reHe3a
HEJIOCTATOYHOCTH TNUTaHUsS KOPPEKUHs HYTPUTHBHOIO craryca neted ¢ BBD
ABJISICTCS CII0KHOM 3aa4eHl.

OtcyrctBue B P®D paboT mo oOleHKE HYTPUTUBHOTO CTaryca, pa3paboTKe
NEPCOHAIU3UPOBAHHBIX AITOPUTMOB HYTPUTUBHOM MOAJIEPIKKH JIJ1s1 OOJBHBIX JETeH ¢
BBD, o0ycnoBnuBaeT akTyalabHOCTh, HAYYHYIO M MPAKTUYECKYIO L[€IeCO00pa3HOCTh
ATOr0 IUCCEPTAMOHHOTO UCCIIEIOBAHUS.

Heap paGorel: pa3paborarh J1€4EOHO-IUArHOCTUYECKHE AITOPUTMBL IS
ONTUMHU3ALMNA HYTPUTUBHOM TNOMJEPKKU JE€Ted C BPOXKIECHHBIM OYJUIE3HBIM
AMUAEPMOIU3OM.

3agaum nccjie0BaHuA:

1. Onenutrp (akTUyeCcKoe MUTAaHUE OOJBHBIX JIeTell C BPOXKICHHBIM
OyJUIe3HBIM 3MHUAEPMOJIM30M AHKETHO-OMPOCHBIM METOJIOM C HCIOJIb30BaHUEM
KOMITBIOTEPHOM ITPOrpaMMBbl [l pacyeTa XMMHYECKOT0 COCTaBa palyoHa.

2. OueHuTh HYTPUTHUBHBIN CTAaTyC OOJIBHBIX AETeH ¢ pa3iIuyHbIMU (hopMaMu
BPOXKJIGHHOTO  OyJIJIE3HOTO  JMHUAEPMOJIM3a, C MPUMEHEHUEM  KIMHUYECKUX,
UHCTPYMEHTAJIBHBIX U JJAOOPATOPHBIX METO/I0B UCCIICIOBAHHUS.

3. OmpenenuTh KOMIUIEKC KIMHHKO-TAOOPATOpHBIX IMOKa3aTened, Haubosee
1EJIeCO00pa3HbIX JJisi MCIHOJb30BaHUS B KadyeCcTBE MHCTPYMEHTAa OLEHKH U
MOHHMTOPUHTA COCTOSIHUSI HYTPUTUBHOIO CTaTyca JETe ¢ BPOKJIECHHBIM OYJUIe3HBIM
AMUAECPMOIU3OM.

4. Ha OCHOBE BBISIBJICHHBIX 3aKOHOMEPHOCTEN pa3paboratb
NEPCOHAIM3UPOBAHHBIE TMOAXOJAbl K OpPraHU3alld HYTPUTUBHOW MOAJNEPKKHA B
KOMIUIEKCHON Teparuu AeTel ¢ BPOXKICHHBIM OyJIII€3HBIM SMTUACPMOIIU30M.

5. OueHnThb KJIINHUYECKYIO 3 (PEeKTUBHOCTH pa3pabOTaHHbIX
NEPCOHAM3UPOBAHHBIX NPOrpaMM HYTPUTHUBHON MOJJIEPKKU JETEH C BPOXKICHHBIM
OyJIE3HBIM SMUACPMOIIM30M C NMPUMEHEHHUEM KOMILIEKCA KIMHUKO-Ta00paTOpHBIX

IoKa3aTeJen.



Hayunast HOBU3HA

Bnepsoie B Poccun y pgereil ¢ BpOXKACHHBIM OYJUIE3HBIM SIUACPMOIUZOM
MPOBEICHO KOMIUIEKCHOE M3yYEHUE HYTPUTUBHOIO CTaTyca C OIEHKON (PU3UUECKOro
pa3BUTHS TpU TMOMOIIM KommbioTepHoil mporpamMmbl BO3 AnthroPlus (2009), c
WCITIOJIb30BAaHUEM IIKaJIbl OleHKH HYTpuTUBHBIX puckoB (THINC) u maGopaTopHbix
MOKa3aTeyied HyTPUTUBHOIO CTAaTyCA.

Brepssie B Poccuu npoBeeH aHaIN3 XUMUYECKOTO COCTaBA PALIMOHOB IPYMIIBI
JIeTeH C pa3IuuHbIMU (POPMAMH BPOKACHHOTO OYIIJIE3HOTO SMUIEPMOIIU3A.

Brnepsbie y AeTeil ¢ BpOXKIIEHHBIM OYJUIE3HBIM AMUACPMOIN30M YCTAaHOBJICHBI
3HAQYMMBIE CBSI3M MEXAY TOKa3aTeIsIMU TSHKECTH BPOXKACHHOTO OYJIJIE3HOTO
snuaepmonn3a (BEBS) ¢ mokazarensiMu uxX HYTPUTHBHOTO CTaTyca W IIKajbl
KOMITJIEKCHOM O1leHKH HyTpUTUBHBIX puckoB (THINC).

Bnepsoie B Poccun y pgereil ¢ BpOXACHHBIM OYJUIE3HBIM SHUAECPMOIU3OM
U3Y4YeHbl OCOOCHHOCTH OHMOXMMHYECKHX TIOKa3aTeleil KpPOBH B OTHOIICHUU
VICIIOJIB30BaHUs UX JUISl OLIEHKU HYTPUTUBHOIO CTATyCa U OINPEIEIIEHbl ONTUMAaJIbHbIE
KPUTEPUU JIJI1 €0 MOHUTOPHHTA.

Bnepsoie B Poccun y nmereit ¢ BpOXKICHHBIM OYJUIC3HBIM SIUACPMOIU3OM
pa3paboTaHbl  JIEUEOHO-IMATHOCTUYECKHE  QJTOPUTMBI IS ONTUMHU3AINH
HYTPUTUBHOW TOJCPKKH U OMPENESICHbl KPUTEPUU JJIsi OLEHKH 3(P(HEKTUBHOCTU
ITPOBOJAUMBIX MEPOIPUSATHI.

Teopernueckasi ¥ NPaAKTHYECKAS 3HAYUMOCTD

[TonyuenHbsle B XO0JI€ HCCIEIOBAaHMS PE3YyJbTaThl MO3BOJUIM pa3padoTaTh
MEPCOHAM3UPOBAHHBIE AJTOPUTMbl HYTPUTHBHOM TOAJEPKKU JeTel OOJIbHBIX
BPOXKJICHHBIM OYJUIE3HBIM JMUACPMOJIU30M, TMOBBICHUTh Kaye€CTBO HYTPUTHUBHOU
MOJJEPKKU B KOMIIEKCHOM JieueHuu Jere ¢ Bb3, 4to, kak moka3zaiu pe3yibTaThl
MIPOBEICHHOI'O HCCJIEAOBaHMS, OKa3bIBACT 3HAYUTEIIBHOE IOJIOKUTEIBHOE BIIUSIHUE
Ha TEUYCHHE KOXHOTO IMAaTOJOTHYECKOTO TpOoIlecca M OOIIEeCOMAaTUYECKU CTaTyC
nanueHToB ¢ BBD.

Pesynpratel  uccnemoBaHus  BKIKOYEHBI B Marepuanbl  DenepanbHbIX
KIIMHUYECKAX PEKOMEHIAIMKA MO BEICHUIO JETEH, CTPAJAOIINX BPOXKICHHBIM
OyJUIE3HBIM 3IHIEPMOJIU30M.

Buenpenne pe3yabTaToB pad0ThI B IPAKTUKY

OCHOBHBIE TIOJIOKEHUS TUCCEPTAITMOHHON PabOThl BHEAPEHBI U UCTIOIL3YIOTCS
B KJINHUYECKOMN MPAKTUKE OTIAEIEHUS AEPMATOJIOTUU C TPYNION Ja3epHON XUPYPTHU
HUMU Tlenuatpuu ®T'AY «HanmoHanbHbIN MEIUIMHCKUAN UCCIEN0BATENBCKHUM IIEHTP
310poBbsa  nereil" MunucTepcTBa 3ApaBooxpaHeHust Poccuiickoit ®Dexpepanuu



(rmaBHBIM Bpau — K.M.H. [lpsikonoBa E.FO.), rocynapcTBeHHOro aBTOHOMHOTO
yupexaeHus  3ApaBooxpaHeHus  «PecnyOIuMKaHCKUN — KIMHUYECKUH  KOXKHO-
BeHeporormdeckuii crancepy ([AY3 PKKB/I r. Kazanw) — (mmaBHbii Bpau K. Munymih),
TOCYJapCTBEHHOTO OIOKETHOTO YUpEeXACHUS 3ApaBooxpaHeHus «Kimamaeckuit
KoxHO-BeHeposorndyeckuid nucrnancepy» (I'bY3 "KKB/" r. Kpacnongap) — (rinaBHBIiM
Bpady — K.M.H. M.U. ['my3amMHH) M TrocynapCTBEHHOTO OIOJKETHOTO YUYPEKICHUS
3npaBooxpaHeHus: «OO0acTHON KOXKHO-BeHepoJsiorndecknii aucmancep» (I'bBY3
OKB/I r. Actpaxans) — (TJiaBHbIN Bpay — K.M.H. Jlymuenko B.B.), a Takxe BHeIpeHbI
B y4eOHbI Tmpoiecc Ha Kadenpe (PaxylbTeTCKOW MNeauaTpuu MeauaTpUIecKoro
¢dakynpTeTta Poccuiickoro HalnMOHAIBHOTO HMCCIEA0BATEIBCKOTO MEIUIUHCKOIO
yauBepcureta umenn H.U. ITuporosa (3aBenyroias kadenpoii - mpodeccop, A.M.H.,
akaneMuk PAH HamazoBa-bapanoa JI.C.) u xadenpe nepmMaTOBEHEpOJIOTHU U
kocMerosiorun  denepanbHOr0  rocyJapCTBEHHOTO  OIOKETHOTO  yUPEXKICHHS
JOTIOJTHUTEIBHOTO npoeccuoHaIbLHOTO oOpa3oBaHuUs «llenTpanbHas
rocyJapCTBEHHAasi MEIULMHCKAs akajgeMus» YrpabiieHus nenamu IlpesuaeHta
Poccuiickoit @enepanuu (3aBenytomas kadeapoit — a.mM.H. JI.C. Kpyrnosa).

