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OBLIASA XAPAKTEPUCTUKA PABOTbI

AKTYaJIbHOCTH TeMbI HCCJIEOBAHUS

MyxkoBucimao3 (MB) - ayrocoMHO-peliecCMBHOE  MOHOT€HHOE  HAcleJCTBEHHOE
3a0oneBaHne, OOYCIOBIEHOE MYTalUsIMA B T€HE MYKOBHUCIMJ03HOIO TPAaHCMEMOpPAaHHOIO
perymnsropa nposogumoct (MBTP), koTopslii kogupyet padoty O0enka MBTP - xnopHoro kanana
Ha MeMOpaHax OOJBIIMHCTBA SIUTEIHAIBHBIX KJIETOK. OpraHaMU-MHILIECHSIMH  SIBJISIFOTCS
OpOHXOJIETOUHAs CUCTEMA, MOJKENYI0YHAas Keje3a, IeYeHb U JKeTUYEBBIBOISAIINE TYTH, KUIICYHUK
u np. Yactora BcTpeuaeMoctd MB B eBpormeiickoi momymnsaiuu koneobmaercs ot 1:600 go 1:17000
HOBOPOXJEHHBIX, B Poccuiickoit ®deneparuu - 1:10000 HOBOopOoxkaeHHBIX (KampanoB H.U. ¢ coaBr.,
2014; HammoHanpHBIM KOHCEHCYC, «MYKOBHUCIHIO3: OIpEACIeHUE, TUATHOCTUYECKUE KPUTEPHH,
tepanus, 2019; Kucro3usiit prdpo3 (MykoBucuna03). Knuanueckue pexomenaamnuu, 2021).

B macrosmmii BpeMs BaXKHOM IIENbI0 JICUEHUS MYKOBHUCIMIO03a SBISACTCS 3aMEJICHHE
MIPOTPECCUPOBAHUS OPOHXOJIETOUYHBIX HAPYIICHUHN, TaK KaK yXyAIICHHE (PYHKIUU JETKUX MPEXKIC
BCEI0 BEJIET K CHIDKCHHMIO KauyeCTBa U MPOIOJDKUTEIIBHOCTH xHU3HU 3TuX OonbHBIX (Calella P., 2018;
Calella P., 2019; Hollander-Kraaijeveld F.M., 2020; Turcios N.L., 2020; Turck D., et al, 2016). B
MHOTOYHCIIEHHBIX UCCIIEOBAHUAX MMOKA3aHO, YTO HU3KUI HYTPUTHBHBIN cTaTyc y nanueHToB ¢ MB
SBIIETCSA ~ HE3aBUCHUMBIM  (AaKTOPOM  yXyAmIeHWs  (QYHKUIUM  JIETKUX,  COKpAIICHUS
IPOIOJDKUTEIILHOCTH KHU3HHU U yBenudeHus cmeptHocty (Yen E.H., et al, 2014).

Huskuit  HYTpUTHBHBIA CTaTyc TpU MYKOBHUCIUJO03€ OOYCJIOBIIEH TOBBIIICHHBIMU
SHEPreTUUECKUMU TOTPEOHOCTSMHU TIPH CHIDKEHHOM TOTPEOJIGHUM W BBICOKUMHU TOTEPSIMHU
NUILNEBBIX BEIIECTB W DHEPrHMH BeieacTBue manmbadbcopOrmu (Turck D., et al, 2016). IToatomy
opraHu3aius Je4e0HOT0 MUTAaHUS - HEOTHEMJIEMON YaCTH KOMIUIEKCHOM Tepanuu nanueHToB ¢ MB,
SIBJISICTCSI aKTYaJIbHOM MpoOIeMoil 1eTCKo# mynbMoHojoruu U HyTpuinmonoruu (boposuk T.3. ¢
coanr, 2015; Bymyesa T.B. ¢ coasr., 2021).

Crenenb pa3pad0TaAaHHOCTH TeMbI

[lo naHHBIM mOCHEAHEro OMmyONIMKOBaHHOTO Perucrtpa OOJNBHBIX MYKOBHCIIMIO030M B
Poccuiickoit @enepanuu (3a 2019 r.), nokazaTenu HyTPUTUBHOTO CTAaTyca B IETCKON MOMYJISALIMKA HE
JIOCTUTII JKETaeMbIX, HO BIIEPBBIC 3a TPU Toja yBEIUMYWIUCH. [IuTaHue OONBHBIX MO-TPEKHEMY
ocTaércs CcepbE3HOM MpOoOJEeMON, TECHO CBSA3aHHOM C COCTOSHHMEM JIETOYHOM (QYHKIMH U
NPOIOJDKUTEIILHOCTBI0 KHU3HU maiueHToB (Peructp OonbHBIX MykoBHcuuao3oM B Pd, 2019).
HecMoTpst Ha mpoBOAMMYIO 0a3UCHYIO TEPaNHI0 U COBPEMEHHBIC JIEKAPCTBEHHBIC TEXHOJIOTHH, Y
psiia OOJMBHBIX HOPMAaIHM30BaTh HYTPUTUBHBIN cTaryc He ynaetcs (Castellani C., et al 2018; Kerem
E., et al, 2014). OGoOmieHHbI! aHAM3 HAaydyHOU 3apyOeKHOW W OTEYECTBEHHOH JHTEPaTyphl
MOKAa3bIBAET, YTO y ATON MPOOJEMBI OCTAETCS P CIOKHBIX HEPEIICHHBIX BOIMPOCOB. DTO JacT
OCHOBAaHHUE [JIsl MCCIICIOBAHMs, HAIMPABICHHOIO HAa H3yYE€HHE BO3MOXKHBIX MPUYMH HAPYIICHHS
HYTPUTHUBHOTO cTaryca aereid ¢ MB, c¢ menbio paspabotku nupdepeHIUpOBaHHBIX MOAXOI0B K
ONTUMU3AINHU UX HYTPUTUBHOU MOICPIKKH.

eans uccaexoBanus

O6ocHoBaTh W pa3paboTaTh aNTOPUTMbl HYTPUTUBHOW TIOAJEPKKA JJs JETeH C
MYKOBHUCIIUI030M Pa3IN4HOI0 BO3pacTa.



3agaum ucciae0BaAHUA:

1. [IpoBecT KOMILJIEKCHYIO OILIEHKY HYTPUTHUBHOTO cTaTryca JeTed OOJbHBIX MYKOBHUCIIUI030M
IPYAHOI0 BO3pacTa M MAalMEHTOB CTaplle OJJHOTO roja.

2. OnpenenuTh HHGOPMATUBHOCTh PA3IMYHBIX METOJOB IUATHOCTHKY JAKTa3HON HEAOCTATOUHOCTH
y AETEN C MYKOBHUCIIUI030M.

3. OueHUTh, BIUSHUE TPYAHOTO BCKAapMIIMBAHWSI HAa HYTPUTHBHBIA CTaTyC H TEUYCHUE
MYKOBHCIIH/103a Y JETEH.

4. PazpaboTarh adrOpuTMbl HYTPUTHBHON MOIACPKKH JETEH C MYKOBUCLHIO30M Pa3TUYHOTO
BO3pacTa B 3aBHCHMOCTH OT TsDKECTH TeUeHHUs 3a00JIeBaHMsI M BBIPAKEHHOCTH HYTPUTHUBHOMN
HEJ0CTATOYHOCTH, OIIEHUTH UX 3P (HEKTUBHOCTD.

5. Ouenuth 3(PEKTUBHOCT, METOJAa HOYHOM TUIMEPATUMEHTAMU dYepe3 HU3KOMPOPUIBHYIO
racTpoCTOMYy y JETeH C TSDKEJIbIM TEUYEHHMEM MYKOBHMCIIMA03a W BBIPAKEHHBIMU HapyUICHUSIMH
HYTPUTUBHOTO CTaTyca.

Hay4yHast HOBU3HA

BriepBbie y GOJTBHBIX MYKOBHCIIHMIO30M YCTAHOBJIEHO TOJIOKUTEIHHOE BIHMSHUE TPYAHOTO
BCKapMJIMBAHUS U €TO MPOJODKUTEIHHOCTH Ha (PU3UYECKOE Pa3BUTHE, TEUCHUE OPOHXOJIETOYHOTO
npolecca U 4acTOTy OCJIOKHEHHM, B TOM 4YHCIIe HapyIICHUH TOJEPAaHTHOCTU K TIIOKO3e B Ooliee
CTapllleM BO3pacTe.

BnepBrie pazpaboran cmoco® BCKapMmiIMBaHUsI JeTe€d paHHETO Bo3pacTa OOJIBHBIX
MYKOBHCIII030M CIIELIMAIIM3UPOBAHHON CMECBHIO [JIs HEJOHOUIEHHBIX W MAaJOBECHBIX IETEH C
YaCTHUYHOM 3aMEHON BOJBI JUIsl €€ pa3BeleHUs CTEpUIbHBIM (husnonornyeckum pactsopom (0,9%
pacTBOp XJOpHJa HATpHs) B 3aBUCHUMOCTH OT MacChl Tejla peOeHKa U TeMIepaTyphl BO3AyXa B
nomemnienuu (Ilarent Ha nzobperenne RU 2639450 C1 ot 21.12.2017).

BrnepBole B OTE€UECTBEHHOW MEAMATPUYECKOW TMPAKTUKE Yy JETe C MYKOBHUCIIUI030M
MPOBEJICH CPAaBHUTEBHBIA aHAIU3 METOJIOB M3YUYCHHS COCTaBa Tejla - OMOMMITEJAaHCHOTO aHAJIHU3a U
KaJTUNIEPOMETPHH, TOKa3aHa UX BBICOKAaS J(PQPEKTUBHOCTh W B3aUMO3aMEHSEMOCTh, a TaKXKe
BO3MOXKHOCTh HCIIOJIb30BaHHS /IS MOHUTOPHHTAa 3a TEUEeHHEeM OOJIE3HH U COCTaBJICHUS
nepcoHU(UIIMPOBAHHON MTPOTPAMMBI KOPPEKIINH MUTAHUS.

VY CTaHOBIIEHO, YTO DSKCIPECC-METOJ OIpeNeseHUs] JaKTa3HOM AaKTUBHOCTH B Ouomnrare
CAM3UCTOM  OOOJOYKM  TOHKOM  KHUIIKMA  SIBISIETCS  JIOCTATOYHO  YYBCTBUTEIBHBIM  HO
manocrnenuuuaeiM. [Ipu yMepeHHOW TUIIONAKTa3Wu IO Pe3yNbTaTaM JKCIPECcC-TeCTa, TOJIBKO B
20% cayyaeB JakTa3Has HEJOCTATOYHOCTh TOATBEp)KJIajach C IOMOIIBIO HArpy304HOTO
TIMKEMUYECKOTO TeCTa C JIAKTO30M; MPU TSHKEJION TUIOJAKTa3WU, BBISIBICHHOW JKCIPECC-TECTOM,
HEMIEPEHOCUMOCTh JIAaKTO3bl TMOATBEpXKJaNach B 3 pa3a dyame M TpedoBalla COOTBETCTBYIOIICH
JTINETOJIOTUIECKON KOPPEKIIUH.

BriepBeie nmis mereil ¢ MyKOBHCIIHMIO30M CTaplie roja pa3padoTaH W MPUMEHEH aJTOpUTM
HYTPUTUBHOU MOAICPKKH, BKJIFOYAIOIIUH UCII0Ib30BaHUE CHEUATTU3UPOBAHHBIX
BBICOKOKAJIOPDUMHBIX BBICOKOOCIIKOBBIX CMECE Ha OCHOBE IIEJIBHOTO U THAPOIM30BAHHOTO
MOJIOYHOTO O€Nlka, C YYeTOM TSDKECTH TeYeHHsI 3a00JIeBaHUS W BBIPAKEHHOCTH HaPYIICHUI
HYTPUTUBHOTO CTaTyca.

BnepBrie n3ydena 3(pGekTHBHOCT, METOAa HOYHOM THUIEpATUMEHTAIMH Yepe3 OaUIOHHYIO
HUBKOMIPOPWIBHYIO TaCTPOCTOMY Y JETEH C TSKEIBIM TEYCHHEM MYKOBHCIHI03a W KPUTHUECKH



HU3KHMU IIOKa3aTeNsIMU HyTPUTUBHOTO cTaryca. [lokazaHo ero MmojosKUTeIbHOE BIMSHUE HA MAcCo-
pPOCTOBBIE MIOKA3aTENH, COCTAB TEJa U CHUKEHUE YacTOThl 000CTPEHUN OPOHXOJIErOYHOIro Mpouecca
y HanoboJee TAKEIbIX MAlUeHTOB.

TeopeTnueckasi M NPAKTHYECKAsA 3HAYMMOCTD

VYCTaHOBIIEHO, YTO TPYyJHOE BCKAPMJIMBAaHUE WIPaeT BaXHYI pojib B Tepaluu
MYKOBHUCII/103a, NMPOQWIAKTUKE PAHHETO M IMO3JHEr0 Pa3BUTHUS €r0 OCJIOKHEHUMH, 00ecredrBacT
OJaronpusTHBINA MIPOrHO3 3a00JIEBaHUS U a/IEKBAaTHOE pa3BUTHE PEOEHKA, YTO JOJKHO YUUTHIBATHCS
Ha BCEX ATanax OKa3aHUs MEAMIIMHCKOW MOMOIIHY, BKIIIOUasl CTAL[MOHAPHBIM.

HayuyHo o6ocHOBaHa HEOOXOAMMOCTh MPUMEHEHHE METO0Jla OMOMMIIEIAaHCHOTO aHalIMu3a s
OlpesielieHuss CcocTaBa Tela Yy JeTedl ¢ MYyKOBHCHUUIO30M, 4YTO II03BOJIAET pa3paboTarh
NePCOHU(ULIMPOBAHHYIO MPOrpaMMy KOPPEKIIUU HEAOCTATOYHOCTH MUTAHHUS.

JUist BBISIBJICHUS JIAKTA3HOM HEJOCTaTOYHOCTH, KOTOPAsi YacTO COIYTCTBYET MYKOBHCLHIO3Y,
NOKa3aHa 1eJ1ecO00pa3HOCTh MCMOIb30BaHUS INIMKEMHUYECKOTO HArpy304HOIO TECTa C JAKTO30i,
YTO MO3BOJISIET CBOEBPEMEHHO IPOBOJIUTH KOPPEKUHUIO JAMETHI B Cilydae KOMOPOMIAHOCTU 3THUX
COCTOSIHUHA. DKCIPECC-TECT Ha JIAKTa3HYI0 HEJIOCTaTOYHOCTh MOXKET ObITh UCIOJIb30BaH B KAUE€CTBE
CKPUHUHTA.

JUist geteit ¢ TSDKEIbIM TeUueHHMEeM MYKOBHUCIIMI03a B COUETAHUU C OEITKOBO-dHEPTreTHYECKOM
HEIOCTATOYHOCTBIO TSDKEJIOW CTENEHH BBICOKOI((PEKTHUBHBIM M O€30MacCHBIM SBISETCS METO]
HOYHO runepajvuMeHTaluu yepe3 0alIOHHYI0 HU3KONPO(UIBHYIO TACTPOCTOMY.

Pa3zpaboTaHHble anropuTMbl HYTPUTHUBHOM HOJAEPKKH Y OOJNBHBIX C MYKOBUCIUI030M -
JeTel MepBOro rojla JKU3HM C COXPAaHEHHWEM TPYIHOTO BCKapMIIMBAaHMs, ONTHUMH3aLUEH
UCKYCCTBEHHOI0 BCKapMJIMBaHHUSl M CXEMbl BBEJEHHUS MPUKOPMa M y MAIMEHTOB CTaplle roja 3a
CYeT BKJIIOUEHUS B JICUEOHYIO AMETY CIEHHUATN3UPOBAHHBIX BBICOKOKAJIOPUHHBIX BHICOKOOEIKOBBIX
cMecell Ha OCHOBE IEeJIbHOIO W THAPOJIM30BAHHOIO OejaKka MOryT OBITh PEKOMEHJOBaHbl K
NPUMEHEHHIO B IIENATPUUECKON MTPAKTHKE.

MeT0/10J10THS 1 METOABI UCCACAOBAHUSA

[IpoBeneH aHamM3 COBPEMEHHBIX HAyYHBIX JIA@HHBIX 3apyOe)KHOW M OTEUECTBEHHOMU
JUTEPATYpPHI MO MPOOJIEME COCTOSIHUSI HYyTPUTUBHOTO CTaTyca U BO3MOXKHOCTEH €ro
KOPPEKIMHU Yy MAMEHTOB ¢ MYKOBUCUAOM. JlJIsl BBISBICHUS JTOMOJTHUTEIbHBIX IPUYMH HAPYILICHUS

HYTPUTHBHOTO cTaTyca y aAerell ¢ MB, CBsA3aHHBIX HE TOJIBKO HENOCPEJICTBEHHO C CaMUM
3a00JIeBaHUEM, HO M ¢ KOMOPOUAHBIMU COCTOSTHUSMU, Ne(DUIIMTHBIM MUTaHUEM ObLIO 00CIIeI0BaHO
225 nmanueHToB B Bo3pacte OoT 1 Mecsua no 17 ner 11 mecsueB. OueHka aHTPONOMETPUUECKUX
JMaHHBIX Tena neteid ¢ MB Obuta mpoBenena ¢ nomoinbsto nporpammer «\Who-AntroPlus». Cocras
Tena OBLT WCCIEOBaH C TIOMOIIbIO oTedecTBeHHoro anamm3aropa ABC-01 «Menmace» ¢
UCIIO0JIb30BAHUEM 6azoBoii KOMITBIOTEPHOI IpOrpaMMBbl ABCO01-0362. Ananus
PacCIpOCTPAaHEHHOCTH JIAKTA3HOW HEAOCTATOYHOCTH y Jnered ¢ MB mpoBoauics ¢ momMoILIbrO
CPaBHHUTEJIbHOM OIICHKM JIByX METOJIOB: TOJYKOJMYECTBEHHOTO JKcmpecc-tecta «Lactose
intolerance quick test» B GuomnrTaTe CIM3MCTON 000JOYKM TOHKON KHIIKH, IMOJIYYEHHOM BO BpEMsI
OT'ZIEC u Harpy304HbIM TJIMKEMHUYECKHUM TECTOM C JakTo30i. C TNOMOIIbI0 aHKETUPOBAHUS
Mareped gered ¢ MB mnpoBeneH pPETPOCHEKTUBHBIM aHAINU3 IPOJOJIKUTENBHOCTH TPYIHOTO
BCKapMJIMBAaHUS Ha TIEPBOM TOJYy JKU3HU W €r0 BJIUSHUS HAa HYTPUTUBHBIA CTAaTyC MAaIMEHTOB,
TedueHue OO0JIe3HH, KIMHHMKO-Ta0opaTOpHbIE TOKas3areau B Bo3pacte 1| m 3 ser. Ha ocHoBanum



MOJIYUEHHBIX JIaHHBIX, B 3aBHUCHUMOCTH OT Bo3pacta pebeHka ¢ MB, pesynabTaToB aHaiuza
AHTPOIIOMETPUUYECKUX IOKa3aTeNel, cocTaBa Tela, HaJIW4YMs JIaKTa3HOW HEOCTATOYHOCTHU, IETH
ObLTM pa3feneHbl Ha 4 TPYIIbI, Kaxjaas M3 KOTOPHIX MOJydala JOMOJHUTENbHOE MUTaHHE
BBICOKOKQJIOPDUMHBIMU ~ BBICOKOOEJIIKOBBIMU CMECSMHU Ha OCHOBE IEIHHOIO MOJIOYHOTO WM
rusponusara 6enka. [IpoBeseHa oleHKa MEPEHOCUMOCTH M KIMHUYECKON 3 (HEKTUBHOCTUA JAaHHBIX
npoaykToB. Ha OCHOBaHMHU OIEHKH aHTPOIIOMETPUUYECKUX MHIHEKCOB M COCTaBa Telia BbIJEICHA
rpynmna AeTed ¢ MYKOBUCIHUIO30M, KOTOPHIM ObUla HEOOXOJMMa YCTaHOBKA TacTPOCTOMBI JIJIst
MpOBEACHUS HOUHOM runepanuMentanuu. OueHka 3¢(HEKTUBHOCTH JAHHOTO METOAAa KOPPEKIUU
HYTPUTUBHOTO CTaTyca IPOBOJANIIACH B TEUEHUE 2-5 JIET.

CratucTu4eckuii aHaau3

CratucTruueckuil aHallu3 pe3ybTaTOB UCCIIEAOBAHUS MMPOBOAMIICS C UCIIOIH30BAaHUEM MAKeTa
nporpamm IBM SPSS Statistic sv24 u Microsoft Office Excel (2016). s 06pabOTKH MOTYYCHHBIX
JTAHHBIX MPUMEHSJIUCh METOJAbI OMHCATENHHON CTATUCTUKU C OCHOBHBIMU KPUTEPHUSIMU: CpEIHEE
apudMeTUUecKoe TMPU HOPMAJIBLHOM paCIpeNeNIeHUH, CTaHAApTHOE OTKJIOHEHHE (Aucrepcusi),
Me[raHa, OMpeleleHUue JOBEPUTENbHBIX HUHTEpBaOB 95%, 99%, 99,9%. Kosddunuent
Koppenauuu Obll paccuutaH ¢ mnomolisio (opmynsl [lupcona. Pacnpenenenne CrbrogeHTa
NPUMEHSUIOCh B Clydyae HEOOJIbIION BBHIOOpKM TarueHTOB. [lomydeHHbIE pe3ynbTaThl CUUTAIHCH
CTaTUCTUYECKU: 3HaYuMbIMU Tipu p<0,05; BbIicokas 3HauuMocTh Tipu p<0,01; mpu p<0,001 — paBHOM
99,9%. Cuna xoppesiiuu cuutaiack cinaboit nmpu r= 0-0,299; cpenneit npu r= 0,3-0,699; crbHO#
npu r=0,7- 1,0.

OcCHOBHbBIE MOJI0KEHUSI TUCCEPTAIUU, BLIHOCMMbIE HA 3aIUTY

1./lns oOueHKM HYTPUTUBHOTO cCTaTyca JeTed ¢ MYKOBHUCIMAO30M HEJOCTATOYHO
UCII0JIb30BaTh TOJBKO MOKAa3aTelld aHTPONOMETpUH. AHaiau3 cocraBa Tena Aeteil ¢ MB mokazan
Hajgu4ue aeduimTa TOIeH Macchl Tela, aKTUBHOW KJIETOUYHOW MAacCChl U JOJIM aKTUBHOM KJIETOYHOMH
Maccel 0Oojiee 4eM Yy TIOJIOBUHBI JIETEH C MYKOBUCIIUJO030M, WMEBIIUX HOPMAIbHBIA U JaXKe
cHiwkeHHbi VMMT, npu HOpManbHOM ypOBHE >KMPOBOM MAcCChl Te€Jjla, 4YTO YKa3blBaeT Ha
HEJIOCTATOYHOCThH OEJIKOBOTO KOMITOHEHTA PallMOHA U HU3KYIO0 (PU3NUECKYI0 aKTUBHOCTD.

2.buouMrieaHCHBIM ~ aHamUM3 ~ coCTaBa  Tella W KaJUNepOMETpHsl  SIBISIOTCS
B3aMMO3aMEHSIEMBIMU JIOCTYMHBIMH METOJaMHU HCCIICIOBAaHMSI COCTaBa Tella U PEKOMEHAYIOTCS K
WCIIOJIb30BAHMIO ISl OLICHKU HYTPUTHBHOTO CTaTyca y JIeTel ¢ MyKOBHUCITUI030M.

3. DKcnpecc-TecT Ha JaKTa3HYI HEJOCTAaTOYHOCTh B OMOITATE CIAU3MCTOM OOOJIOYKH TOHKOMN
KUIIKKH o0namgaeT HemocTtaTouHod croeruduuHocThio. Cpean MaMeHTOB € YMEPEHHOM
TUIIOJIAKTA3UEeN 1O pe3yJbTaraM dKcIpecc-TecTa, Tojdbko B 20% ciy4aeB yCTaHOBJIEHA
HEMIEPEHOCUMOCThD JIAKTO3bI, Y OONBHBIX C TSKEJIOW THIOJAKTA3MeH JIaKTa3Hash HEAOCTaTOYHOCTh
MOATBEpKJIeHa B 72% ciiy4aes.

4. Hanuume rpyJHOrO BCKapMJIMBaHUsI Ha MEPBOM IOy KM3HU MallMeHTa ¢ MyKOBUCIIHUI030M
ompenensier Oojee OJaronmpusTHOE TeueHHE 3a00JIeBaHUS M CIIOCOOCTBYET YIYYIICHUIO €ro
MIPOTHO3A.