MeTo10/10THSI U METOIbI MCCJIEIOBAHUSA

Metononorust uccieqoBaHus BKIIIOYaia OLIEHKY HyTPUTHUBHOIO CTaryca JAeTei
C BPOXICHHBIM OYJIJIE3HBIM 3MHIECPMOJIM30M, CO3/IaHUE J1€UeOHO-IUAarHOCTHYECKUX
QITOPUTMOB  JJIsI ONTUMH3ALUM HYTPUTUBHOW TOMJEPKKHM U  OLEHKY HX
3¢ ()EKTUBHOCTH € HCMHOJB30BAaHHEM Pa3pabOTaHHOTO KOMIUIEKCA KJIMHHKO-
Ja00paTOPHBIX MOKA3ATEIICH.

HccnenoBanrie BBIOJHEHO C COOJIOACHUEM TMPUHIIMIIOB JIOKa3aTEIbHOU
MEIUIMHBI (OTOOpP OOJBHBIX W CTAaTUCTUYECKas 00paboTka pe3ynbraTtoB). Pabora
BBITIOJTHEHA B JM3ailHE  OTKPBITOTO  MPOCIEKTUBHOTO  HCCIEIOBAHUS  C
MCIIOJIb30BaHUEM KIMHUYECKUX U CTATUCTUYECKUX METOJIOB.

OCHOBHBIE M0JI02KE€HN I, BBIHOCUMbIE HA 3AIUTY

1. Hetn, crpagaromme AUCTpohUUECKUMH  (OpMaMH  BPOXKIEHHOTO
OyJUIe3HOTO AMUIAEPMOJIN3a, UMEIOT TpyOble HapyIIeHUsS HYTPUTHUBHOTO cTaryca U
nokasatesiel (pU3nIecKoro pa3BUTHSI.

2. Nunexkc wyrputuBHbix puckoB THINC  sgBmsgercs  HageKHbIM
KOMILUIEKCHBIM MOKa3aTeJIeM JIJI1 OEHKU U MOHUTOPUHTa HEAOCTATOUYHOCTH MUTAHUS,
a Tak)Ke HApYIICHUS MPOIECCOB MUIIEBAPCHUS y IETCH ¢ BPOKIECHHBIM OYIUIC3HBIM

SIHUACPMOJIN30M.



3. BxiroueHne B KOMILIEKCHOE JIEYEHUE JIETEN C BPOXKICHHBIM OYJUIE3HBIM
SAMUACPMOIN30M HHJUBUAYATU3UPOBAHHOM JMETOTEpanuu CrocoOCTByeT Ooiee
obicTpoMy U 3((HEKTUBHOMY YITYUIICHUIO COCTOSIHUSI MTAIlUEHTOB.

CreneHb 10CTOBEPHOCTH Pe3y/IbTAaTOB

JIOCTOBEpHOCTh pE3yJbTATOB AMCCEPTALIMOHHON pabOThl MOATBEPKIACTCS
UCIIOJIb30BAaHUEM JIOCTATOYHOTO KOJIMYECTBA NAIMEHTOB B TPyNIax ¢ YYETOM
PENKOCTH TMATOJIOTMM M OTCYTCTBHEM BO3PACTHBIX pa3iUuuidl - BCE BBIOOPKH
CTATUCTUYECKU COIMOCTABUMBI. BBIMOIHSJICS NOCTATOYHBIM 00BEM J1TA0OPATOPHBIX U
WHCTPYMEHTAJIbHBIX METOAOB UcCCIeNoBaHus. [IpUMeHsIMCh COBPEMEHHBIE METOBI
CTaTUCTHUYECKON OOpaOOTKM MOITYYEHHBIX NaHHBIX. TakuM 00pa3oM, MOIy4YEHHbBIE
JIAaHHBIE, CAEIaHHbIE BEIBOABI U PEKOMEHAAIUN JOCTOBEPHBI.

Anpobanusi paboThl: MaTepuabl JUCCEPTALUU J0JI0KEHBI U 00CYKIEHbI Ha
Il HaygHO-TIpakTHYECKOW KOHPEpEeHINH «JlepMaToIornyecKue YTeHUs B MeIUaTpum
(Mockga, 2016), III nayuHo-mpakTHyeckoil KoHpepeHuuu «JlepmaTosoruyeckue
yrenuss B neauatpum» (MockBa 2017), XVIII cwe3ne mnemmarpoB Poccun
«AKTyallbHblE TPOOJEMBI MEIUATPUM» C MeXAyHapoaHbIM ywyactueM (Mockasa,
2017), 8-m EBpomneiickom Konrpecce neauarpos - Europaediatrics-2017 (7-10 utoHs
2017 rona, byxapect, Pymbiaust), V KoHpepeHIIMH, TTOCBSIIICHHOW UCCIEIOBAHUSIM B
0o0JacTu BpOXkJAEHHOro OysiesHoro snuaepmoiinza EB-2017 (3anbulypr, ABcTpus,
2017) [EB2017 - 5th World Conference of EB Research, Salzburg, Austria], Ha
XXXV HaydHO-TIpaKTU4YeCKOM KOH(PEPEeHIIMH C MEXIAYHAPOJIHBIM YYaCTHEM
«PaxmanoBckue ureHus: IlepcrieKTHBHBIE HAINpaBiCHUS AMATHOCTHUKUA U Tepanuu B
nepmaTtoBeHeposioruu U kKocMmeronorum» (MockBa, 2018), ma XX KOHrpecce
neauaTpoB Poccum ¢ MEXIYHApOJIHBIM y4acTHEM «AKTyaldbHBIE TPOOIEMBI
neguatpun» (Mocksa, 2018).

I[Myoankanuu nmo teme padoThl: MO TeMe AMCCEpTalUU OmMyOiIrMKoBaHo 10
neYaTHbIX paboT, B TOM uucie 9 crareil B PEIEH3UPYEMbBIX HAYYHBIX H3JAHUAX.
[Tonyuen mateHT Ha uzooOpereHue Ne2657542 ot 14.06.2018: “Cnocob obcnenoBaHust
JeTelt ¢ TUCcTpoPpuIecKoil GopMoit BpOKIESHHOTO OYIIE3HOTO HIepMOoIIn3a’”.

O0beM u cTpyKTYypa auccepranmu. Jluccepranus wusnoxkena Ha 160
CTpAaHMIIAX MAIIMHOMMCHOTO TEKCTa W COCTOUT W3 BBEIEHHUSA, 0030pa JUTEpaTyphl,
OMMCAaHMS METOJOB M 00beMa MPOBEICHHBIX HCCIIENOBAaHUN, 3 TJIaB COOCTBEHHBIX
UCCIIEIOBAaHUM, 3aKIIIOUYEHUs, OCHOBHBIX BBIBOJAOB IO paboTe, MPaKTUYECKHX
pPEeKOMEHJIallMii M CHUCKA JIUTepaTyphl, BkiIoudaromiero 109 HCTOYHUKOB, cpeau
KOTOphIX 37 OTEUeCTBEHHBIX W 72 HHOCTpaHHBIX, npuioxeHus. Pabora
WLTIOCTpUpOBaHa 22 TabnuuaMu U 32 pUCYHKaMHU.



JTu4yeckas Ikcneprusa: Pabora BemonHena B pamkax HUP «Ontumuzanus
o0lMX TMOAXOJ0B K JMArHOCTUKE, JICYCHUIO W peaduIuTallMd XPOHUYECKHUX
JepMaTo30B y Aetei» (Homep peructpanumonHoi kaptel B ETUCY HUOKP AAAA-
A17-117041800111-7; pazgen «M3ydeHue HYTPUTHBHOTO CTaTyca M HAyIHOE
000OCHOBaHHE TMEPCOHAIM3UPOBAHHON HYTPUTHUBHOM TMOAJNEPKKUA JIE€TEH c
nuctpoduueckoir  ¢opmoi  Oyiie3Horo  snuuepmonidzay  Ha  mpoBeneHue
UCCIIEIOBaHUsI OBLIO MOJYy4YeHO paspenieHue JIoKambHOro 3THYECKOro KOMHTETa
OI'AY «HannoHanbHbIM HAYyYHO-TIPAKTUYECKUI LIEHTP 340pOBBA AeTel» MuH3apaBa
Poccun Ne 2/16 ot 26 ssuBaps 2016 rona.

COIEPKAHUE PABOTbI

O0beM U MeTOIbI HCCJICIOBAHUS.

PaboTa npoBoauiiack B nepuo ¢ ssHBaps 2016 r. mo gexabps 2017 r. B HUU
neauatpun ®IAY «HMMULI 3m0poBbs nerei» Munzapasa Poccun (1.0. tupekTopa —
I.M.H., mpodeccop A.Il. ducenko): B ormenacHun aepmaroioruun OIAY «HMUIL
3M0poBbsT JieTei» MumznpaBa Poccum (3aBemyronmii otienenrieM aMH. Myparkia H.H.),
otneneHun npoduinaktuyeckon nenuatpun OPI'AY «HMUL 310poBbst  aeteit»
MunsnpaBa Poccum (3aBemyromiass  otaeneHweM  a.M.H.  Makaposa C.I).
JlaGopaTopHble HCCIIEIOBAaHWS BBIMOJIHEHH B IEHTPAJIM30BAHHOW  KJIMHHUKO-
nuarHoctuyeckor naboparopun OI'AY «HMUILL 3popoBbs npereit»y Mun3znpasa
Poccun (3aBenmyromias sabopatopueit, a.m.H. Cemukuna E.JI) u mabGopartopuu
WHCTPYMEHTANIbHON U JsaboparopHoit auarHoctuku ODPI'AY «HMULL 310poBbs
netei» Munsapasa Poccun (3aBenyrorias otaenenuem, 1.M.H. Koxxesaukosa O.B.).

B cooTBeTcTBUM C AM3aiiHOM HCCIEOBaHUSI ObUIM MOATAITHO OMpPEICIICHbI U
OIICHEHBI BCE TMOKa3zaTeNlu (KIMHUYECKUA U Onoxumudeckuil ananus kposu, THINC,
BEBS u np.) (puc. 1), a Takxke, ¢ y4eTOM TOCTaBJICHHBIX 3ajad, ObLa MPOBEACHA
OLICHKa HYTPUTUBHOIO cTaryca jaerei ¢ BBD, Bkitoyas OlleHKy HyTPUTUBHBIX PUCKOB
¢ wucnoiab3oBanneM mkanel THINC, cnemuansHo mnpemHasHAauYeHHOW JUISI ITHX
OOJIbHBIX; pa3pabOTaHbl aAJTOPUTMBl HYTPUTUBHOM TOAJCPKKHU; OINPEIeTICHbI
ONTUMAJIbHBIE KpUTEpUW 1isi  MoHuTopuHra e€ »sddextuBHocTH. OreHKa
3G (HEKTUBHOCTH JUETOTEPAINIMU B COCTABE KOMILJIEKCHOTO JICYEHUS MPOBOAMIACH HA
rOCMUTAIBLHOM dTalle ¥ B MEpUO]I aMOyIaTOPHOTO HaO0IeHHs Yepe3 1 u 6 MecsIieB.
brina mpoananu3upoBana 3¢(HEKTUBHOCTh KOMIUIEKCHOW TEpAanuy B 3aBUCUMOCTH OT
TOTO, OBUTM 1M BBIMIOJIHCHBl HA3HAYCHHBIC PEKOMEHIAIMA, B TOM YHCIEC H

nuetorepanuu (N=32) uau Het (N=11).



I[HfiﬂﬁH HCCJICA0BaHUsI: OTKPBITOC IIPOCIICKTUBHOC UCCIICJOBAHNC

[ BonbHble € Bpos#AeHHbIM BynnesHbIM annaepmonnzom (n=60) ]
Nuctpoduyeckuit GynnesHblii MpocTtoit GyNnesHbiit anMaepMonns
anumaepmonms (n=43) (n=17)

!

* OueHKa $aKTMYECKOTO MUTAHUA (GHKETMPOBAHWE 3X CYTOUHOTO MWUTaHUA);

* AHANM3 XMMUYECKOTO COCTABA PALIMOHOB

* OugHka nokasaTened M3MYECKOTO Pa3BATMA (Z-score)

* OnpegeneHre ceHCMBWMAM3ALMK K NUWeBbIM Benkam (MmmyHokan),

+ OueHka nokasateneid BUPMMHIEMCKOro MHAEKCE TAMecTH BynnesHoro snugepmonunsa
* LLIKana oueHKM HYTpMTMBHbIX puckos (THINC)

* OueHka nabGopaTopHLIX NoKasaTenei

* OueHka NokasaTeneil feHCMTOMETPHM M PEHTTEHOTPAMMBl KOCTEA KUCTER.

-
AHaNM3 M CpaBHUTENbHAA OLIEHKa NOAYYEHHbIX AHaNW3 ¥ CPaBHUTENbHAA OLLEHKA NOAYYEHHbIX
OaHHbLIX Y geTeid ¢ [163 (n=43) AaHHbIX v Aetei ¢ NB3 (n=17)
|
(
PaspaboTka MHAMBMAYANbHLIX NedeBHO-AMArHOCTMYECKMX aNTOPMTMOB A8
ONTUMU3ALMM HYTPUTMBHOM MOAAEPHKKM AETEH C BPOMAEHHLIM BYANesHBIM
Lkn HyTP AACOIKKM I oA Y * Payuenmbl, noTyuuEULLE
INUOEPMONTHU30OM
L KOMATEKCHOE TeueHue, € MoM
yucne duemomepanuo,
- COOMBENCMGEHHO
eROMEHOAYUAM,
OugHKa 3hHERTUBHOCTH OLEHKa COCTOAHMA NaUMeHTos Ge3 p W
MHAMBKAYANLHON HYTPUTHBHOM AMETOTEPANMK (HEKOMMNAEHTHBIE K Tayuenmel, He NOIYuUEHLUE
NPOrPammsl KOMMAAEHTHBIX MHAMBHAYANBHON HYTPUTHBHOM PEROMEROOBAHROE  KOMIIEKCHOE
* ( _32) }** { _11) JEYERHUE, & mom Yyucae
\ MaunenTos ™ (n= MpOrpamme NaumneHTs n= duemomepaniio, € NOTHOM 0OBEME.

Pucynoxk 1. /luzaiin uccnegoBaHus

KiauHnyeckue MeToabl HCCIACI0BAHUA.

B pamkax craumoHapHoro JiedueHuss BceM JeTsmM ¢ BBD mnpoBoaunoch
KOMIUIEKCHOE 0O0CJIeIOBaHME 10 €IUHOW TMporpaMmMe B COOTBETCTBHUHM C
MEXIYHAPOJIHBIMU PETJIAMEHTUPYIOMIMMHU JOKYMEHTaMH TI0 BEJCHHIO OOJBHBIX C
nanHoit maromoruert (Fine JD, 2014). TspkecTh KIMHUYECKHX MPOSIBICHUM
BpoxJeHHOTO BBD onenuBanack npu nomon BUPpMHHTEMCKOTO MHAEKCA OLECHKHU
TsokecTd  OyiesHoro souaepmonmza BEBS (Moss C., 2009). [lns pacuéra
NpUMEHSUTaCh aJalTHPOBaHHAs IIKaia s aereit Ha Oase Microsoft Excel 2010
(Muxkpocodrt, CIIIA) (Moss C., 2009).

MeToabl OLIECHKH HYTPUTUBHOI'O CTATYCA.

AHTPONIOMETPHSA U OLEHKA (DM3NYECKOT0 PA3BUTHS.

OmnpeneneHre Macchl Tela M POCTa  MPOBOAMIIOCH C HCIOJb30BaHHEM
CTaHJAPTHBIX OTKAJIMOPOBAHHBIX BeCOB U poctomepa. OrneHka (PU3NIECKOTo
pa3BUTHS JIeTed TPOBOAWIACH C TIOMOINBIO  CIECIHAIM3UPOBAHHOTO TAKeTa
npukiIagaeix nporpamm BO3 Anthro u Anthro Plus (WHO AnthroPlus for personal
computers Manual, 2009, WHO Multicenter Growth Reference Study Group, 2006),
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KOTOPBIC IMO3BOJIAIOT ONMPEACTUTh Z-score (OTKIOHCHHE 3HAYCHUH MHIUBUIYaIbHOTO
nokazarens: maccol tena (WAZ), pocta (HAZ) u unnmekca maccel tena (BAZ) or
CTaHIApTHOTO 3HAYCHHUS I JaHHOW momyysanuu). M30biTouHas wMacca Tena
xapaktepu3oBaiack WAZ>2 SD, BAZ>1 SD. BAZ or -1 pgo -2, d4ro
COOTBETCTBOBAJIO HEJAOCTATOYHOCTH MHUTAHUSA JIETKOW CTeneHdu, oT -2 a0 -3 -
HEJIOCTATOYHOCTH MTUTAHUS CPETHEH CTEICHH, HIKE -3 — TSKEIIOW HEJOCTAaTOYHOCTH
TUTAHUA.

I[J'ISI OIlEHKH _(PaKTHYECKOIr0 NHUTAHHUS IMIPUMCHSJICA aHKeTHO-OHpOCHHﬁ

METOJ C YYeTOM CheleHHOW mumm 3a 3 cyrok (Maprununk A.H., 1995) wu
WCITOJIB30BaIach KOMIbIOTepHas mporpamma «OrmeHka (HaKTHIeCKOTO MUTAHHUSI» Ha
ocHoBe rmporpammbl 1C (IIporpammusbiii npoaykt «l1C:Menuuuna. Jluetudeckoe
nutanuey, "Arenrctso KAIIUTAH").

KoMmjiekcHAsi _OlleHKA _CcTAaTyCca NHUTAHWS WM __HAPYIIEHHWS NPOLECCOB

INUIICBAPCHUHA IIPOBOAMWIACH C HCIIOJIB30BAHHEM IIKaJlbl OLCHKHW HYTPHUTHUBHBIX
puckoB THINC (Tool to Help Identify Nutritional Compromise) mis nereri B

Bo3pacte a0 18 wmecsaueB u crapme 18 MecsueB mocie €€ mnepeBoja U

auHrBUCTHYeCcKoW amantaruu (Haynes L, 2007). Jlns MOHUTOpHHTA cTaTyca MATAHUS
B TpOIecCe JTUHAMHYECKOTO HAOJIOACHUS HCIOJIh30Bajach PEKOMEHJIOBAHHAS IS
nareHToB ¢ BB ankera (Haynes L, 2007) mocite ee TMHIBUCTHYECKOM alanTaI|H.

OnpenejieHue NMOTPEOHOCTH B NMUTATEIbHLIX BelleCTBAX IIPOBOJAHIIOCH C

UCIIOJIb30BaHUEM (DOPMYJIIBI, PEKOMEHIOBAHHOM ISl ONPEACIICHUS YHEPTeTHUYECKUX
notpedbHocTeil nereit ¢ BBD, yuuThiBaromeil gpakTU4ecKyro Maccy Teja, BO3pacT,
pOCT, a TaKKe HaJIM4YWe JOTOJHUTEIHHBIX (PAKTOPOB — My3bIpe, WHMEKITMOHHBIX

OCJIOXKHEHUH W MoTpeOHOCTH B HaBepcThiBaHuu pocta (Fox A.T., 2003, Haynes L,
2007):

Macca Tena (Kr) X (KKaJ/Kr AJsi JAHHOT0 H PpocTa) X

[1 + cymma Tpex 10NMOIHUTENLHBIX GaKTOPOB|*

* TOTIOJTHATETbHBIC (DAaKTOPHI — 3TO: OTHOIICHHE IIIOMIA/IH ITy3bIpeH K IUIONIAH IIOBEPXHOCTH Teja
(IIIT): 20% — IIIIT 0,19; 40% — IIIIT 0,50; 100% — IIIIT 0,95; undeKkrnoHHbIE OCTOKHEHUS:
nerkue — 0,20; ymepennsie — 0,50; Tsxensie — 0,95; naBepcthiBanue pocta — 0,1-0,2.

I[I/IaFHOCTI/I‘IeCKaﬂ IJIMMHUHAIIMOHHAA IMETA U ITHNATHOCTHYECCKOC BBCIACHHUC

NPOAYKTA HA3HAYAJIUCh MO TMOKAa3aHUsIM C JAUArHOCTHYECKON LENbI0 JETAM C
nogo3peHueM Ha ITA, cornacHo kiauHuYeckuM pexkoMenaanusaMm (I[Ipotokon BeaeHus
nered ¢ mnuiieBod amnepruert / mox pea. A.A. bapanora, JI.C. Hama3zoBoii-
bapanogoii, C.I". MakapoBoii., 2016)
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JIabopaTopHbLIE UCCJICTOBAHNS.