5.CBOEBpeMEHHOE BBEICHHE B KAUECTBE JOMOIHUTEIHHOTO MUTAHUS BBICOKOKATOPUUHBIX
BBICOKOOCJIKOBBIX CMECeid Ha OCHOBE IICIbHOTO W THIPOJIU30BAaHHOTO Oenka, OOOTaleHHBIX
CpPEIHEIENIOYCUHbBIMI TPUTJIMIIEPUIaMH B PpalMOH manueHToB ¢ MB crapmie ogHoro ropja,



MO3BOJISIET  YMEHBIIUTh IPOSIBJICHUS HEIOCTAaTOYHOCTH IWTAHMS W INPEJOTBpAIlacT ee
IPOrpPECCUPOBAHHUE.

6.Y OGonpHBIX ¢ TsOKENbIM TeueHneM MB ¢ KpuTHYecKr HHM3KUM HYTPHUTHUBHBIM CTaTyCOM
HOYHAs TUIEpAJIMMEHTalusgd uepe3 OaUIOHHYI0 HHU3KONPOPWIBHYIO TacTpPOCTOMY IO3BOJISET
YIYYIIUTh COCTOSIHUE MUTAHMs, YTO CIIOCOOCTBYET CTAaOMIIM3ALMH JIETOYHBIX (QYHKUUHN, YPEKEHHUIO
OpOHXOJIETOYHBIX ~ OOOCTPEHUH, YMEHBUIEHUIO TIOTPEOHOCTM B  Kypcax BHYTPUBEHHOU
aHTUOAKTepUaIbHON Tepanuu.

BHeapenue pe3yJibTATOB HCCIACAOBAHUA B IPAKTHKY

OCHOBHBIE MOJIO)KEHUS, BBIBOJABI M IMPAKTHUUECKUE PEKOMEHAAIMU JAHHOTO HCCIEHOBAHUS
MPUMEHSIIOTCS B KJIMHUYECKOM MpakTUKE MyJbMoHosoruueckoro otaeneHus PI'AY «HMUILL
310poBbs nerei» Munszapasa Poccun, B undexunonnom otaenenuu Ne3 I'bY3 JII'b Cestoit Onbru
r. Cankt-Ilerepbypra, B menuarpuueckom otaenenuun PJIKb ®I'AOY BO PHUMY wum. H.H.
IInporoBa MunsapaBa Poccun r. MockBbl. Pe3ynpTaThl HCCIIeIOBaHHSI BHEAPEHBI B JICKIIMOHHBIN
Kypc MporpaMM IMOBBIIIEHUs KBalMpUKauuu 1o cnenuanbHoctu «llenmarpusi» Ha Kadenpe
neauaTpuu U AETCKOM peBmaTosioruu KIMHUYEeCcKOro MHCTUTYTa JETCKOro 310poBbsi uMeHu H.D.
Ounatoa PI'AOY BO Ilepsriit MI'MY um. .M. CeuenoBa MunsapaBa Poccuu (CedeHOBCKHMIA
YHUBEPCUTET) U B IPOrpaMMy TEMATHUYECKOTO yCOBEPILICHCTBOBaHUsA Uil Bpauel «llutanue nerei
¢ MykoBucuumo3om» Ha 0Oaze DI'AY «HMHUIL] 3m0poBws npereii» MunsapaBa Poccum (72
aKaJIEMHYECKHUX Yaca).

CreneHb 10CTOBEPHOCTH Pe3yJIbTATOB UCCJIeI0BAHUS

Brlicokasi cTeneHb JOCTOBEPHOCTH MOJYYEHHBIX PE3yJIbTAaTOB HCCIEJOBAHUS OIpeAeseTcs
TIIATENbHBIM BBIITOJIHEHUEM METOJI0JIOTMUECKUX CTaH/IapTOB HAy4YHO-OOOCHOBAHHON MEIULIMHCKON
NPAaKTUKHU: PENpPe3eHTATUBHON BBIOOPKOM MAalMEHTOB; MPABHJIBHO CIUIAHWPOBAHHBIM JU3aHHOM
UCCJIEIOBAaHUSl, B COOTBETCBMM C IIOCTaBJICHHBIMU 3aJa4aMM; HCIIOJIb30BAHHUEM COBPEMEHHBIX
WH(OPMATHUBHBIX METOJOB JIA0OPATOPHOTO W HWHCTPYMEHTAIBHOTO OOCIEIOBaHUS C OIECHKOM
IIOJIyYEHHBIX PE3yJbTAaTOB; NPHUMEHEHHEM COBPEMEHHBIX aJEKBaTHBIX METOJOB aHalIu3a M
cTaTUCTUYECKOM o0paboTku AaHHBIX. Mcnons3yemble B paboTe maTepuaibl U METOJbl MPU3HAHBI
MEXTyHapOJHBIM COOOIIECTBOM JHETOJIOTOB, TACTPOIHTEPOIOIOB, MEKIYHAPOIHON U eBpONECKON
accoumanuamMu MB, a Tak ke POCCHUCKUMH cClenuaiucTamu. M310KeHHbIE B HCCIEIOBAHUHU
MOJIO)KEHUSI, BBIBOJIbI M TMPAKTHMUECKHE DPEKOMEHJALMKM HEOJHOKPATHO ObUIM MpEACTaBICHBbl Ha
MEXTYHapOHBIX U HAI[MOHAIBHBIX KOHTpeccax U KOH(PEPEeHLIUAX.

Anpodanusi padoThI

Matepuansl U pe3ynbTaThl UcCieNoBaHUs OblUTM AojoxkeHbl: Ha VI exeronnoit Cesepo-
3anagHoON HAYYHO-TIPAKTUYECKONH KOH(EPEHIINH M0 MYKOBUCIHI03Y C MEXTyHAPOJHBIM y4acTHEM
«l'eHeTnka, JAMAarHOCTHKa, ocjioxkHeHus, peadunutauus» (Cankr-IlerepOypr, 2015); Ha
KoH(pepeHH «COBpEeMEHHbIE TEXHOJOTHH JIEUCHHUS, PEeaOMIMTAIls U COLMANbHAs TMOAJCPIKKA
JIETe ¢ OHKOJOTHYECKUMU, TeMATOJIOTMYECKUMU U pelIKUMH 3a0oneBaHusMuy» (Anma-Ata, 2015);
Ha 38th European Cystic Fibrosis Conference (Brussels, 2015); na XIX Konrpecce mneauatpos
Poccun ¢ MexayHapoAdHBIM ydacTHEM «AKTyanbHbIe mpoOieMbl neauatpun» (Mocksa, 2016); Ha
XVIII Covezne nequatpoB Poccun «AktyanbHble mpobnemsl neauatpun» (Mocksa, 2017); Ha 43rd
European Cystic Fibrosis Conference (Lyon, 2020); na Bropom BcepoccuiickoMm meanaTpruuecKom
dopyme crtymeHTOB W MosoAbix ydeHbix (MockBa, 2020); wa II Bcepoccuiickom dopyme
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MEIULUHCKUX U O0IIEeCTBEHHBIX opranu3anuii «O0beInHUM ycUis B 60pbOe ¢ MyKOBUCIIHIO30M»
(Mocksa, 2020); ma X OOpa3oBaTeabHOM MEXIYHApPOAHOM KOHCEHCYCE I0 PpPECHHpPaTOPHOMN
meaunuHe B nenuatpun (Bmagummp, 2021); na Kondepenuunm «OcoOeHHOCTH HYTPUTHUBHOM
HOJICPKKH JeTel ¢ MyKOBUCIMI030M, HYK/IAIOIUXCS B MHTEHCUBHOM nuTaHun» (Mocksa, 2021);
Ha XV HauuoHaIbHOM KoOHrpecce «VIHHOBallMOHHBIE METOJAbl JUArHOCTUKA M Tepanuu
MyKoBHCIHI03a. IlpopsiB B Gymymee» (Cysmame, 2021); ma 8" International Conference on
Nutrition and Growth (JIounmon, 2021).

IIyonukanum pe3yabTatoB HcciaenoBanmsa. llo Teme aumccepranuu ornyoJuKoBaHo 7
MeYaTHeIX PaboT, W3 HUX 5 - B KypHajax, pekoMeHI0BaHHBIX BAK MwunoOpHayku P s
nyOJIMKalUK pe3yabTaToOB AUCCEPTALMOHHBIX UCCIEIOBAHUN, U3 HUX 2 CTaTbU, UHAEKCUPYEMBbIE B
6aze SCOPUS. 1 IlatenT Ha nzobperenue PO Ne 2639450 ot 21.12.2017 «Criocob BckapMIIMBAHUS
JieTel paHHero Bo3pacTa, OOJbHBIX MYKOBUCIIHIO30M.

JIMYHBIN BKJIAJ aBTOpa

ABTOp JTMYHO MPUHUMAJ y4acTUE BO BCEX ATalax MCCIIEJOBaHUS: aHAIU3 OTEYECTBEHHBIX U
MEXyHApOJHBIX HaYYHbIX HCTOYHHKOB JIUTEPATyphl MO TeMe AMCCEPTALUU U MOAroToBKa 0030pa
JUTEpaTyphl, COCTABJICHHUE TIJIaHA U JIU3aiiHa HCClieoBaHus, (OpMHUpPOBaHUE Oa3bl JaHHBIX, HAOOP
Mmartepuaiia, oOcCJielOBaHME M JIEYCHHE MALMEHTOB, PETPOCIEKTHUBHBIN aHalu3 METUIIMHCKON
JNOKyMEHTaluu, oOpa0oTka ¥ MHTEpPHpEeTaly IMOJTYYEHHbIX CTAaTUCTUYECKHX JaHHBIX, Ha
OCHOBAaHHUU KOTOPBIX ObUIM C(HOPMYIMPOBAHBI OCHOBHBIE IOJIOKEHHUS, BBIBOJBI U IPAKTHUYECKHE
PEKOMEHJAIMK UCCEPTAMOHHOM paboThl, B MOJrOTOBKE M HAMCAHUU IYyOJMKAIUI 1O HAY4HOM
TeMe, 0(OpMIIEHUE Hay4YHbIX CTaTeH, ydacThe B HAYYHO-IIPAKTUUYECKUX KOH(PEPEHIMIX, BHEAPEHUE
B KJIIMHUYECKYIO MPAKTUKY pa3pa0OTaHHbIX MPAKTUYECKUX PEKOMEHJAUH.

O0beM U CTPYKTYpa AuccepTaluu

HuccepranuonHas paboTa uznoxeHa Ha 193 crpaHuIiax MalIMHOMKUCHOTO TEKCTA, COCTOUT U3
BBEJICHMs, 0030pa JUTEpaTyphl, IJ1aBbl, OCBALICHHON MaTepuagaM M METOJlaM HCCIEeI0BaHus, 3-X
r71laB  COOCTBEHHBIX HCCIIEZIOBAaHUHM, OOCYXACHHS pE3yJbTaTOB MCCIEIOBaHMS, BBIBOJOB U
IIpaKTUYECKUX peKkoMeHaanuii. Cnucok muTepaTypbl BKItO4YaeT 187 MCTOYHMKOB, U3 HHUX 46
oteuecTBEHHBIX U 141 3apyOexxHbIx aBTOpoB. Pabora comepxkut 53 tabnuimsl, 26 pucyHkos, 10
KIIMHAYECKUX NPUMEPOB, § IPUIIOKEHUN.

COIEPKXAHUE PABOTbI
IanueHTHI U METOABI HCCIEOBAHUS

JuccepranmonHast paboTa BBIMIOJIHEHA B MYJIBMOHOJIOTMYECKOM OTIECJICHUH U JabopaTopuu
MUTaHus 3710poBoro u OosibHOTO pedenka GI'AY «HMMUILL 3nopoBes aeteit»y MunszapaBa Poccun
(TupekTop — 3acinykeHHbI Bpad PO, 1.M.H., mpodeccop A.Il. ducenko) B nepuon ¢ oktsiops 2015
r. o aBryct 2021 r., B COOTBETCTBUH C IJIAHOM Hay4HO-UccienoBaTenbckux pabor ®I'AY « HMULL
3M0poBbs  jAerei»  MwumzapaBa Poccum  Ne  AAAA-A19-119012590187-6  «Knmunuko-
JMArHOCTUYECKUIA alNTOPUTM W MEPCOHU(HUKAIUS JICUCHHUs] HACIEACTBEHHBIX OOJe3Hel oOMeHa ¢
nopaxennem [[HC u kucrosnoro ¢pudposa y aereii» (2018-2021).