VY Bcex I[GTGﬁ OCYHICCTBIIAIN O6HI€KJ'II/IHI/I‘-ICCKI/I€ aHaJIM3bl KPOBH, a4 TaAKIKC
OMOXMMUYECKHUI aHaIU3 KpOBH.
MoJieKyJISIPHO-TeHeTHYeCKAsl TUATHOCTHKA.

Kmuandeckas ¢dopma BBD ycranaBnuBaiach Ha OCHOBaHUH MOJICKYJISIPHO-
reHEeTUYECKOU JAUArHOCTUKH MCTOAOM MACCOBOTI'O IIApaJlJICIIBHOI'O CCKBCHHPOBAHUA
Ha obopymoBanuu lon S5 (Thermo Fisher Scientific, USA)

HNMMYHOJIOTHYECKHE ¥ aJJIEProJIorHuecKHe  MeToJbl  00cjIe10BaAHUS

BKJIIOUAJIM ~ OmpejiesieHre o0med KoHueHTpanuu IgE  chiBopoTku KpoBU ¢
UCIoJIb30BaHueM ammaparypa Access ® 2 (Beckman Coulter, USA) u sIgE
CBIBOPOTKM KpOBUM K Haunbojiee paclpoCTpaHEHHBIM THUIIEBBIM aJlJIepreHaM ¢
MOMOIIBIO  METOJIa HEeMpsIMOMl  MMMYHO(IyOpECHEHIIMM Ha aBTOMAaTHUYECKOM
anaym3arope ImmunoCAP250 (UniCAP System, Thermo Fisher Scientific, USA).
JdeHCcUTOMETPUSL W _peHTreHorpagus Kocreil KHUCTeill (OeHKa KOCTHOIO

BO3pacTa).

Omnpenenenne  MIIK  ocymecTBimsimim ~ METOAOM  ABYXDHEPIreTHUECKON

PEHTIEHOBCKOM a0COpOIMOMETpUM TOSCHUYHOTO oTjaena Imo3BoHouHnka LI-LIV
(octeonencutometpusi) Ha LunarDPX-MD (GE Medical Systems, USA, 07-2012).
Cumxenne MIIK muarnoctupoBanu mpu 3HaueHUM Z-SCOre He Gomee -2 SD, moce
nepecuéra Ha KOCTHBIM Bo3pacT peOeHka. PentreHorpadus KHUCTEH ¢ 3aXBaToM
Jy4e3arsiCTHBIX CYCTaBOB B TMPSMOHM MPOEKIIMK MPOBOAMIACH HAa PEHTTEHOBCKOM
anmapate Advantx Legacy (GE, USA) wu Clinodigit (ltalRay, Italy) ¢
UCTob30BaHueM TmporpaMMm «Auxology»20 bone u peHTreHOBCKO#M TaOMHUIIBI
KOCTHOTO BO3pacTa s 3J0POBBIX JET€W M IOAPOCTKOB cpeaHed mnosockl PO
(KykoBckwmiit M.A., 1995).

CraTtucTtuyeckue MeTOIbl MCCJEI0BAHUS. BBOJ, HAKOIUICHHE, XpaHCHUE U
NepBUYHAST COPTUPOBKA JTAHHBIX UCCIIEIOBAHUS OCYIIECTBISUIUCH C UCIIOJIH30BAHUEM
[1IK u IIIIIT Excel. MaTemaTtuko-cTaTucTiueckass 00padoTka JTaHHBIX HUCCIIETOBAHUS
nmpoBoauiack B onepanuonHoit cucreme Windows 7 IIpodeccuonanpnaas (Microsoft,
CIIIA) u ocymecTBieHa ¢ MOMOIIBIO TabmuuHOTo penaktopa Microsoft Excel 2010
(Microsoft, CIIIA), B wacTtHOoCcTH, ero Mmoayiedl "Anamu3 ganHbeix" u "Mactep
auarpamMm’ U MakerTa mporpaMM Mo CTaTUCTUYEeCKor 00paboTke naHHbIX Statistica for
Windows. Hcnonp3oBaluch METOIBI: pacdeT CpPEeNHUX 3HAYCHUH IMOKa3aTele
(cpenHero  apu@METHYECKOTO  3HAYEHMS, MOJbl, MEAHAHbI);  OIMpEJCICHHE
XapaKTePUCTHK KOJEOIEMOCTH MPU3HAKOB (IUCIEPCHUH, CPEIHEro KBaJApaTUYECKOrO

OTKJIOHCHM:, pasMaxa 3H3‘IGHHI>1, KBapTHUJIbHBIX OHCHOK); BBIYHUCJICHUC CTAaHAAPTHBIX
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OIMOOK CPEeTHMX 3HAYCHWA M OTHOCUTEIBHBIX YaCTOT, 4 TAKXKE UX JOBEPUTEITHHBIX
WHTEPBAJIOB; YaCTOTHAs U CTPYKTYpHAas XapaKTepUCTUKA MMOKa3aTeJeH.

OrneHka COOTBETCTBUS paclipeiesIeHHs] H3yUYEeHHbIX MoKa3aTeaeii HOpMallbHOMY
3aKOHY ITPOBEJCHA C MOMOIIBI0 KPUTEPHs OLIEHKH 3aKoHa pacnpenenenus amupo-
VYunka. OneHka 3HaUMMOCTH pa3/Inyusl CPEHUX 3HAYEHHM M YacTOThI MPOSBICHUS

rpymnmnax
HEeMapaMeTPUUECKUX

IIPU3HAKOB B  Pa3JIMYHBIX OO0JILHBIX nmpoBoguiiaCb € IIOMOIIBIO

napaMeTpuyeckux U METOJIOB  OILICHKHM  THIIOTE3:
napaMeTpudeckui kputepuil t-CTproIeHTa U HenapamMeTpuYecKuil kpurepuidi MaHHa-
Yutau. BeposTHOCT OMMOKHU (p) cUMTANIach CTAaTUCTUYECKH 3HaUYnMoM rpu p <0,05.
KINMHUKO-JIABOPATOPHBIE XAPAKTEPUCTUKU BOJIbHbBIX
BPOKJIEHHBIM BYJIJIE3HBIM SITNIAEPMOJIN30M

B Hacrtosmee mnpocnekTHBHOE HCCIeAOBaHHE ObLIO BKIOYeHO 60 merei,
HaOmoxaBmmxcsd B otaeneHun aepmaronorun OI'AY «HMUL 3popoBes aereit»
Munsznpasa Poccuu ¢ 2014 o 2016 rona ¢ auarnozom BBD B Bo3pacte oT 2 MecsiieB
10 16 net 2 mecsieB, CpeHUN BO3pacT cocTaBui 6,5 + 4,2 ner: 17 nereit ¢ [16D u 43
peoenka ¢ JIBD (tabn. 1). Ilepwon HaOmroneHHs 3a OOJBHBIMH COCTaBHI OT 6

MECALEB J10 2X JET.
Ta6muma 1. Pacnipenenenue nereii ¢ BB mo Bo3pacry, noiy u ¢popmam 3abosneBanus (N=60).

Mo 5-x net 5 net — 12 ner 127ner - 18 net Bcero (%)
Kinunnueckass | Ilpocras | Jucrpoduueckas | Ilpocras | ductpodu- IIpocras Huctpodu-
dhopma qyeckas yeckast
M 4 (6,6%) 6 (10%) 1 (1%) 9 (15%) 0 (0%) 3 (5%) 23 (39%)
b 6 (10%) 8 (13) 4 (6,6%) | 13(21,6%) 2 (3%) 4 (6,6%) 37 (61%)
Bceero (%) 10 (16%) 14 (23%) 5 (8%) 22 (36,6%) 2 (3%) 7(11,7%) | 60 (100%)

Koxnbiii maronoruueckuit mpouecc npu [IBD Hocun pacnpocTpaHEHHBIN
CUMMETPUYHBIA XapakTep U ObUI MPEACTABJICH MSTHAMH, MY3BIPSIMHU, DPO3USIMH,
OKCKOpHUAIlM, KOpPOUYKAMH, YeIIyHKaMH, MEJIKUMU pyOllaMu W B OCHOBHOM
JIOKAJIN30BAJICS B MECTaX HAMOOJBIIETO MEXAaHMYECKOTO BO3ACHCTBUSA. BhICHITaHwMs
yarie ObUIM MPEACTABICHBI My3bIPHBIMU 3JIEMEHTAMHU, PAa3JIMYHBIX pa3MepoB Ha (oHE
spuTeMaTo3HbIX TATeH. [ly3plpm pacnonaranuch Kak M30JMPOBAaHHO, TaK U
CTPYNIUPOBAHO, TIpu HEKOTOPHIX dopmax [1B3. Pexe BcTpewanuch rumepkeparos,
pyOII0BBIE U3MEHEHUS, TOPAXKEHNE BUAUMBIX CIU3UCTHIX.

npu JIBD
OOIIMPHBIX TUIOIIAJACH TMOPAKEHUSI KOXKHOTO TIOKPOBAa, C YacThIM TMOPaKEHUEM

Knunuyeckass kaptunHa XapakTepu3oBaiach 00pa3oBaHHEM

CIU3UCTBIX 000JI0YEeK pOTOBOﬁ nmojoctu W ria3. KoxxHbIi Impouecc HOCHUII

pacripoCTpaHEHHbI CHUMMETPUYHBIA XapakTep U ObLI MPeNCTaBiIeH NEPBHUYHBIMU
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MOP(OJOTUYECKUM DIIEMEHTAMH: TATHAMH, MY3BIPSIMHU, SPO3USIMH, PEKE S3BAMH H
BTOPUYHBIMH MOP(}OTOTHYECKHM 3JIEMEHTaMH: KOpKaMH, Yenryikamu, pyOramu,
MUIHyMaMH, aucTpodueld wuiam OTCyTCTBHEM HOrtei. Yacto BeTpeda nch
KOHTPaKTYPhI U TICEBOCHHIAKTUIIHAH.

B 3aBuCHMOCTH OT TSDKECTH, paclpOCTPAHCHHOCTH M HAUYHS TE€X WA WHBIX
KJIMHUYECKUX TPOSIBICHUN YCTaHABIMUBAJICS KIMHUYCCKUH IHArHO3 MPOCTON WIH
muctpoduaeckoir ¢opmel BBD. Jlmarno3 JIbD mnoxarBepxpanics TpH  HATUYHH
pa3MuHbIX MyTauui B reHe kosutareHa 7 tuma (COL7AL), I1BD — npu Hanmuuuu
myTanuii B reHax: KRT5, KRT14, TGMS5, DSP, PLEC, COL17A1.