B uccnenoBanum npuHsM ydactue 225 neteil ¢ MyKOBHCIIMIO30M B Bo3pacTe oT 1 mecsua
1o 17 net 11 mecsieB npocnekTuBHO U 60 MaTepeil GOJIBHBIX J1eTel peTPOCIEKTUBHO (PUCYHOK 1).
[TarmeHTHl MOCTYNANM B KIMHUKY U3 pa3audHbX cyObekToB Poccuiickoit ®enepauuu (90,7%), a
takxe u3 crpan CHI™ (Ykpauna, Kazaxcran, Mosmosa - 9,3%).



TarenTsl: 1eTH ¢ MyKOBUCIMI030M B Bo3pacte 1 mec g0 171er 11mec (n=225)

{ J J l

AnTponomeTpus Kanunepo- | | buonmne- o0t 6enox Oxcnpece rect wa JIH
WHOAnNthroPlus METpHs ImaHCOMeTpHsl || aTbOyMUH B xoz1e OI'/IC(n=213)
‘ pears0yMuH / \
crearopes J
K Hopwmo- T'uno-
y NaKTazus JTaKTa3MsA AHKeTUpOBaHKE
He10cTaTO4HOCT - Henocratounocts Matepeii 1o
MUTAHUSA «+» / T | maTaHuA «-» Bompocam I'B (n=60)
Harpy3ounsrit
J JlononHuTEIbHOE MUTAHUE TecT ¢ JJakTo30i (n=37) \L
C UCTIOJIH30BaHUEM
Houwnast runepanumeHTanus BBICOKOOEIKOBBIX Ananns smisins TB Ha
4/3 HH3KOTPOMHITHHYIO BBICOKOIHEPT€THUECKIX HasHatere
_ cMecen o AHTPOIIOMETPUUCCKUEC
racrpocromy (n=16) HU3KOJIAKTO3HOM
METH IAHEHTaM C [OKa3aTeNu U TSKECTh
nmoareepkaeHHo# JIH TCUCHUA MB B
O1ieHKa B TUHAMUKE 1 w3 ner
AHTpOTIOMETpHS
Kanunepomerpus
Buoxumuueckue nmokaszarenu (00muii O€IoK, Pexomennanuu no
aNbOYMUH, peaab0yMuH) KOPPEKIINYU MMUTAHUS
Crearopest nerer 1 roma >xu3Hu
YacToTa GPOHXOJIETOYHBIX 000CTPEHHUS cMB

Pucynoxk 1. /[uzaiin ucciaeqoBanus

O6cnenoBaHe NaMEHTOB COCTOSIIO U3 KIMHUYECKOTO HAOJIOIEHUS, OLIEHKH HYTPUTUBHOIO
cTaryca, OWOXMMHYECKOTO M WHCTPYMEHTAJbHOTO WCCIIEIOBAHUSA, a TaKXKe HCIOIb30BAIHCH
CHEIUAIbHBIE TUETOJIOTHIECKUE METO/IBI.

AHann3 CcOMaTHYeCcKOTro cTaTyca BKJIIOYaI: cOOp »Kajno0 MalueHTa M €ero poJauTelIeH,
(u3UKaNBHBI OCMOTpP IO CTaHAAPTHOMY IUIAHY C OLEHKOW OOIIEro COCTOSHHUSI MU CaMOYYBCTBHSI
pebenka ¢ MB, yTo4HsICS BO3pacT MOCTAaHOBH JAMArHO3a, XapaKkTep MUTaHUs, aHTPOTIOMETPUUECKHIE
NOKa3aTeau, Pe3ylbTaT MUKPOOMOIOTHYECKOT0 UCCIEA0BAHUS MOKPOTHI, MPOBOJUMOE JIEUEHUE U
ero 3¢ (HeKTUBHOCTD, YACTOTY 0OOCTPEHHI U MprueMa aHTUOAKTEPHAILHOM Tepanuu.

beimu ucmonb30BaHBl ClEAYIIME METOABl HWCCIAEAOBAHUS: KIMHWUYECKUW aHadu3 KpPOBH,
YpOBEHb OCJIIKOB B CBIBOPOTKE KpPOBH, AKTHMBHOCTh MaHKPEATHYECKOW »djacTasbi-1 B Kaue,
KOIPOTpaMMa, YPOBEHb KAJIBIIPOTEKTHHA B Kajie, HATPY30YHbBIN MIMKEMUYECKUN TECT C JTAKTO30H, a
TaK Y€ METOJIbI OIICHKH (DYHKIIMY BHEITHETO JBIXaHHUS M TECT Ha JIAKTa3HYIO HEJIOCTAaTOYHOCTD.

JUIs OllEHKH CTENEeHW TSHKECTH MYKOBHCIHI03a OblIa MCroJib3oBaHa mikana llIBaxmana-
bpacunbaa B mogudukanuu C.B. Paunnckoro u H.U. Kanpanosa.

OrneHka HYTPUTHBHOTO CTaTyca TPOBOJMIIACH C TOMOIIBIO KOMITBIOTEPHBIX MpOTpaMMaM
WHO-Anthro (mns neteit no 5 ner) u WHO-AntroPlus (s mereii crapiie 5 neT), pacCUuThIBAIH Z-
scores Macca Ttena/Bo3pact (WAZ), poct/Bospact (HAZ), UMT/Bo3pact (BAZ). Ilokazarenw,
BBIXOJISIIINE 32 MPEAEIbI OT -1 10 +1, paciieHnBanuch, Kak OTKJIOHCHUS OT HOPMBI.
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CreneHp THKECTH HEAOCTATOYHOCTH MUTAHMS YCTAaHABIMBAJIM HA OCHOBE KiacCHUMHUKAIIUMA
Henocrarounoctu nmutanus BO3 (Waterlow J.C., 1992), MKB 10 (E40-46).
Kputepun omeHKH OCTpPON M XPOHUYECKOW HEJOCTATOYHOCTH IMUTAHUS TIPEACTABIICHBI B
tabmurie 1.
Tadauua 1. Knaccuduxanus HeTOCTATOUHOCTU MUTAHUS

dopma HETOCTATOYHOCTH Z-scores:
MUATaHus/ Macca tena/ Macca tena/ | UMT/Bo3pact
CTETICHb TSHKECTH JUTMHA Teja BO3pacT (Bce poct/Bospact
(mo 5 ner) (mo 10 ner) BO3pacra) (Bee Bospacra)

Ocrtpas dhopma HIIL:
¢ JICrKas or -1 1o -1,9 - or -1 1o -1,9
¢ YMCpCHHasA oT -2 1o -2,9 or-210-2,9 | or-210-2,9
® TspKeTas > -3 >-3 > -3
Xponunueckas popma HIIT - - - <-2

buonmnenancMeTpuueckui aHalin3a MPOBOAWICA BceM neTsM ¢ MB crapme 5 ner mid

OIIEHKH COCTaBa Tejla, C MOMOIIbI0 oTedecTBeHHOro aHanuzaropa AbBC-01 Menacc. B nportokore
OMOUMIIETAHCHOTO HCCJICIOBAHUSI PACCUUTHIBATN aOCONIOTHBIE U OTHOCHUTENbHBIE 3HAYCHUS
CIEYIOIINX TTOKa3aTesel: )KupoBasi Macca opraHu3ma, Tollas Macca, akTUBHas KJIETOYHAs mMacca u
JIOJISI aKTUBHOM KJICTOYHOM MacCCHI.
JInsi OLIEHKW BIUSHMS TPYIHOTO BCKapMJIMBAHHUS Ha TEUYCHHE MYKOBHUCIH03a y peOeHka Oblia
HCIIOJIh30BaHa pa3paboTaHHAs HaAMU «AHKeTa I MaTepH peOdcHKa ¢ MYKOBHCIIHMIIO30M: T'PYIHOE
BCKapMJIMBAHUE», COCTOsIBINAsi W3 4 pa3/elioB: CBEACHUS O Marepu, JaHHbIE O peOeHKe,
aHTPOMOMETpPHUUYECKHE JaHHBIC peOeHka B 1 roa u B 3 ro/1a, JaHHBIE O MUTAHUHU peOCHKa.

Kunnunyeckasi xapakTepucTuKa Ha0J/101aeMbIX 00JIbHBIX MYKOBHCIHA030M

Y oOonpmuHcTBa (207/92%) manmeHTOB ObLIa JAMAarHOCTUPOBAaHA CMEMIAaHHAs (JIETOYHO-
kumeyHas) gopma MB, npeumyiiectBeHHo jerounas ¢opma otmevanach y 7 (3,1%) OonbHBIX,
npeumyinecTBeHHo kumeuHas — y 11 (4,9%). V GonpmmacTBa (205/91%) ManueHTOB BBISBICHA
TsDKENas XpOHUYECKasi BHEIIHECEKPETOPHAs MAHKPEATUYECKasi HEI0CTaTOYHOCTh

[To mkane IlIBaxmana-bpachunbaa Tsxkenoe teuenune MB umenu 52 (23,1%), cpemne-
Tsokernoe - 91 (40,5%), nerkoe — 82 (36,4%) manueHTOB.

OCHOBHBIMH Kajo0aMu TpH TOoCHHUTAIM3auu Obuth: cHwkeHue anmeruta (78,2%) u
otctaBanue B Macce Tena (70,6%). bomee, yem y TMOJIOBUHBI MAIIUEHTOB OTMEUAIUChH CIA0OCTh,
BAJIOCTh, yTomisiemocTh (63,5%), cyxoii manonpoayKTUBHBIM Kamenb (57,3%), O0au B KUBOTE
BCcTpevyanch y 44% neteit.

Hab6monaempie mannenTsl ¢ MB uMenu pa3HooOpa3HbIi T€HOTHUIT: TOMO3UTOTaMU IO caMoit
gacroit mytanuu - F508del O6putn 59 (26,2%) nereid, reTepo3uroTaMu Mo JaHHON MyTaruu - 87
(39%) GonbHbIX. OcTajabHbIe MyTAIIMH BCTPEYAINUCH PEXKE.

Tsokenass XpoHMYecKass BHEIIHECEKPETOpHAasl IMaHKpeaThyeckas HEeAOCTaTOYHOCTh Oblia
BbIsIBIIEHA y OonbmnHCTBa manueHToB — 205 (91%), y 13 (6%) nuarHocTupoBaHa maHKpeaTHUecKas
HEJOCTAaTOYHOCTh CpeJHell cTemneHu TskecTd, y 7 (3%) mereil ¢ MpeMMYIECTBEHHO JIETOYHOM
dbopmoit MB nokazarenu maHKpeaTHueCKOH A1actasbl -1 HaXOUIHCH B TIPEJIEIax HOPMBI.
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Pe3yabTaThl HCcie0BaAHUS U UX 00CYyKIeHHE
XapakTepucTHKA HYTPUTHBHOTO CTATyCA JIeTeil ¢ MYKOBHCIIHI030M
VY Bcex nered ¢ MYKOBHCIIMAO30M OIEHHWBAJIM aHTPOIIOMETPUUYECKHUE IMOKa3aTenu (Macca u

umHa (POCT) Tela, U3MEPSUIM KOXKHO-)KHPOBBIC CKJIAJKH METOJOM KAIHMIIEPOMETPUU, a TaKKe
OKpyXHOCTh Tuieya. [lanpeHtam crapiie 5 JeT MPOBOAWIM OIIEHKY COCTaBa Teja € TOMOIIbIO
OnonMne aHCOMETPUHI

XpoHHYEeCKass HEJOCTAaTOYHOCTh MUTAHMS, MPOSBISABIIASACS BBIPAXKEHHOM 3alepKKOM pocTa
(Z score nnuna (poct)/Bo3pact <-2 SD) 6bu1a BeisiBiieHa ¥ 43 (19,1%) GONBHBIX, U3 HUX yMEpeHHasI
crenieib (HAZ ot -2 no-3 SD) - y 27 (62,8%) nereit, Tspkenast (ot -3 mo -4SD) - y 16 (37,2%)
narrenToB. OcTpas HegocTaToOuHOCTh nutanus (Z score UMT/Bospact (BAZ < -1) ycraHOBiIeHA Y
92 (41%) OonbHBIX, a ¥ 19 (8,5%) M3 HUX AaHHBIA TOKa3aTeab ObUI OoueHb HU3KkUMU (BAZ <-3).
Bwmecte ¢ tem, Z-score UMT/Bo3pact Obln BbIlie cpenuux BeauwuuH y 17(7,5%) manueHToB U
CBUJETENbCTBOBAN 00 M30bITOUHOM Macce Tena (BAZ +1 - +2) y 14 (6,2%) nereit u oxxupeHUU
(BAZ>+2SD) y 3 (1,3%) GONbHBIX.

[Ipu onenke GU3NYECKOTO Pa3BUTHS MAIMEHTOB C MYKOBHUCIIHU030M B 3aBUCHUMOCTH OT UX
BO3pacTa YCTAaHOBJIEHO, YTO CaMbleé HHM3KHE AHTPONOMETPUYECKHE IMOKA3aTEeNHU BBISBISINCH Ha
nepBoM rofy *xu3uu (Meauana BAZ = -1,56 11U [-6,25;1,18]) u B Bo3pacTHoii rpymme 13-17 ner 11
mec. (Mmennana BAZ =-1,16, 1N [-4,94,+0,45]), 4To MOTJIO OBITH CBSI3aHO C MHTEHCHBHBIM OOMEHOM
BEIIECTB, KaK HA TIEPBOM TOJly JKU3HH, TaK U B MyOepTATHOM MEPHOJIE, a TAKKE C HEJAOCTATOUYHBIM
BHUMAaHUEM K KOPPEKIIMU TUTAHKSI ICTEH B CTapIIei BO3pacTHOH rpymie (pUCyHKH 2 u 3).

Hammm pe3ynbraThl 4acTUYHO COBMHAAAIOT C JIaHHBIMHU uccienoBanus MakcumbrueBoit T.1HO.
(2021), roe moka3zaHo, 4yTO AETH B Bo3pacTte 4-6 yier u 13-17 net Hambosee MpeapacroiokKeHbl K
Pa3BUTHIO HYTPUTHBHOW HEJIOCTATOYHOCTH.

Ycranosneno, uro 135 (60%) manueHTOB ¢ MYKOBHCIIHIO30M, IPEUMYIIECTBEHHO TMEPBOTO
roJla )KU3HHU M CTapIIero MKOJIHHOTO BO3pacTa, MPHU MOCTYIUICHUU B CTAI[HOHAP UMETH OCTPYIO WU
XPOHUYECKYI0 HEJIOCTATOYHOCTh MUTAHUS PA3JIMYHON CTETIEHH TSHKECTH, YTO TpeboBaio ocoboro
BHUMaHUS MIPU OpPTaHU3AIMH JIEYeOHOTO MTUTAaHUS B CTAIlIOHAPE.

S 80%
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jerkoe TedeHne MB  cpemHeTskenoe  TSDKENOE TEYCHHE
-2 - m Z-score macca Tena/Bospacty (WAZ) (n=63) Teuerne MB (n=59) MB (n=103)
B Z-score poct/Bo3pact (HAZ)
BUMT<(-1) ®(-1>UMT<(+1) =UAMT>(+1)
Z-score UMT/Bo3zpact (BAZ)
Pucynok 2. CpemHue aHTpOTIOMETPHYECKUE Pucynok 3. Onenka Z-score UMT/Bo3pact

nokasareyu y gereid ¢ MB pasznnuHoro Bo3pacra B 3aBUCUMOCTH OT TSKECTH TeueHus MB
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Ouenka Z-score MUMT/Bo3pact B 3aBUCUMOCTH OT Tsbkectd MB mo mkane IlIBaxmana-
bpacpunpaa mokazana, yTo Ui IeTEd C TSDKENIBIM TEUYeHHEM 3a0oJjieBaHMs ObUla XapaKTepHa
TsDKeJlas CTEIeHb HepoctarouHocTH nutanus (r=0,65, p=0,001). V nmereli ¢ aerkumM tedyennemM MB
garie HaONIoJaliCh HOpPMaJbHBIC WM Jake MOBbIMIeHHbIEe Moka3artenu MMT/Bospact (r=0,58,
p<0,01). Takum oOpa3zoM, ObLIa MOATBEPKACHA MpsiMasi 3aBUCUMOCTb MEXJY TSKECTHIO TEUCHUS
MB u cTeneHpI0 BRIpa)K€HHOCTH HYTPUTUBHON HETOCTATOYHOCTH.

[Tokazano, 4ro OmMOXMMHYECKHE IMOKa3arenu (oOmui Oenok, anbOyMHH, MpeaTbOyMHUH,
TpaHcpEeppuH, HE3aBUCUMO OT XapPAaKTEPUCTUKUA HYTPUTUBHOTO CTATyCa, HAXOAWIWCH B Tpelesax
pedepeHCHBIX 3HAYEHUM, YTO MOIJIO SBIATHCS CIECICTBHEM XPOHHUYECKOTO OPOHXOJIETOYHOTO
BOCIIAJICHHS, IIPH KOTOPOM YPOBHH KOPOTKOKHMBYIIHX OEIKOB MMOBBIMIAIOTCS (Tabiuia 2).

Tabauua 2. OcHOBHBIE OETTKH CHIBOPOTKU KPOBH HAOJIIOAAEMBIX OOJIBHBIX C MYKOBUCIIHI030M
B 3aBUCHMOCTH OT HyTPUTUBHOTO CTaTyca

PC3YJ'H>T8.TBI B 3aBUCUMOCTHU
BI/IOXI/IMI/I‘leCKI/Ie Pe(l)epeHCHHe oT HYTpI/IBHOl"O CTaTyca
110Ka3aTC/IH 3HAYCHUA CHUKEHHBIN HOPMAJIbHBIN ITOBBIIICHHBIN
(-1>BAZ2) (1<BAZ<1) (BAZ >1)

82%‘““ Gernox 60-80 68,9843 .42 74.66+4.65 70,54+1,35
AnpoymuH (/i) 38-54 48,59+2,43 50,75+1,23 51,21+2,36
&lﬁgmwm 150-400 249.12+22.5 237,3+19,65 250,6+17,76
Tpanceppun 203-360 345+16,65 323,48+13,24 340,16+20,25
(mr/m)

[Tosy4yeHHBIE pe3ynbTaThl YKa3bIBAIOT HA TO, YTO, B OTJIMYHAE OT XUPYPTHUECKHX
3a0oJIcBaHMiA, TPHUBOAAIUX K Hemoctarounoctn mnutanus (Epmynesa 1O.B., 2006), nanHbIC
nokasaTenu y 00sbHBIX MB He sBistoTcst ”HGOPMaTUBHBIMH JJIs1 OLICHKH HYTPUTUBHOI'O CTAaTyCa.

YCTaHOBIIGHO, YTO METOJI OMOWMMITCJAHCOMETPHUU, HCIIONB30BAHHBIA IS OIICHKH COCTaBa
TeJa y MmamueHToB ¢ MB, sBisercs HMHPOPMATHBHBIM W JOCTYIHBIM JUIS TIEAHATPUYCCKOM
NPAKTUKA. Y JIeTeld ¢ HOPMAaJbHBIM M CHIDKCHHBIM HMHJIEKCOM MAaCChl Tejla MOTYT BBISBIISTHCS
U3MCHCHHS COCTaBa Tella B BUJC M30BITKA XUPOBOW MAcChl, ACPUIIUTA TOIIEH MacChl, aKTUBHON
KJIETOYHOM MacCChl ¥ JIOJIM aKTUBHOM KJIETOYHOM MacChl, YTO, BO3MOYKHO, CBSI3aHO KaK C JeOHUIIUTOM
OETKOBOTO KOMITOHEHTA pallioHa (MW HapyIICHUEM YCBOCHHS O€lika), TaK U C HEIOCTaTOYHOU
(bU3UIECKON aKTHBHOCTBIO MAIIMCHTOB.

BrisiBieHa otpuniaTenbHas KOPpEsaIus MExAy 3HaueHueM Z-SCOre Toled MaccChl Tela U
TsbkecThio 3aboneBanus (r=0,68, p=0,003), mokazatenem ¢yHKuuM BHemHero apixanus (r=0,57,
p<0,005).

Hamm panHbple MO cocTaBy Tena mNalueHToB ¢ MB, mojgydeHHbIE € MTOMOIIBIO

6I/IOI/IMHG,Z[aHCOM€TpI/II/I, COBIMAJAlOT C peE3yjabTaTaMH HU3YUCHHUSA COCTaBa TE€JIa MCTOJOM

JBYX3HEpPreTnyeckor peHTreHoBckou abcopounomerpun (DXA) (Ritchie H., 2021). Jloka3zano, uto
MOKa3aTelid COCTaBa Tejla OOJMBHBIX ¢ MB MOXXHO HCMOJIB30BaTh HE TOJIBKO C JHArHOCTHYECKOM
ICJIBbIO, HO M JIJIS MOHUTOPUHTA 32 TCYCHUEM OOJIC3HU y KOHKPETHOTO MAIUCHTA U JIJISl COCTABJICHHUS
NepCOHU(DHUIIMPOBAHHOM MPOTPAMMBI KOPPEKIIUU TTHTAHUSI.
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[TonyueHHass cuibHas CTaTUCTHYECKH 3HauuMmas koppemnsaiusa (r=0,77; p<0,001) npwu
CpPaBHUTEIHFHOM HCIOJIb30BAHUU METOJOB OMOUMIICTAHCOMETPUU M KAJIUIIEPOMETPUU TMO3BOIUIA
CUMTATh ATU METOJbI B3aMMO3aMEHSIEMBIMH, YTO COBHNAJAcT ¢ JaHHBIMHM MBanoBou M.B. ¢ coaBr.,
2011, momyueHHBIX Y JeTell MIKOJIBHOTO Bo3pacTa (Tabiuia 3).

Tab6auua 3. KoppensiiuonHbie CBA3M MOKa3aTeNlel pa3BUTHS )KHPOBOW MACCHI 110 pe3yibTaTaM
OMOMMIIEJAHCOMETPUH U KAITUIIEPOMETPUN

KoaddunmenTs! koppessiiuu nokaszareneu (r)
[OKa3aTeIu KalTuIepOMETPHUN
HOKA3aTCIIH Ha Ha TIOZ yIJIOM | Haj rpebHeM Cymma
OMOMMIICIAHCOMETPHH | Goiorcon TPULIETICOM | JIONATKH | TOJB3IOIIHOM 4 KXKCT
KOCTH

% Xupa B OpraHu3Me 0,72 0,69 0,68 0,71 0,75,
p<0,001

Kuposas macca (kr) 0,78 0,7 0,71 0,75 0,77,
p<0,001

Tomast macca (kr) 0,38 0,32 0,35 0,34 0,3
p<0,05

Kumeunoe BocnaneHue B reHe3e mMaiabadbcopOuuu y aereir ¢ MB, MoxkeT cmocoOCTBOBATH
Pa3BUTHIO BTOPHYHOH JIAKTAa3HOW HEJOCTATOYHOCTH, Kak KomopoOumHoro coctosaus (Gonska T.,
2016). JIH nomkHa CBOEBPEMEHHO BBISIBIISATHCS JIJIsl HA3HAYCHUS JIeueOHOM Oe3makTo3HOoM nueThl. C
IOMOILIBIO  3KCIIpecC-MeToJla B OHONTaTax CIM3UCTOM OOOJOYKM TOHKOW KHIIKH JeTed ¢
MYKOBHUCIUA030M B 64% ciy4yaeB BBISBICHO CHI)KEHUE aKTHBHOCTH (pepMEHTa JaKTa3bl, OJHAKO,
nuarHo3 JIH Obpul MOATBEpXKIEH TIIMKEMHYECKAM HArpy304YHBIM TECTOM C JIAKTO30M JIAIIb Y
MOJIOBUHBI 3THX TAllMEHTOB, YTO YKa3bIBaeT Ha Ooyiee BBICOKYIO MH()OPMATHUBHOCTBH IOCIEIHETO
meroja (pucyHku 4 u 5).