Ilpu oleHKe THAXKECTH  KOKHOIO TMOPaKeHHsl C  TPUMCHCHHEM
bupmunremckoro (BEBS), nnaexkc BEBS npsiMo npomnopiinoHanbHO KOPPETUPYET CO
CTEIICHBIO MOPAXEHUsT KOXKHOTO 1mokposa (r>0,7) u gaet Ooyiee BHICOKHE MMOKA3aTEeNN

y aereit ¢ JIBD.

KOMIIJVIEKCHASA OEHKA COCTOSAHUSA IIUTAHUA U
HYTPUTHUBHOTI'O CTATYCA JIETEH C BPOXKJIEHHBIM BYJIJIE3HBIM
QIINIAEPMOJIN30M

KomnproTepHBIll aHAIN3 YHEPIETUYECKON LEHHOCTH M XHMHYECKOIO0 COCTaBa
(dakTUYECKUX PALMOHOB IMOKAa3aJl, YTO CPEHSSI CYyTOUHAs KaJOPUMHOCTh PalMOHOB
neteit cocraBisia oT 66,5% n0 134,4% ot HOpMBI IS 3M0poBbIX nered (M+m -
97,9+424,7). 1lo OTHOLIEHHIO K HHEPreTUYECKOM MOTPEOHOCTH, PACCUUTAHHOWU IO
cnienuanbHO (popmyrne uisi ompejieNieHus MUIEeBON motpedHocTu netsMm ¢ BBO,
noTpeOieHne dHeprun B 00CiIeN0BaHHON rpyrie coctaBisuio oT 44,0% mo 101,0%
(M£m - 73,64+22,8). Jlump y omgHoro pebOeHka B rpymnme aered ¢ JbD panuon
COOTBETCTBOBAJI HOpPME IIOTPEOJICHHS 10 KajgopuiHOCTH.  Jledurur nuranus
oOpaTtHO KoppenupoBai ¢ nokazaresem THINC (p<0,005).

Cpennue nokasaresiv SJHEPreTUYeCKON IEHHOCTH PALIMOHOB U UX XUMHUYECKOTO

COCTaBa M0 OTHOIICHUIO K HOpME MOTPEOICHUs MPECTaBICHBI B Ta0IUIIE 2.

Henoctarounoe motpebieHne MUK ObUIO CBS3aHO y OOJBINIMHCTBA JIETEH C
PE3KO CHIDKCHHBIM M 9acTO - U30UpaTeIIbHBIM allleTUTOM, a TaKKe ¢ OrpaHUuYCHHBIM
HaOOpPOM TPOAYKTOB M3-3a 3aTPYAHCHUH MPH TIIOTAaHUH.

KanopwuitHocTh pamviona mumena ciaabyl0 W CTaTUCTUYECKH HEJOCTOBEPHYIO
cBs3b (p>0,05) ¢ wmagexkcamu THINC u BEBS, 4ro TOBOpHUT 0 KOMILJIEKCHOM

HapYILIEHUU HYTPUTUBHOIO CTAaTyca y 3TOW KaTeropuu OOIbHBIX.
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Tabauua 2. CpenHssi SHepreTHIeckas IIEHHOCTh U CpeiHee MOTpeOIeHuEe HYyTPUESHTOB 110
pe3yibTaTaM KOMIBIOTEPHOIO aHAIM3a XUMHUYECKOTro cocTaBa panuoHoB aereit ¢ [1bD u JIBD.

®opma BD

Hyrpuenrsl

JAucrpopuyeckas

IIpocras

MaKpOHYTPHEHTBI 1 JHepreTH4Yeckas IEHHOCTh PALIUOHOB

KajopuiiHocTb, % OT BO3pacTHOI HOPMBI

AJis1 310poBbIx Aereil (M=+o)

66-134 (98+40)

64-141 (101433)

Kasopuiinocts, % 0T HOpMBI UIs1 00JILHBIX

44-101 (74+23)*

75-123 (91£21)*

BBED (M+m)
Beakn 82-203 (128+40) 84-175 (128+43)
JKupbi 68-177 (114+36) 71-159 (110+41)
YrieBoasl 63-115 (84+20) 55-131 (91+29)

MHUKPOHYTPHEHTBI

Buramuu A

22-387 (106+120)

32-128 (71436)

Buramuu B,

55-123 (87+23)

48-138 (98+38)

Buramun B,

57-155 (108+28)

71-189 (118+49)

Buramun C

27-106 (63+26)

98-241 (162+66)

Buramun E

101-190 (134+34)

113-302 (204+79)

Ca 38-114 (76+22) 30-136 (76+39)
Mg 84-243 (129+50) 77-180 (129+47)
P 75-167 (125+29) 71-206 (127+55)
Fe 60-141 (97+30) 84-227 (140+70)
*p<0,05
OuneHka aHTPONMOMETPHYECKHUX MOKa3aTeseil y 00JbHBIX ¢ Pa3jJMYHbIMHU
¢popmamu BB3.

[Tokazatemu WAZ, HAZ u BAZ y nereii ¢ 116D B 601ap1IMHCTBE CiTyyaeB ObUIN
B HopManbHBIX mpenenax (n=14 (82,3%)), y nBoux (11,7%) nereit oTmeuanach
HEIOCTaTOYHOCTh MUTaHus cpeaneit creneun (BAZ > -3/ <-2), y 1-ro (6%) pebenka
BAZ coctaBui > +1, 94T0 TOBOpUT 00 U30BITOUHOI Macce Tena. (puc. 2)

VY nanmenTtoB ¢ JIbD nokazarens WAZ ObL1 B Tipeiesiax HOpMaJbHBIX BEJIMYUH
Tonbko y 16 nereit (37,2%). BeipaxkenHoe cHMb>KeHUE nokazarenss WAZ B npenenax >
-3/ < -2 ormeuasioch y 11 nerert (25,5%), a 'y 15 (34,8%) nereit mokazarens WAZ
coctaBusl MeHee -3 (< -3). HAZ Haxomuics B HOpMaJbHBIX Tpefenax y 26 aeTei
(60,5%), yBenuuenue nokazarens (> +1) ormeuanock y 3 nereid (7%), CHU>XKEHUE B
npenaenax > -3 / < -2 —y 9 gereit (20,9%), camwkenne Menee -3 (< -3) — y 5 nereit
(11,6%). Cnegyer OTMETUTB, UTO 33/I€pKKa pOCTa peOEHKAa MOXKET XapaKTepU30BaTh
Haubosee TspKenble (OpMBI HYTPUTHBHOM HenocTarouHocTH. BAZ Haxonuics B
HOpMaJIbHBIX Tipenenax (> -2 / <+1) y 13 gereit (30,2%) ¢ Ab3. ¥ 11 mauuentos
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(25,5%) Habmromanach HETOCTATOYHOCThH MHUTAHUA cpenHed crerenn (BAZ > -3/ <-

2), ay 19 nereii (44,1%) - Tskenas HyTpUTHBHAs HeA0CTaTOUHOCTh (BAZ Huke -3).

0
Waz0,03 HAZO0,11 BAZ0,07

0,5
1 121
-15

2 2,27

2,48
-2,5

Ouctpoduuecan popma MpocTaa dopma

Pucynoxk 2. CpeHue mokasareiar OCHOBHBIX aHTPOIIOMETPUUYECKUX WHACKCOB B MOATPYIAX
JeTei ¢ mpocToi u auctpoduyeckoit popmoit BB

[Ipu cpaBHEHHMU aHTPOMOMETPUUECKUX HHJIEKCOB JETEed C pa3IuYHBIMU
dbopmamu BBED, ycTaHOBIEHBI CTAaTUCTUYECKH JOCTOBEPHBIE pa3IUYMs BCEX
unnexkco: BAZ (p<0,001), HAZ (p<0,01) u WAZ (p<0,001).

Takum oOpazoMm, misa aeteit ¢ auctpodudeckoit hopmoit BED, B oTinune ot
nered ¢ mpocrtod  (GopMoi  3a0ofieBaHUS, XapaKTEPHO CHIDKEHHE  BCEX
aHTPOMIOMETPUUECKUX WHACKCOB. TspKenass HEIOCTATOYHOCTh TMHUTAaHWUS  ObLIa
BBISIBJICHA TOYTH Y IIOJIOBUHBI eTe ¢ [IbO.

KomimuiekcHble mnokasarejJu OuHeHKkHM Ts:kecth BBD wm onenkm
HYTPUTHBHBIX PUCKOB Y neteit ¢ BBJ.

[Tokazarenn Tsbkectd OysutesHoro smuaepmosmza (BEBS) u mokasarenw
omeHkn HyTpUTHBHBIX puUCKOB (THINC) okazamuce cratucThdecku JTOCTOBEPHO
BbIllie B rpymme ¢ auctpoduueckoir popmoit BED (p<0,001), uto xapakrepusyer
TSKECTh 3TOM (POPMBI KaK B OTHOUIEHUH KOXKHOTO MATOJOTMYECKOTo MpolLecca, Tak U
B oTHo1IeHUU nopaxkeHus KKT v HapylieHuss HyTPUTUBHOIO CTaTyca.

Cssi3p bupmunremckoro unaekca Tsokectd BBD (BEBS) okazanacs o6paTHOi
cuibHOM (1=-0,78) cratuctuuecku 3Haunmoit (p<0,001) ¢ nunnekcom WAZ, oOpaTHoOi
ymepenno (r=-0,53) craructudecku 3Hauumon (p<0,001) — ¢ ungekcom HAZ wu
oOpatHoit ymepenHoit (r=-0,65) craructuuecku 3naunmon (p<0,001) — ¢ uHIEKCOM
BAZ. TakuM 00pa3oM, TSKECTh KOXHOTO TOPAXEHUS KOppeIUpoBalia ¢
HYTPUTHUBHBIM CTATyCOM peOEHKA.

3nauenus wkansl THINC BapeupoBanu ot 10 qo 55 (Me 30 + 10,47) y nereii ¢
npocroit ¢opmori BBD; or 25 nmo 95 (Me 60 + 17,63) y mnauMeHToB C
TUCTPO(PHUUECKON U CTATUCTUYECKU 3HAUUMO Pa3IUdaliuCh Mexay rpymnmnamMu. CBs3b
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mKanbl orleHKH HyTpuTuBHBIX puckoB (THINC) okasanace oOpaTHoii cHibHOM (T = -
0,75) cratuctuuecku 3Haunmoit (p<0,001) ¢ ungekcom WAZ, oObpaTHOI ymMepeHHOU
(r = -0,47) cratuctruecku 3HaunMoit (p<0,001) — ¢ urmekcom HAZ u oOpaTHOI
ymepeHHo# (r = -0,61) craructuuecku 3Hauumoint (p<0,001) — ¢ uagekcom BAZ (puc.
3). BupMHHIeMCKHI HMHIEKC TaKKe HMENT OOpaTHYIO KOPPEISAIHMI0 CO BCEMH

AHTPOIIOMCTPHUUICCKNMHU NHIACKCAMMU.

Correlation: r = -,7545

Caorrelation: r = - 4717

WAZ

o ~o. 95% confidence

HAZ

o, 95% confidence

20

30

THINC

20

THINC

Correlation: r = 6059 Pucynok 3. XapakTepucTuka CBS3H
B nHJaeKca HyTpuTuBHBIX puckoB THINC ¢
1. Ctemed | ekcamn WAZ (r=-0,75, p<0,001) HAZ (r=-

0,47, p<0,001) u BAZ (r=-0,61, p<0,001).

0 10 20 30 40 50 60 70 80 90
THINC

100

st moHuTOpUHTa 3(PGEKTHBHOCTH JAUETOTEpANMu B JajdbHEHIIEM ObLI
ucronb3oBad rnokazarenb THINC kak HauOosiee TOJNHO —XapaKTepU3YIOIIMMA
JUHAMUKY HyTPUTUBHOTO CTATyCa U COCTOSIHUSA OPraHOB MUIIEBApEHUs peOeHKa.

Oco0eHHOCTH OMOXMMHYECKHMX IMOKa3aTeJieil KpoBu y aereil ¢ BBI n nx

B3aMMOCBSI3b € AHTPONOMETPHUYECKUMHM MHAEKCAMM M KOMILUIEKCHBIMU
MoKa3aTeJsIMH HYTPUTHUBHBIX PUCKOB U TskecTH BBI.
CraTuCTHYeCKH JOCTOBEPHBIE pa3iWyusi B JBYX TIpynmax OOJIbHBIX

MPOJIEMOHCTPUPOBAIM TakWe ToOKazaTenu kak: anbOymuH (P<0,001), tpancdheppun
(p<0,05), oOmmit u mpsmoir Owmmmpyoun (p<0,01), AJIT (p<0,1), mienouHas
docdaraza (p<0,001),
BrisiBeHHBIE 3aKOHOMEPHOCTH OTPAXKAIOT Pa3IMdusl HE TOIBKO B HYTPUTHBHOM

kpeatmanH (P<0,01) w kpeatmHmHkuHaza (P<0,01).
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cTaryce JAeTei, HO U B COCTOSIHMM meudeHu (oOmmii u mpsamoi O6mnupyoun, AJIT,
menouHas ¢ocdaraza), a TakKe aKTUBHOCTH KaTaboiu3ma (KpeaTHHUH H
KpeaTMHKNHAa3a). YpoBeHb 001Iero Oelika ChIBOPOTKA ObUT CHWXXKEH Julib y 1
pebenka c JIb3. HopmanwpHbiil ypoBeHb 00miero Oenka y aereit ¢ JIbD, maxe mpu
HAJIMYUKM  BBIPAXXEHHOM HEJAOCTATOYHOCTH TMHUTAHUSA, OYEBUIHO OOBSICHSACTCA
rurnepramMmarioOyivHeMue Ha (poHe XPOHHUYECKOTO BOCHAJIUTENIBHOrO MpoIlecca.
bonee Toro y 14 nmereir (32,5%) ypoBeHb oOmiero Oenka OBLT IOBBIIICH.
COOTBETCTBEHHO, YpOBEHb O00IIEro Oelika CHIBOPOTKH B OTJIMYUE OT YPOBHS
anbOyMUHA, HE MOXET SIBISATHCS OMOXUMUYECKUM MAapKepOM HYTPUTHUBHOIO CTaTyca
y 3TOM KaTeropuu OOJIbHBIX.

Hanuune XpoHHWYECKOro BOCHAJIMTENbHOrO Tpouecca y jxaerer ¢ BBD
oTpaxaeTcsi Ha HHOOPMATUBHOCTH psifa MoKaszaTesei (B TOM uucie OOmuid OeloK,
TpaHceppuH, (QEeppUTHH), UYTO JE€JaeT HEBO3MOXKHBIM HCIIOJIb30BaHUE HUX IS
OLICHKM HYTPUTHUBHOTO CTaTyca, B pe3yjbTaTe OWOXMMHYECKUM MapKEepoM JJis
KOHTPOJISI COCTOSTHUSI HYTPUTUBHOTO cTaryca geTeil ¢ BBD B kinmHUYecKoi mpakTuke
MOXXET CIYXHUTh YPOBEHb albOyYMHHA B CHIBOPOTKE KpoBU. CHWXCHHE YpPOBHS
XOJIeCTepUHA BCTpeUYajoch y JeTedl ¢ HauOosiee HU3KUMH IOKa3aTesIMU
HYTPUTHUBHOTO CTaTyca M MaKCUMAaJbHBIMH TOKA3aTEISIMU HHACKCA HYTPUTHUBHBIX
THINC, gto xapakTepHo 11 Harnbosee TsHKeIbIX (opM HETOCTATOYHOCTH TTUTAHUS.

OrneHka MUKPOHYTPUEHTHOTO CTaTyca MoKas3aa, YTo 3Ha4uMo 0ojiee HU3KUM B
rpynne naereit ¢ [IbD okazamock conepkaHuUE TaKUX OHJIEMEHTOB Kak >KeJe30
(p<0,001), u xanbrwmii (P<0,05). YpoBeHb jkeie3a B CBIBOPOTKE KPOBU OBLII CHIXKCH Y
37 (86,0%) nereti ¢ JIBD. Jlebummt kene3a COMPOBOXKIAICA HAIMYUEM
Kene301ePUIUTHON aHEeMHH, TATEHTHOTO JIePHUIINTa jKeie3a He BCTPEYaIOoCh.

C nagexHocThio 00see 90% MOXKHO yTBEpkKAaTh 0 00JIee HU3KOM COJIep>KaHUU
B rpynmne 3Tux ke marueHToB maraus (p=0,07) u Gojiee BBICOKOTO COJEpP>KaHUS
Hatpus (p=0,099). ObecneueHHOCT, BUTAaMUHOM Bj, Obuia HOpMambHOU y 86,0%
nerei ¢ nuctpoduueckoit u 88,2% netelt ¢ mpocToit popmoit BED.

VYposeHb Merabonuta Butamuia D (25(OH)D) B kxpoBu Obu1 omnpezeneH y 30
oonpHBIX Aetert ¢ JIBD u 'y 8 ¢ I1IBD. B rpynme aereit ¢ IbD HOpManbHBIA ypOBEHB
obecrnieueHHOCTH ObLT y 6 nereit (>30 Hr/mil), y 4 AeTelt 0OTMEUalioCh HEAOCTaTOUHAS
obecrieueHHOCTH (21-30 Hr/™Mn) Uy 20 nereit (66,7% 3 00CIeIOBAaHHBIX) OTMEYAIICS
nebuut (MeHnee 20 HI/MIT), IPH 3TOM U3 HUX y 3X JIeTell YPOBEHb COOTBETCTBOBAI
riryookoMy neduiuty (Menee 10 ur/min). B rpymnme y nereit ¢ IIBD y Bcex 8
oOcieroBaHHbBIX JeTell ypoBeHb ButamuHa D (25(OH)D) coorBercTBOBaAN NedUIUTY,
npuueM y 3 gereir — riybokomy nedunuty. Haubomee BbICOKMIA YpPOBEHB
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obecneuennoctn ButammHOoM D (25(OH)D) Obm1 y  jmeredl, moOdydaBIIHX
caruieMEeHTAaIl0 BUTAMUHAMY WJIM BUTAMUHHO-MUHEPATbHBIMA KOMILIEKCAMHU.

BEBS otpunarenbHo, CHUIBHO M CTAaTUCTUYECKUA JOCTOBEPHO CBSI3aH C
anpOymuHoM (1=-0,75, p<0,001), a Takxe yMEepeHHO C YpOBHEM 00111eT0 OUITUpyOrHa
(r=-0,50, p<0,001), menounoii pocdarassl (r=-0,46, p<0,01), KpeaTHHHHKHUHA3BI (I=-
0,55, p<0,01) u xonecrepuna (r=-0,48, p<0,01). THINC oOpatHO, yMEpeHHO H
CTaTUCTHUYECKU JOCTOBEPHO CBsi3aH ¢ anpOymuHOoM (1=-0,59, p<0,001), memouHoi
docdarazoii (r=-0,59, p<0,001) u kpearnnunkunasoi (r=-0,49, p<0,01).

Takum oOpazom, nus jgered ¢ auctpoduyueckor ¢Gopmoil  XapakTepHO
CHI)KCHHE TaKMX TIOKaszarejed, Kak albOyMuH, jkeie3o, BuTamuH D, a Takxke
JIOCTATOYHO YacTO — CHIDKEHHUE KpeaTMHWHa, (EeppUTHHA, MarHus. YPOBEHb
anbOyMUHA B KPOBU MPOJAEMOHCTPUPOBAN CTATUCTUUECKH JOCTOBEPHYIO CBSI3b, KaK C
OCHOBHBIMM aHTPOIIOMOMETPUYECKHMHU HHAEKCaMH, Tak ¢ unaekcamu THINC nu
BEBS. Co0TBETCTBEHHO, ONTUMAIBHBIM OMOXMMHYECKUM MapKEepOM I KOHTPOJIS
COCTOSIHUS HYTPUTUBHOTO craryca nereid ¢ BBD sBnsercs ypoBeHb anpOymuHa B
CBIBOPOTKE KPOBH.

JleHCUTOMETPUSI U OLIEHKA KOCTHOro Bo3pacrta. [Ipu aHanmsze maHHBIX
JIEHCUTOMETPUU y 15 4YeIoBEeK yCTaHOBIIEHO, YTO CpeJHEe 3HAUeHHUE Mok3arens Z-
score cocraBmwio -2,17 (+1,44), 4To TOBOPUT O CHMIKEHUH MUHEPAIbHON MJIOTHOCTH
KOCTEH B rpyIiie nanueHToB ¢ Jb3.