120 === peOeHOK
8 -
=== peOCHOK
100 75 == 3 peGCHOK
=== /4 peOEHOK
80
7 4 === 5 peOeHOK
60 ==@==( peOCHOK
6,5 - === ] pEOCHOK
40 [ e 8 peOCHOK
6 1 Ve 9 pebenok
20 Ve
55 K/ /,_'ax\ - »/ === 10 peOeHOK
0 ' : . oD == | | peerox
I'unonakrasus cpenneit  ['unonakrasus Tsoxenon s 12 peerok
CTCIICHU TSXKECTH CTCIICHHU 5 p
13 pebeHOK
B oTpHIATENIBHBIN TIMKEMUYECKHI HArpy304HBIN 45 - 14 peberok
TECT C JIAKTO301
15 pebeHok
N [10JI0KUTENBHBIA TITMKEMUYECKUN 4 . . . * 16 peGeHoK
Harpy304HBbIN TECT C JAKTO30H Touka 0 15 MunyT 30 muHyT 60 MuHyT
Pucynok 4. CpaBHUTENIbHAS OLIEHKA JIBYX Pucynoxk 5. ['mukemuueckue KpuBbie OOIbHBIX
MeTo10B nuarHoctuku JIH: mo pesynpraram MYKOBHUCLHI030M C moATBepxkAeHHOM JIH 13
OKCIPECC-TCCTA B ouomnrare CIN3UCTOMH TPpYIIIbI MAOUCHTOB C TSDKEJIOU THUIIOIAaKTa3uei
000JI0YKHM TOHKOM KHUIIIKH ¥ HATPYy309HOTO 10 pe3yabTaTaM KCIPECC-TECTA

TEeCTa C JaKTO30M
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OueHka BJINSIHUS TPYTHOT0 BCKAPMJIMBAHUSI HA HYTPUTUBHBINA CTATyC
NaneHTOB U TeYeHHe MYKOBHUCIIHI03a (PeTPOCTIEKTUBHBINA aHAJIN3)

Bonpuioit uHTEpEeC NpPEnCTaBISsLIO OIEHUTH BIUSHUE TPYAHOTO BCKApMIIMBAaHUS U €O
MPOJOJKUTENILHOCTH Ha T€UeHUE 3a00JIeBaHUsI, HYyTPUTUBHBIN CTAaTyC JAeTel ¢ MyKOBUCIIMI030M, a
TaK)K€ Ha pa3BUTUE COMYTCTBYIOLIMX 3a0osieBaHuM. C 3TON 1EIBI0 MPOBEICHO PETPOCIEKTUBHOE
UCCIICIOBAHUE METOJIOM aHKeTupoBaHuss 60 Matepeil jaereil, OOJBHBIX MYKOBHCIHIIO30M (22
Manbuuka U 38 geBouek). CpedaHuii Bo3pacT maTepeil Ha MOMEHT POXICHHS JeTed COCTaBIISI
27,4+5,54 ner.

[Momasstroriee 00aBIIUHCTBO (56/93,3%) neTeit poaMINCh B CPOK, CPEOHSS Macca Tea
(3336+142,5 r) u nmuHa Tena (51,2+0,52 ¢cM) cOOTBETCTBOBAJIM BO3PACTHBIM MapaMeTpam.

Vixe ¢ nepBbIX nHel xu3HU 9 (15%) neteil ¢ MyKOBHCIIMIO30M IO Pa3HbIM MIPUYKMHAM ObUIH
JIMIIEHB BO3MOXKHOCTH TOJIYYeHHUSI MATEPUHCKOTO MOJIOKa, Ha TEPBOM MeCSIle XU3HHU TPYIAHOE
BCKapMiIMBaHue OblIO mpekpamieHo eme y 4 (7%) gereit. [IpogomKuTeIbHOCTh TPYIHOTO
BckapmiMBaHusa oT 1 1o 6 mecsieB otMeueHa y 28 (46%) manueHToB, cBbIie 6 MmecsieB - y 19
(32%) nereii (Tabmuna 4).

Tabauua 4. BiusiHue npoaomKUTEIbHOCTH TPYIHOTO BCKAPMITUBAHUST Ha TEYCHUE MYKOBHUCIIU03a

nu HYTpI/ITI/IBHHﬁ CTaTyC IaluCHTOB

['pymibl TaMeHToB ¢ MYKOBHCIIHI030M ™
[Tokazarenu p
1 2 3
CpeIHUE AaHTPOIIOMETPHUYCCKUE TIOKA3aTEIIH:
B Bo3pacre | roga
- WAZ (macca/Bo3pacr) -2,26+0,79 -0,81+0,4 -0,76+0,65
- HAZ (poct/Bo3pacr) -2,98+0,98 | -0,12+0,47 -0,23+0,58 | pa-c<0,001
- BAZ (MMT/Bo3pacr) -1,4+0,8 -1,04+0,56 -0,52+0,61 | pa-s<0,005
B BO3pacTe 3 JIeT
- WAZ (macca/Bo3pacrt) -1,35+0,85- | -0,89+0,3 -1,03+0,44 | pa-s<0,05
- HAZ (poct/Bo3pacr) 2,75+£0,76 | -1,11+0,36 -0,94+0,39
- BAZ (UMT/Bo3pacrt) -0,8+0,98 -0,27+0,31 0,12+0,4
CpeIHuil BO3pacT MEPBUYHOTO BBICEBA
Pseudomonas Aeruginosa,
(Tojen) 7£1,08 6,5+1,29 8,6+1,56 pa-c<0,005
grcno oboctpenuii MB: 4,8+0,73 2,83+0,7 2,6+0,87 pa-8<0,001
B 1 roxg 3,4240,641 2,5+0,76 2,5+0,8 pa-c<0,001
B 3 roma 1+£3,93 3,93+1,15 4,5+1,03 pa-8,c<0,05
COIyTCTBYIOIIME 3a00eBanus y Aeteil ¢ MB Ha MoMeHT ankeTupoBaHus (%)
- OTCYTCTBYIOT 26,7 30,2 35 pe.c-a<0,001
- HapylIeHUE - - - pa-c<0,001
TOJIPAHTHOCTH K TJIFOKO3€ 58 37,7 23 pa-8<0,005
- JISTOYHOE Cep/le 10 2,6 - pA-8,c<0,005
- IUPPO3 NIEYEHHU 30,5 39 25,5 p>0,05

*1 - I'B orcyrcrBoBasio, 2 — I'B ot 1 10 3 mec., 3 - I'B — Goee 6 mec.
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Pe3ynbpTaThl aHKETUPOBAHUS MOKA3aJIM, YTO HYTPUTHBHBIA CTaTyc AeTei Kak B Bo3pacte |
roja, Tak ¥ B 3 roja, HE MOJY4YaBIIUX HA TIEPBOM TOJY JKU3HH TPYIHOE MOJIOKO, OBUI HUXKE
CPEIHEBO3PACTHBIX CTaHIAPTOB, B OTJIMYHAE OT TMAIMEHTOB, HAXOAMWBIIMXCS HA TPYIHOM
BckapminBanuu (r=0,56, p<0,05).

Yuciao obocTpeHHid OPOHXOJIETOYHOT0 Tporiecca 0bl10 3HaunMo Bhime (P<0,005) y mereit ¢
POXKICHUS HAaXOJMBIIMXCS HA MCKYCCTBEHHOM BCKAPMJIMBAHUU 110 CPABHEHUIO C JIETHMHU, KOTOPHIC
noJjiyyajgu MaTepuHckoe Mosioko. [Ipu aHanmmsze NOceBOB MOKPOTHI M (papUHTO-TpaxeallbHOTO
acupara y jgeted w3 rpynn 1 w 3 oOHapykeHa JOCTOBEpHAs KOPPETSAIUS MEXKIY CPEIHUM
BO3PAcTOM MEPBUYHOTO BhIceBa PSeudomonas aeruginosa B 3aBUCHMOCTH OT BH/a BCKAPMITUBAHHS U
MPOJOJKUTENIbHOCTH TPYAHOTO BCKAapMIIMBAHMS: YeM JOJbIIe JETH TMOJy4dald MaTepUHCKOE
MOJIOKO (Ooree 6 Mec), TeM MO3/IHee W3 WX MOKPOTHI BhICEBANIach CMHETHOMHas manouka (r=0,68,
p<0,005). BoisiBieHa Takke KOPPESAIUs MEXAY MPOJOJDKUTEIBHOCTRIO TPYIHOTO BCKapMITUBAHUS
¥ Pa3BUTHEM HapYyIICHHUS TOJIEPAHTHOCTH K TIIFOKO3€ Y JeTeH ¢ MYKOBUCIIHIO30M B 0oJiee cTapiieM
BO3pacTe - YeM JOJIbIIe ObUIO TPYTHOE BCKAPMIIMBAHHE, TEM PEXE BCTPECUAIHUCH ITH HAPYIICHUS Y
nereit (r=0,50, p<0,001).

Taxoe ocnmokHEHHE, KaK JETOYHOE Ceplle, HE OTMEUYANIOCh y MAMEHTOB ¢ MyKOBUCIIHIO30M,
MOJIyYaBIINX MATEPUHCKOE MOJIOKO, B OTJIMYHE OT JIeTel ¢ MYKOBHCIIHJIO30M, KOTOpPbIE €T0 ObLIN
mumieHs (p<0,005).

Ob0ocHoBaHUE U pa3padOTKAa HOBBIX MOJAX0A0B K OPraHU3alUM NUTAHUS
00JIbHBIX MYKOBHCIIHI030M NEPBOro roja sKu3Hu

IIpy nocryrmuieHMH B OTIEJEHHE NPOBEJEHA OLICHKA XapaKTepa MUTaHUS U HYTPUTHBHOTO
craryca 51 pebGeHka mepBoro roja ku3Hu ¢ MB ans onTuMH3anuu TUETOJOTHUYECKOTO JIEYEHUS.
VYCTaHOBIIEHO, UYTO MCKIIIOUUTEIBHO MarepuHckoe Mojoko mnonydanu 20 (39,2%) nereid, Ha
CMEIIIaHHOM BCKapMJIMBaHUU Haxomwiuch 15 (29,4%) OonbHBIX, Ha UCKyccTBeHHOM -16 (31,4%).

TsxecTs TedueHHs MyKoBHUCIMI03a 1o mikane [lIBaxmana-bpachunbna y 1 (2%) pebenka
pacueHeHa Kak Tspkenoe Tedenue, y 17 (33,3%) aereil - kak cpenne-tskenoe, y 25 (49%) - nerkoe
u ynosierBopurenbHoe -y 8(15,7%) mammenTtoB. XpoHWYEcKas BHEUIHECEKPETOpHas
MaHKpeaTuuecKass HEAOCTaTOYHOCTh YCTaHOBIIeHa y OombmuHcTBa (46, 90,2%) manueHToB, IO
MOBOY KOTOPOM OHU MOJIyYaly 3aMECTUTEIbHYIO (PEPMEHTHYIO TEPAIHIO.

YcraHoBneHo, uto 23 (45,1%) peOeHka ¢ MYyKOBHCIHUI030M YK€ UMETH YMEPCHHYIO HIIH
TSOKENYI0 CTENEHb HEAOCTaTOYHOCTH MUTaHus, U3 HuUx 6 (26,1%) - HaXOauIUCh HA TPYJHOM
BckapmiuBaHuu U 17 (73,9%) - Ha cMEIIaHHOM WJIM HCKYCCTBEHHOM. OCHOBHBIMHU NpUYMHAMU
ObUIM. OTMEHa TPYAHOI0 BCKapMJIMBAHMS BpauyaMu «IO0 MEIUIMHCKUM IMOKa3aHusM» - B 34%,
MCKYCCTBEHHOE BCKapMJIMBaHUE HEANANTHPOBAHHBIMUA MOJIOYHBIMH MPOJYKTaMU (KOPOBBE MOJIOKO,
kedup, TaH, aiipan) - 46% WM aTaNTUPOBAHHBIMU CMECSIMU C HU3KHM cojiepkanueM Oenka (<1,3
r/100 m) - 32%, HecBoeBpeMeHHOE (Tocie 6 MecsleB W TO03)Ke) BBeAeHUE Mpukopma - 69%,
npukopMm Omomamu ¢ «oOmiero» croma (6opm, miaoB u T.ai) - 80%, HEmpaBHIBHO
no/I00paHHas/HEJOCTATOYHAsT JTO3UPOBKA IMAaHKpeaTuyeckux (QepMeHTtoB - 22%, OTCYTCTBUE
JIOTIOTHUTENbHOTO Ha3HAYEHUS )KUPOPACTBOPUMBIX BUTAMUHOB - 55%.
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N3 35 peteil, HAXOIMBIIKUXCS HA TPYAHOM WM CMEUIAHHOM BCKapMJIMBAaHUU OOJIBIIMHCTBY -
24 (68,6%) ynanoch COXpaHUTh MAaTEPUHCKOE MOJIOKO. JIJisi 3TOro C KOPMSIIUMU MAaTepsiMU
MPOBOIUIIN Oece/Ibl O TOJIb3€ TPYIHOTO MOJIOKA /ISl pebeHka ¢ MB, akTUBHO MPUMEHSUTH KOMILIIEKC
Mep, HallpaBJICHHBIX Ha yIy4lleHue JakTauud. [Ipu cMenaHHOM U UCKYCCTBEHHOM BCKapMIIMBAHUU
11 (35,5%) netsim ¢ amekBaTHBIM (puzmueckuM pasputueM (BAZ=-0,78+0,34) B kaduecTBe JTOKOpMa
WM OCHOBHOI'O MUTAHUS Ha3HA4Yadu aalTHPOBAHHBIE MOJIOYHBIE CMECH, COOTBETCTBOBABIINE UX
BO3pacTy, MAalMeHTaM C YMEPEHHOW M TSDKEJIOW CTENEeHbI0 HEJOCTATOYHOCTH TMHUTAHUS -
CIEUUANIM3UPOBAHHBIE CMECH JUIsl HEJOHOIICHHBIX MW MAJIOBECHBIX JIETEM C  BBICOKOM
HHEProLIEHHOCTHIO, MOBHIIIICHHONW KBOTOW O€lka, BKIIOYEHHUEM CPEAHEIETIOYEUHbIX TPUTIIHIIEPUIOB
or 20 mo 40%. [ersiM, MOTydYyaBIIUM MACCUBHYIO aHTHOAKTEpUAJIbHYIO Teparuio, I00aBIIsIIH
aJlanTUPOBAHHBIE KUCIOMOJIOYHBIE CMECH B CyTOUHOM 00beme 110 30%.