Pe3y/ibTaThl OlleHKU CEHCHOMJIN3AIUM K NMIIEBBLIM aJlJiepreHam y jaerei ¢
CONYTCTBYIOLIEH MUIEBOH ajliiepruei

Cencubunuzanus K 0eJIKy KOPOBBETO MOJIOKA M €ro (pakiusM BBISIBICHA Y 5
neteit ¢ JIBD. Y 4 nereit onpeaensiuck noBbieHHbie TUTPHI SIgE k 6enky KypuHOTOo
aiia. sIgE x gapyruM numieBbIM OeNKaM JKUBOTHOTO MPOUCXOXKIEHUS TaKXKe
BBISIBIISTUCH  OT HHM3KOTO JI0 YMEPEHHO BBICOKOTO Kjlacca CEHCHOWITU3AIIHH.
[TpoTyKThI pacTUTETHLHOTO MPOUCXOXKICHUS BBICTYMAIN dTHOJIOTHUECKUM (haKTOPOM
ITA y 6 perelt, yTo OBUIO MOATBEPKJIeHO HaymuueM sIgE u peakuusiMu Ha JaHHBIE
MPOJYKTHI B aHAMHE3E.

OPTAHM3AIINA IUTAHUSA U1 HYTPUTUBHOM IO JIEP)KKH

JETEW C BPOKJIEHHBIM BYJUIE3HBIM SIIUJIEPMOJIN30M.

Bce nmetum B paMkax MyJIbTUAMCIUIUIMHAPHOTO TIOAXOJa OBLIM OIWH WITU
HECKOJBKO pa3 (B 3aBHUCHUMOCTH OT TSDKECTH COCTOSHUSI) MPOKOHCYJIHTUPOBAHBI
nuetosioroM. Ilo wWTOramM KOHCYJbTAallMM COCTABJISUICA KOMIUIEKCHBIA — IUIaH
OpraHW3alid HYTPUTUBHON TOMJNCPKKH, TPH BBITACKE POTUTEIN TOIyqaIn

HOI[pO6HBIe PEKOMCHAAWHN T10 OpraHnu3al MU TAHHA.
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B xoxe mpoBenenust paboThl ObuTH pa3paOOTaHbl U MPUMEHEHBI AJITOPUTMBbI

OpraHu3anuy HyTPUTUBHON moaaep:kku aereii ¢ BED (puc. 4, 5)

| OuwenHka GaKTHYECKOTO NMTEHKMA

| | CUEHEE HYTPMTHBHOMD CTATYCA

AHKETHO-ONPOCHER METOSYHETS
fIHTHHECHO D NHTEHHA
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Pucynoxk 4. O0muii aropuT™ OpraHu3aluy MTUTaHUs U HYTPUTUBHOM MOAIEPKKU JETEH ¢
BBD.

P

[ Mpw BOIMOKHOCTH — COXPAHUTE !
TPYAHOE BCKAPMAMBAHKE
+ ObBpaboTka cockos
. CﬂELlMEﬂth\ﬁ NOWABHKK
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Z-score BAZ ebiwe -2; THINC 0-25

THnEpKanopuitHele
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CMECh Ha OCHOBE
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(runepmeTabonMyeckue) NpoAYKTEI

YmeperHaa cTenedb HIT v HYTPUTHEHBIX PUCKOB

Z-score BAZ o7-2 go -3; THINC 30-50
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/ ~
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Tamienan cenetb HIT v HYTPUTHEHBIX PHCKOB
Z-score BAZ nue -3; THINC seiwe 55

EbICOKOTMAPONM30EEHHOMD

monoyHoro benka ¢ CLUT
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Pucynok 5. Anroput™m BbIOOpa CHENHMATU3UPOBAHHONW CMECH IS OpPTaHU3alMd HYTPUTHUBHOMN
noanepxku nerei ¢ BB meporo roaa sxusnu (A) u nereii crapmie 1 roga (b).

[ToMuMO KOppEKIIMKM OCHOBHOM YacTH palvoHa, 6osbHble ¢ BB Hy)xnatorcs B

JIOTIOJIHUTEIIBHOW ~ KOHTPOJIE

00€CleYeHHOCTH W JOTallud MHUKPOHYTPUEHTOB

(kamprrst w  BuTamMuHAa D, JKene3a) NPUMEHCHHHM BHTAMHHHO-MHHEPAIbHBIX

KOMIIJIICKCOB.

MOHI/ITOpHHF OCHOBHBIX J'Ia60paTOpHBIX, BKJIFO4aA IMoKa3aTciid KIIMHHYCCKOI'O

aHalin3a KpOBH, YPOBCHb MOYCBHHLBI MW JJICKTPOJIIMTOB, KPCATHMHHHA, KaJbIIHA,

dbochopa, ButammHa Dj;, o0O0mmMii Oenok, anbOyMHH, XOJECTEPHUH, IIEIOYHYIO
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docdarasy, xene3o ChBOpOTKH neTsM ¢ BBD cnemyer onenuBaTth Kaxawie 6 - 12
MECSIIEB, MPU HEOOXOIUMOCTH — Yallle.

Ounenka 3¢ QeKTHBHOCTH HYTPUTHBHON NOJAEP:KKHM IpoBOAWIAch B 3
stana. Ha mepBOM JTame BO BpeMs CTAI[MOHAPHOTO OOCJICIOBAHHS W JICUCHUS
OILICHMBAJIACh MTEPEHOCUMOCTh Ha3HAYEHHBIX MPOJAYKTOB U aJIEeKBATHOCTh CO3/IaHHOTO
panmona. [IpubaBka Macchl Tella cUMTaNach ONTUMAJIBHOM, €Clid OHa MpeBbIana 10
I/KT B CYTKH, cpeaHeil — 5-10 r/Kr B CyTKH U HU3KOM — MEHee 5 T/KT B CYTKH.

Ha BTopom 3Tame— yepe3 1 mecsiI| 1ocie BBHIIUCKH U3 CTAallMOHapa Ha OCHOBE
Teae)OHHOTO MOHUTOPUPOBAHMS OIeHUBaIach 3((HEKTUBHOCTh AUETOTEPANUU IIO0
TaKUM TOKa3aTeIsIM Kak nmpubaBka Macchl Tena, nuHamuka BAZ, nunamuka THINC,
YpOBEHb aJbOyMHHA CHIBOPOTKHU KpoBH. [lokazana »((PeKTUBHOCTH MCIOJIBb30BaHUS
CHEIUATM3UPOBAHHOTO TUIEPKAIOPUIHOTO MPOAYKTa C MUIIEBBIMU BOJIOKHAMU. Y
JETeH, MOTy4YaBIIuX MPOAYKT B MOJTHOM 00OBbeMe, OTMeUaaach MprubdaBKa MacChl Teia
1o 3,8r/kr/cyt (3a mecsm 500-2000 r, B cpeanem 1011,8+556,6r), momokuTeabHAs
muaamuka BAZ u THINC.

Tperuii 3tam  oueHku AP(HEKTUBHOCTH  HYTPUTUBHOM  MOJIEPIKKHU
ocymiecTBisuicss 4epe3 6 wmec. I[loMuMo  aHTpPONOMETPUYECKUX  HHJIEKCOB
ouennBauch THINC u ypoBens anbOymuna B kpoBu. THINC B rpynmne manueHToB
c JIbD, mNOJHOCTBHIO BBHIMOJHUBIIMX JIEYEOHYIO MPOrpaMMy, CTATUCTHYECKH
noctoBepHo (P<0,001) cuusmics ¢ 63,8 no 47,5 6anoB, Toraa Kak y OOJIBHBIX, HE
BBITIOJTHUBIINX JICUeOHON MTPOrpaMMBbl, 3HAYMMO MOBBICHIICS OT 54,1 6ammoB 1o 76,8

oammoB (p<0,001) (puc. 6).

70
68 80
66
75 o Mean
B4 [] Mean+SE
T Mean1,96*SE

62 70

65
60

52 55

o Mean

50
48 [] MeanSE
T Meanx1,96*SE
45

THINC po THINC nocne THINC po THINC nocne

p<0,001. p<0,001.
Pucynok 6. /lunammka unjaexca HyTpuTHBHbIX puckoB THINC B rpymnme mauuentoB c¢ JIBD,
MOJIHOCTHIO (A) ¥ HE MOJIHOCTHIO (B) BBIMOIHUBIINX JIedeOHYIO IpOrpaMmMy

YpoBeHb anbOymMuHa craTuctTudecku goctoBepHo (P<0,001) mosbicuics ¢ 30,5
r/n no 35,7 r/n B rpynmne OOJbHBIX, MOJHOCTHIO COOJIIOAABIINX JICUEOHBIA PEKUM U

pEKOMEHAAIMKU Jeqallux Bpadyel u cratuctuuecku goctoBepHo (P<0,001) cuuzmmncs
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c 32,7 v/n no 23,9 r/n B rpy1ie, He MOTHOCTHIO BBIMOJTHUBIINX MPOTPaMMYy J€UCHUS
(puc. 7).

OnHOBpEMEHHO C 3THUM B Trpymnne OO0JbHBIX, MOJHOCTHIO COOJIIOAABIINX
Je4eOHbIN PEeKUM U PEKOMEHAINH JIeYallluX Bpayel, B OTJIMYKME OT TPYMIbI JAETeH,
HE TIOJHOCTHIO BBIMOJHUBIIUX JICYEOHYIO MPOrpaMMy, OTMEUajoCh CTaTUCTHUECKU

3HaYMMOE CHWKeHHE Tokasarens Tsokectd BED (BEBS) (p<0,001).

38 38
36
36
34
32 34
30
32
28
26 30
o Mean
2 [J MeantSE
T Mean+1,96*SE 28 o Mean
» [ Mean+SE
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Pucynok 7. /lunamuka ypoBHS cojliep)kaHus ajdbOymMuHa B TIpymnie nanueHToB ¢ JIbD,
HOJHOCTBIO (A) U He MoJHOCTHIO (B) BBIMONHUBIINX JIe4eOHYI0 TPOrpaMMy
BbIBOALI:

1. TlpoBeneHHBI aHAIM3 XUMHUYECKOTO COCTaBa pPAIMOHOB TPYMMbl JETEH C
BPOXKJICHHBIM OYJIJIE3HBIM 3MHACPMOIM30M OOHAPY U CYIIECTBEHHBIE OTKIOHCHUS:
dakTHueckas KaJOPUHHOCThH pallMOHOB KoJiebanack B mpeaenax ot 44% mo 101% (B
cpeaHeM  744+23%) OT PEKOMEHAyeMOW paccuuTaHHoM 1o  (dopmye
WHIUBUyaIbHOW HOPMBI TOTpeOJeHUs: Juisi OONBHBIX JeTed ¢ BPOXKICHHBIM
OyJUIe3HBIM SMUIEPMOJIU30M, UMEITT MECTO pa30aJaHCUPOBAHHBIA COCTAB PAIIOHOB.

2. Jlna peredt ¢ aucTpoduyecKUM OyJIJIE3HBIM SHUAEPMOIU30M XapaKTEPHO
CHUKEHHE BceX aHTponomeTpuueckux uuaekcoB (WAZ, BAZ, HAZ), uto otpaxaer
TSOKECTh  OTOM  opmbl  3a0osieBanusi. Y  25,5% wHabmomanack yMepeHHas
HemocTaTouyHOCTh mutanus (BAZ > -3 / <-2), a 'y 44,1% - Tshkenass HyTpUTHUBHASI
HenoctaTouHocTh (BAZ wnuxke -3). Ilokazarenu WAZ, HAZ u BAZ y nereii c
MPOCTBIM OYJUIE3HBIM SIUIAECPMOSIN30M B OosbmnHCTBE (82,3%) ciiydaeB ObuIM B
HOPMAaJIbHBIX MpeJesax.

3. Cpenu nabopaTOpHBIX TIOKa3aTelied OLIGHKH HYTPUTHBHOTO CTaryca
HAauOOJBITYI0 KIMHUYECKYI0 3HAYUMOCTh y JEeTed C BPOXKICHHBIM OyJUIe3HBIM
SMUACPMOJIM30M  UMEET  COJAepXKaHue  ajdbOyMHHA  CBHIBOPOTKM  KPOBH,
XapaKTEPU3YIOLIEECs MOJOXKUTENBHOU Koppensuuendn ¢ uHaekcoM WAZ (1=0,54,
p<0,001), HAZ (r=0,40, p<0,05), BAZ (1=0,53, p<0,001) u cTaTUCTUYECKH 3HAYUMO
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Ooree HU3KUM YPOBHEM B TpyIIe JeTeil ¢ auctpodudeckoit ¢popmoil 3a0oneBanus
(p<0,001), B cpaBHeHuu c mnpoctoil ¢dopmoii 3abosieBanus. CHIKEHHE YpPOBHS
XOJIECTEPUHA B CBHIBOPOTKE JETEH C BPOXKIECHHBIM OYIIJIE3HBIM SIHIEPMOIU30M
OoTpakaeT  HamOoJee  TSDKETyI0  CTENEeHb  HEJOCTaTOYHOCTH  TMHTaHUS.
Kenesonebunurnas anemus BbIsiBIeHa Yy 86,0% geredt ¢ aucTpoduUyuecKuM
Oysuie3HsIM snuaepMonu3oM. Jlepuuur ButamuHa D oTMeueH y BcexX JeTel, He
MOJIYYaBIINX CAIJIEMEHTALUIO.

4. WNunexkc nytputuBHbIX pUCKOB (THINC) craTtucTtudecku 3HAUMMO BBIIIE B
rpynne ¢ aucrpoguueckoi ¢GopMoil OyIIe3HOTO 3MUAEPMOIN3a, UMEET OOpaTHYIO
CTaTUCTHUYECKU 3HaUYMMYylo cBsi3b ¢ WAZ (1=-0,75, p<0,001) u ypoBHEeM anbOyMHHa
(r=-0,59, p<0,001) B CBIBOPOTKE KPOBH.

5. Jlig OLEHKM M MOHMTOPUHTA COCTOSHUSI HYTPUTHBHOTO CTaryca JETeH C
BPO’KJIEHHBIM OYJUIE3HBIM 3MHUAEPMOIM30M HamboJiee Heaecoo0pa3Ho UCHOJb30BaTh
KOMILJIEKC KIMHUKO-J1a0opaTopHbIX nokasareneit: nuujaekcsl WAZ, THINC u ypoBeHb
CBIBOPOTOYHOTO aJIbOyMHUHA.

6. Pa3pabGoTaHpl NMEepCOHAIM3UPOBAHHBIE AITOPUTMBI HYTPUTHBHOW ITOICPIKKH
JeTell C BPOXKIEHHBIM OyJUIE3HBIM SIUJEPMOJIM30M, OCHOBAaHHBIE Ha OIICHKE
HytputuBHoro craryca (WAZ, BAZ, HAZ, Ouoxumudeckue MoKas3aTeln), IIKaJbl
HyTpuTUBHBIX puckoB (THINC) u BkiItouaronye MHAMBUIYaIbHBIA pacyeT paiuoHa
Mo CHeIruaibHOW (QopMysie ¢ MOJO00OPOM CHEIUATU3UPOBAHHBIX MPOJYKTOB, YTO
MOXXET HCIONB30BATHCA C IEIbI0 ONTHUMH3ALMU JIEUeOHBIX MPOrpaMM JJisi ITUX
OOJIbHBIX.

7. Pa3paboTaHHBIC AJITOPUTMBI IUETOTEPANUH TTOKA3AIN CBOIO 3(h(PEKTUBHOCTH B
KOMITJIEKCHOW Tepanuu ACTe ¢ BPOXKIECHHBIM OYIJIE3HBIM AMUACPMOIU30M, UTO
BBIPA3WJIOCh B CTAaTUCTUYECKU 3HAYMMOM YMEHBIIEHUM BUpMHHTEMCKOro WHJEKca
TspKecTH Oyiiesznoro snuaepmonusa BEBS (p<0,001), u moioXuTenbHON TUHAMUKE
anTponiomeTpuueckux wunHaekcoB (WAZ, HAZ, BAZ) u uHIekca HYTPUTHUBHBIX
puckoB THINC (p<0,001).

IIpakTnyeckne peKOMeHIALMH.

1. VYuuThiBasg BBIPAXEHHOE HAPYIICHUE HYTPUTUBHOTO CTaryca y JeTel ¢
TUCTpO(PUUECKUM OYJIIIE3HBIM SMUAEPMOIU30M B KOMILUIEKC JIEUEOHBIX MEPOIPUSITHIA
Ipyu  JAHHOM COCTOSHUM JIOJDKHA OBITh  BKIIIOYEHA TIE€PCOHATM3MPOBAHHAS
HYTPUTUBHASL TOJJIEPAKKA C HCHOJb30BAHUEM CHEIUATU3UPOBAHHBIX CMeEced IS
HHTEPAJILHOTO MUTAHUS (M30KATIOPUMHBIX WIIA TUIEPKATOPUINHBIX).

2. Jlns moHuTOpuHra 3()QPEKTUBHOCTH HYTPUTHUBHOW TMOJACPKKU JETel C
TUCTpOopUUECKUM  OyJIJIe3HBIM  JMHUJEPMOJIM30M  Haubosee  1eaecooOpa3Ho
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UCIOJIb30BaHue Kbl HyTpuTHBHBIX pUcKkOoB THINC, mHaekca BAZ u ypoBHSA
anbOyMHUHA B CHIBOPOTKE KPOBH.

3. B cBs3u ¢ BBICOKOW YacTOTON BBISBICHUS IHUIIEBOM aJUIEPTHU Yy JIETEH C
auctpouueckuM  OyJUIE3HBIM — DTMHACPMOJIM30M, JIETIM C JaHHOW  (popmoi
3a00ieBaHUsl  HEOOXOJUMO  MPOBOJUTH  TPHUIIENIBHOE  aJJIEProJIOrHuecKoe
oOcre0oBaHMe JIJIsl BBISBJICHUS MUIIEBOM ajUIepruu C IMOCIEAYIONEed KOoppeKiuen
pEKOMEHAAIMi 10 AUETOTEPANUHN U TOA00POM CIEUATIU3UPOBAHHBIX CMECEH.
Cnncoxk HayYHbIX padoT, OMy0JUKOBAHHBIX 10 TEMe JUCCEPTALMHU:
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Cnmcok coKkpaleHuit:

BBD — BpoxaeHHbIH OyIIe3HBIN S1HIEpMOIN3

BO3 — BcemupHas opranusanus 31paBoOXpaHEeHUS]

JB3 — nuctpodudeckas popma BpOKISHHOTO OYUIC3HOTO SHUASPMOIIU3a HITH JUCTPODUUCSCKUI OyIIIe3HbIH
SMHUIEPMOIIU3

JKKT — >xeny104HO-KHILIEYHBIA TPAKT

MIIK — muHepanbHast IIOTHOCTb KOCTHOM TKaHU

HUMU — nay4Ho uccineqoBaTeabCKuil HHCTUTYT

HMMUL 3n0poBes aerelt — HaunoHanbHbIM MEAUIMHCKUN UCCIIEAOBATEIBCKUN LIEHTP 300POBBS AeTEH

I1b3 — npocTas popmMa BpOXKACHHOTO OYIIE3HOTO SMHUAESPMOIIH3a WM TIPOCTOH OyIJUIe3HBIN SIHICPMOITU3
I1K — nepcoHanbHbIA KOMIBIOTEP

IIIIII — makeT MpUKIAIHBIX IPOrpaMM

[IIT — miomaae NOBEPXHOCTHU TeNa

P® — Poccuiickas denepanus

BAZ — z-score nHIeKC MacChl T€1a/BO3pacT

BEBS (The Birmingham Epidermolysis Bullosa Severity score) — BupMuHreMCKHii HHAEKC TSHKECTH OYIIIE3HOTO
SMHUIEPMOITH3a

COL17A1 — xommareH 17 tuna

COL7A — xomnareH 7 Tuma

DSP - necmomuiakua

HAZ - z-score amuna Tena (pocT)/Bo3pact

KRT14 — keparuH 14 Tuma

KRT5 — kepatus 5 Tuna

Me — mennana

N —o00BeM BBIOOPKH (YKCII0 00CIeIOBAHHBIX JIETEH)

PLEC - miekTun

TGMD5 — TpancrinyramMuHasa 5

THINC - Tool to Help Identify Nutritional Compromise Nutritional Compromise — mikanaa OUeHKH HyTPUTHBHBIX
PHCKOB

WAZ - z-score Macca Tena/Bo3pacT

Z-SCOre - OTKJIOHEHNE 3HAaYEeHUH MHANBUIYaJIBHOTO TI0Ka3aTellsl OT CPEAHEro 3HAUEHHS IS JAHHOH MOITYJIsIINH,
JIENIEHHOE Ha CTaHAAPTHOE OTKJIOHEHUE CPEHETO 3HAaUECHUs