Beuny orcyrctBusi B Poccuiickoin deaepanunu Creuain3upOBaHHOTO MPOJAYKTa JJIS IETEr
nepBoro roga ¢ MB namu pazpabdoran «Crnoco0 BCcKkapMIIMBaHUs JIETeH paHHETO BO3pacTa, OOJbHBIX
mykoBuciuao3zom» (Ilatent na uzobperenne RU 2639450 C1 ot 21.12.2017). bsno npeasioxxeHo
IpU pa3BelIEHUU CIEIUATM3UPOBAHHON CMECH Il HEIOHOIIEHHBIX W MAJOBECHBIX JIETEH YacTh
BOJIbI 3aMEHATh Ha CTEPWIbHBIN (uznonorudeckuii pacteop (0,9% pacTBop Xjopuaa HATpuUs) C
y4eTOM TeMIIepaTyphl BO3AyXa B MOMEUIEHUH 1 MacChl Tella O0JIbHOTO peOeHKa.

Pa3zpaGorannsblii crioco® BckapMiiMBaHUsl ObUT UCIONB30BaH y 10 ManuMeHToB MepBOro rojaa
KU3HU C TSDKEIBIM TEYCHHEM MYKOBHCIIHA03a, CPEAHEH U TSIKEIOW CTENEHbI0 HYTPUTUBHOMN
HEJ0CTaTOYHOCTH. Bce NeTu OXOTHO MpUHUMANU YKa3aHHOE MUTaHWE, TIEPEeHOCUMOCTh MPOIYKTa
OblIa XOpOoIlel, auIepruYecKuX M AUCTIENTHYECKUX pPeakluuil OTMeYeHO He Obuto. MecsuHble
npubaBku Macchl Tena koiebanmuch oT 520 go 1050 T, 9TO MO3BOJMIIO YCTPAHUTH TSKEIbIE
MPOSIBIICHUSI HEJIOCTAaTOYHOCTU THUTAHUA Yy 8 JIeTel W MOBBICUTH cpenHuil uHiaekc BAZ no -
0,78+0,43.

Hamu BHeceHbI KOPpPEKTHBBI B CXEMY IMPUKOpMa JETSAM C MYKOBUCIHUIO30M, UYTO HAILIO
orpaxkenne B «lIporpamMme onTUMH3alMK BCKapMIIMBaHUs JET€ NEPBOrO TrojAa >XU3HU B
Poccuiickoit ®enepamuun (2019 1)». OCHOBHOW IIeNbI0 TPHUKOPMA SBJSUIOCH 0O€CTICUCHHE
MOBBIIIEHHBIX TOTpeOHOCTEN pebeHka ¢ MB B sHeprum u Oenke, B NEPBYIO OdYepeilb, 3a CUET
WCIIOJIb30BaHMsI Kalll TTPOMBIIIUICHHOTO BBIMTYCKA, CIMBOYHOTO M PACTUTEIBHOTO Macels, TBOPOra,
MSCHOTO TIOpe, KOTOphl€ HAYMHAJIM BBOJUTH B TUTaHUE JeTe ¢ 4 MecsYHOro Bo3pacTa.
[ToguepkHyTa HEOOXOAUMOCTH TOJCAIUBAHUS MPOAYKTOB TMPUKOPMA B OPHEHTHUPOBOUYHOM
konudecTBe 0,5-1 r conu/cyTku (mpu KOMMOPTHOM TeMIIepaType OKpYKarolel Cpebl).

PazpaboranHbie TUETOIOTHYECKUE METOIbI IJIs MAIIMEHTOB C MYKOBHCIIUI030M TMIEPBOTO TOJa
KU3HHU, BKIIOYABIIUE MOAJACPKKY TPYIHOrO0 BCKApPMIIMBAHUS, ONTUMHU3ALUIO HCKYCCTBEHHOTO
BCKapMJIMBAHUS M CXEMbI BBEACHUS MPUKOPMA, CIIOCOOCTBOBAIM YIYUIICHUIO UX HYTPUTUBHOTO
craryca. Tak, cpennuii mokazatens Z-score UMT/Bo3pact 3naunmo yBenunumics ¢ -1,6+0,19 mo -
0,67+0,23 (p<0,05) 1 AOCTUT HOPMAJIBHBIX BO3PACTHBIX BEMYMH y OOJIBIIMHCTBA JIETEH 3a mepuon
HaxXOXJICHUsI B KIWHHKE, Yy psaa JACTeH COXPaHSIMCh CHIDKCHHBIC IOKa3aTenu (PU3nuecKoro
pa3BUTHS, OJTHAKO, UX aHTporoMeTprudeckue uHaekcol (BAZ) Bozpocim Ha 1,15 SD (pucyHoxk 6).
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Ipyu NOCTYNIICHUN IIpU BBIIHUCKE

0
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B WAZ (Bec/Bo3pacr)
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-0,6
o8 B HAZ(poct/BO3pacty)

1
12 BAZ(UMT/Bo3pacr)
1,4

1,6

1,8
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Pucynok 6. /Ilunamuka cpegHnii 3HaYCHUN aHTPOIIOMETPUIECKHX TOKa3aTeNei neTei
C MYKOBHCIIMJIO30M IIEPBOTO rojia JKU3HU

Ouenka 3¢ (peKTHBHOCTH HYTPUTHBHOM MOJAEPKKH € MCIO0Jb30BAHNEM Pa3THYHbIX
CHeNMATU3UPOBAHHBIX NPOAYKTOB 00JbHBIX MYKOBHCIIHA030M CTaplie roja

Onenka (hakTHUECKOro MUTAaHUS MAUEHTOB CTapIlle roja MpH MOCTYIUIEHUHW B KIWHUKY
HoKas3ajla, 4To OHO ObUIO OJHOOOpa3HBIM U JE(QUIMTHBIM I10 KAa4eCTBEHHOMY COCTaBy M II0
KOJIMYECTBY ChEJICHHOMN MUIIU M3-3a U30MPATENbHbIX MUUIEBBIX MPEANOYTECHUA U COMYTCTBYIOIIUX
JUCHENTUYECKUX SIBIIEHUM. Pacuerbl (pakTUYECKOTro MHUTAHMS BBIABWIM 3HAUUTENbHBIA AEPUIUT
CyTOYHOTO noTpebneHus: Oenka - Ha 22%, xupa - Ha 29%, yrneBonoB - Ha 40%, sHepreTUUeCKas
LIEHHOCTh pallMOHOB OblIa cHMKeHa Ha 39% no cpaBHenuto ¢ PHIL, B To Bpems kak moTpeOHOCTH B
YKa3aHHbIX HYTPHUEHTax y 3TuUX Jeredl B 1,5-2 pa3za BblIlE [0 CPaBHEHUIO CO 310POBBIMHU
CBEPCTHUKAMHU.

[IpoBenena ontumuzamust JieueOHbIX JueT OodbHBIX ¢ MB 3a cuer BBeneHHS
CHENMAIN3UPOBAHHBIX BBICOKOKAJOPUMHBIX BBICOKOOEIKOBBIX CHECEH, KOTOpbhle Ha3HAdaluCh B
COCTaBe KOMILUIEKCHOI'O JIEUEHHs, BKIIIOUABIIEro (hepMEHTO3aMECTUTENbHYIO, aHTHOAKTepUaIbHYIO,
MYKOJINTUYECKYIO0, KWHE3U-TEPAIHIO U IPYTUe BUJbI CUMIITOMAaTHYECKOU TE€paruH.

bbimn Mcnosib30BaHbI CMECHM HAa OCHOBE IE€JNBHOrO (2 MPOAYKTA) U THAPOIU30BAHHOIO (2
pOJyKTa) MOJIOUHOTO Oenka. Bece cmecu OblTM BBICOKOKATOPUHHBIMH, UMENIH MOBBIIIEHHYIO KBOTY
JIETKOYCBOSIEMOT0 Oelika, He COAEp)KalH JIaKTO3y, UX KHUpOBOil coctaB Ha 17-70% mnpexncrasieH
JIETKOYCBOSIEMBIMM CPEAHELIENIOYEYHBIMU TPUTIIMLIEPUIAMH.

Cnenuanu3vpoBaHHble MPOAYKTHI (4 Buma) moiydanu 80 geTell ¢ MYKOBUCIHMIO30M B
Bo3pacte oT 1 roma mo 17 jmer 11 Mec, MMEBIIMX pa3IMYHYIO CTENEHb TSHKECTH HYTPUTUBHOMN
HepoctaTouHocTH. [lpu orcyrerBun mnm serkoi crenenu HIT 19 (23,7%) nanuentam B KadecTBe
HYTPUTUBHOM MOJAEP>KKM ObUIM HAa3HAYEHbl CMECH Ha OCHOBE IIEJIbHOTO MOJIOYHOTO Oenka, 7
(8,8%) — cmecu Ha OCHOBE THAPONIHM3aTa Oelika. BOJILHBIM CO CpeHE-TAKEIION U TSHKEIIOW CTETICHBIO
HIT (33/41,3%) mnpeuMyIeCTBEHHO Ha3HA4Yalld CMECH Ha OCHOBE THAPOJIM30BAHHOTO Oelika,
ocTabHBIM JieTsM (21/26,2%) - cMecu Ha OCHOBE IIEIIBHOTO MOJIOYHOTO OeJIKa.

W3ydaemble TpOAYKTHl Ha3HAYadM MyTeM CHUMMHTa B TeueHHe 25-30 nHed Wi MeToaoM
HOYHOM runepaiMeHTaluy Yyepe3 HU3KONPOGUIbHYIO TaCTPOCTOMY OT 6 Mec. 10 5 JIeT.
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Bricokakanopuiinblie, BBICOKOOEIKOBBIE CMECH TIO3BOJIUIN 000raTuth OenkoM (Ha 26-28%) u
MOBBICUTh JHEPIeTHUYCCKYIO IeHHOCTh (Ha 22-24%), muddepeHIUPOBaHHYIO 10 BO3PACTY
CTaHJIAPTHYIO IMAJSIIYIO0 TUETY, KOTOPAsi HCIIONB3YeTCs B KIIMHUYECKUX oTaeneHusx Llenrpa.

Pe3ynbpTaThl HccneqoBaHMsS MOKa3ald, YTO Tepe] Ha3HAUYEHHWEM YKa3aHHBIX MPOAYKTOB
TpeOyeTCs TICHXOJIOTHYecKasi MOJArOTOBKA W HACTPOU JeTeH W UX POJUTENICH HA MPUEM U CIIOCOOBI
BBEJICHUS HOBBIX IIPOIYKTOB.

YcraHoBiieHO, 4TO Ha 3(PGEKTUBHOCTh JIeYeOHOM CMECH OKa3bIBaeT BIHUSHUE HE TOJIBKO
XapakTep MOJOYHOro Oenka, a HaJlM4he B €€ COCTaBEe BBHICOKOTO KOJUYECTBA CPEIHEIENOYCHHBIX
TPUTIHUIIEPUIOB, a TAK)KE OTCYTCTBUE JITAKTO3bl U MUHUMAJILHOE COJIEP:KaHUe/OTCYTCTBUE Caxaposbl,
YTO  BaXHO  JUIsI  JeTed € XPOHMYECKOM  MaHKpPEaTH4YEeCKOW  HEJ0CTaTOYHOCTHIO,
TraCTPOMHTECTHHAIILHBIMHU PAacCTPOMCTBAMHY, HAPYIICHUEM TOJICPAHTHOCTH K TIIFOKO3€ W JIAKTa3HOH
HEJ0CTATOYHOCTHIO, KOTOPBIE KaK MOKAa3aay HAIlld UCCIIeI0OBAaHMUs, HEPEJIKO COMPOBOXKIAIOT TEUCHHE
MB.

Tabauna 5. /lunamuka pacnpeaeneHus 1eTei 1Mo cTeneHu TSHXKECTH HeA0CTATOUHOCTH MUTaHUS
10 1 yepe3 30 1HeW NPUMEHEHUS CIIEIUAIN3UPOBAHHBIX CMECE

CreneHbp TAxKECTH qucio aereit (N=79)
HEJIOCTAaTOYHOCTH 10 ocJie p
MIATaHUS n % n %
OTCYTCTBHE - - 3 3,8
JIETKast 36 45,6 41 51,9 p<0,05
CpenHsis 23 29,1 20 25,3 p=0,026
TsKenast 20 25,3 15 19 p<0,001

YcTaHOBIIEHO, YTO BCE HUCCIEAYEMBIE IPOAYKTHI OKa3bIBAIM OJIATONPUSTHOE BO3JCHCTBUE HA
HYTPUTUBHBIN cTaTyc mamueHtoB ¢ MB crapmie | roma, 4To NOATBEPKAATOCH MOIHBIM
yCTpaHEHHWEM HEJIOCTATOYHOCTH MUTAHUS WM YMEHbBIIEHUEM TsDKECTU €€ MPOsiBIeHUH (Tabiuma 5,
PHUCYHOK 7).

npuv noctynneHnum npuv BbiNUCKe

B WAZ (Bec/Bo3pacr)
-0,2

-0,4
-0,6
-0,8

B HAZ(poct/Bo3pacry)

BAZ(MMT/Bo3pacr)

-1,2
1,4
-1,6

Pucynok 7. /luHamMuka cpeHUX 3HAYEHUN aHTPONIOMETPUUYECKHUX MOKa3aTeNen qeTen
C MYKOBHCLIMJI030M cTapuie 1 roxga



19

Pe3ynbratOM HYTPUTHMBHOM NOAJEPKKHA SBUIOCH 3HAUYMMOE YBEIIMYEHHE KOXKHO-KUPOBOU
CKJIQJKU HaJ TPULEICOM M OKPYKHOCTH MBI IUIEYa, YTO CBUIETEIBCTBYET O HapacTaHUU
MmbIieunor maccel (P<0,005). buoxuMmuueckue mokazarenu, XapakTepu3ylolne OeJKOBbIiI 0OMeEH,
OCTaBAJIUCh B TMpejesiax pe]epeHCHBIX 3HAYeHUH, OJHAKO, KOHIEHTpAllUU MpealibOyMHHa WU
TpaHceppuHa MPOJAEMOHCTPUPOBANA 3HAYUMYIO IIOJOKUTEIbHYIO JUHAMUKY B CTOPOHY
YBEJIMUEHUSI W NpUOIMKEHHsT K BEPXHUM TIpaHULIAaM HOPMBI. BaXHO OTMETHTH COXpaHEHUE
CTaOMIILHOTO YPOBHS TJIIOKO3bl KPOBU B MpejesiaX peepeHCHbIX 3HAYCHHM Ha BCeM MPOTSKEHUU
UCCIIEIOBaHUS.

Brnepesie y 16 geteit ¢ MB Bo3pactom ot 5 neT u 5 mec. 10 17 net u 5 mec. ObIT MpUMEHEH
METOJl HOYHOM TUIEpATMMEHTAlMU Yepe3 HUBKOMPOPWIbHYIO TacTpOCTOMY, TIPH 3TOM
MCIIOJIb30BAJIM MCCIIEyEMbIE€ CHELUAIU3UPOBAHHBIE BBICOKOOEIIKOBBIE BBICOKOKAJIOPUWHBIE CMECH
Ha OCHOBE IIEJLHOTO WM THUIPOJIM30BAHHOTO MOJOYHOTO Oenka. [lokazaHusMu JUisi YCTaHOBKHU
racTpOCTOMBI M BBEJICHUS Uepe3 Hee cMecel ObUIN: TSHKEN0e TeUEeHUE MYKOBUCIUA03a, CHHKEHUE
Z-SCOores aHTPOMOMETPHUYECKUX TMoKazatened <-2 SD, orcyrctBue 3¢¢dekra oT MpOBOIUMON
JTUETOTEpay MyTeM JOMOJIHUTEILHOTO MUTAHUS/CUTIUHTA, OTCYTCTBUE MMPUOABKU B POCTE M Macce
Tea B TEYEHHUE MOCIIEAHETO ro/ia.

VY Bcex 00JIBHBIX MYKOBUCIIHI03 TIPOTEKAN B TsKENOM Gopme, oreHka 1o mkane [IIBaxmana-
bpachunpaa cocraBmsima B cpenHeMm 34+3,56 Oaruia, ob6ocTpeHHs OpOHXO-JIETOYHOTO IMpoliecca
Habmoanock B cpeaHeM no 5,33+1,36 B rox, Bapbupys oT 2 10 12 pa3 B roa. Y OOJbIIMHCTBA
OOJNBHBIX amNmeTHT ObUI 3HAYUTEIHHO CHIDKEH BIUIOTH JI0 AHOPEKCHUU, KAKIBIA MPUEM MHUIIH
3aHMMaJl MPOJOJLKUTENBHBIN niepuos BpemeHnu. Cpennue nokazarenu BAZ nereil 10 mocTaHOBKHU
racTpOCTOMBI OBITM HU3KMMU W Kojebamuch B mpeaenax ot -526 go -1,29 SD, urto
CBUJIETENILCTBOBAJIO O HAJIMYMU Yy HUX YMEPEHHOM U TSAKEJION HEAOCTATOUHOCTH MMUTAHUS.

Poputeneii uHpOpMHpOBaIM O BO3MOXHBIX IOOOYHBIX SIBJIEHUSX NPU YCTAaHOBKE
raCTPOCTOMBI M O CJIOXKHOCTSIX, KOTOPbIE MOT'YT BO3HUKHYTh IIPY HOYHOM BBEJECHUM IUTATEIBHON
cmecu. Ilepen mMOCTaHOBKOM TracTpOCTOMBI BCE€ MAllMEHTHl B IUIAHOBOM TIOpsiAKE ObUIM
IPOKOHCYJIbTUPOBaHbI KIMHUYECKUM MICUXO0JIOTOM U JTUETOJIOTOM.

Crienianu3upoBaHHble cMecH Ha3Hadainu B oobeme oT 600 mo 1000 mMi B cyTKH, HOYHas
TUIepaJIuMEHTAIUs COYeTaNach ¢ OOBIUHBIM JHEBHBIM MUTaHUEM. B psje ciydaeB mauueHThl JHEM
MOJIyJaJIk JOTMOJHUTEIbHOE 00JIFOCHOE (TIOPIIMOHHOE) KOPMJIEHHE CMECBHI0 4epe3 TacTPOCTOMY B
oowveme 200-400 mut.

YcTraHoBiieHO, 4TO Oosiee BbIpaKEHHBIN A (EKT ObLI BBISBIEH Y MAIlMEHTOB JOUIKOJIBHOIO
BO3pacTa, y KOTOPhIX YMEpPEHHasl U TsXkKejas HeJJOCTaTOYHOCTh MUTaHUs HabJto1ajgachk MeHee roja.
Jlnis ymy4iieHust iX HyTPUTHBHOTO CTaTyca MoTpedoBaiock ot 6 10 12 mecsies.

VY nereil u MOAPOCTKOB HIKOJIBHOTO BO3pacTa B CBA3M C OoJiee JUIMTENbHBIM U TSKEIbIM
teuenueM MB, compoBoxnaBmmMces BeipakeHHoW HII, xemaembiit a¢dext nocrurancs B Ooiee
NO3HUE CPOKU: OT 2 10 5 JIET IPUMEHEHUSI METO0/1a HOUHOH T'HIlepaJIMMEHTALINH.

3a BpeMsi HAOMIOJEHUSI HEKEJIaTeNIbHbIX SBJIEHUN U OCIOKHEHUU NpHU (YHKIMOHUPOBAHUU
racTPOCTOMEI Y IMAIlHCHTOB OTMEYCHO HE ObLIO (PUCYHOK §).
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Pucynok 8. /[uHamMika aHTPOMOMETPUYECKUX UHIEKCOB Y ACTEH C MyKOBUCIIMI030M Ha (poHE
JUTUTEIIBHOTO UCIIOJIb30BaHUS METO/1a HOYHOW TMIIEPATTMMEHTALIUU
4yepe3 HU3KONPOOUIBLHYIO TaCTPOCTOMY

JlaHHBIA METOJA JMEeTOTepaluu OKa3ajica O€30MacHbIM U  BBICOKOI((PEKTUBHBIM, NpH
COOTBETCTBYIOIIEM BpaueOHOM KOHTpOJE 3a aJeKBAaTHOCTHIO  COONIOJIEHUS, JTUHAMHKOU
AHTPONOMETPUYECKUX TOKa3aTeled M JOKEH MPOJOJKAThCS /10 HOpMalIM3alUd HYTPUTHUBHOTO
CTaTyca MalueHTa.

Takum o06pa3oM, HaydyHO O0OOCHOBaHHasi, CBOECBPEMEHHO Ha3Hau€HHass M MPaBUIBHO
OpraHU30BaHHas JAMETOTEpANMs MAlMEHTOB C MOMEHTa IMOCTAHOBKHM JMarHo3a «MYKOBHMCIIHJIO3»
CHOCOOCTBYET YIYYIIEHUIO HYTPUTUBHOTO CTaTyca, cTabuan3anuy (pyHKIMOHATBHBIX MOKa3aTenein
JETKUX, MPHUBOJUT K CHUKCHHIO 4YacTOTHl OOOCTpeHHH OpOHXO-JIETOYHOTO Ipolecca Hu
COOTBETCTBEHHO K YMEHBIICHHIO KYpCOB aHTHOMOTHUKOTEpANWU, YTO B LEJIOM OOecreyrBaeT
NO3UTHUBHBII MPOTHO3 3a00JIeBaHUSI.

BbIBO/Ibl

1. HenpocTaTOUHOCTh MUTAHUSI PA3JIMUHOM CTENEHU TSHXKECTU MPHU TMOCTYIJIEHWH B CTallMOHAp
BhIsIBIICHa y 60% Jnereil ¢ MyKOBHCIIMIO030M, TPHU OTOM OCTpass ¢opMa HYTPUTUBHOU
HeJoCTaTOuyHOCTH - v 41%, xpoHudeckas - y 19%. Haubonee HuU3KHME aHTPONMOMETPUYECKHE
MOKa3aTe OTMEUAIOTCs y JeTel ¢ MYKOBUCIIMAO30M HA MEPBOM TOAY KU3HHU U B BO3PACTHOM
kateropuu 13-17 et 11 mec.
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2. Ilo panHBIM OMOWMMIETAHCMETPUM y JeTed C MYKOBHUCIIU030M U  HYTPUTHUBHOM

HEJ0CTaTOYHOCTHIO B OOJIBIIMHCTBE (87%) cirydaeB BbIABIAETCSA AEPUUIUT MBILIEYHON MAacChl, B
TO BpeMsl KaK IOKa3zaTeiab KUPOBOM Macchl Tena y 66% nalueHTOB HaXOAMTCS B Ipejaenax
BO3pacTHOM HOpMbI. HM3KMiI1 ypOBEHb aKTHBHOW KJIETOYHOW MAaccChl BbIABIEH y 94% nerei,
CHIDKEHHBIM TOKa3aTelb JOJM AaKTUBHOW KIETOYHOW Macchl - y 39,4%, u4ro Moxer
CBUJIETENILCTBOBATh Kak O Jneuiure Oeiaka B palMoHE, TaK U O HEJIOCTATOYHOU (PU3UUECKOMN
AKTUBHOCTH TaI[UEHTA.

. Y DNanueHTOB C MYKOBHMCIIMIO30M M HEAOCTAaTOYHOCTBHIO IMUTAHUS HE3aBUCUMO OT CTEIEHHU
TSKECTH, YCTAHOBJIICHHON MO aHTPOMOMETPUYECKUM HHAECKCaM, OMOXMMHUYECKHE TOKa3aTesH,
XapaKkTepU3yIoIIre OCIKOBbIN 00MeH (00muii 6eok, abOyMUH, MpealbOyMuH, TpaHcheprH),
HaxXOoJATCs B Mpejenax pedpeHHbIX 3HAYEHUN, YTO MOXKET OBITh CIEICTBUEM XPOHHYECKOTO
OpOHXO0JIETOYHOTO BOCTIAJICHUSI.

. C moMoIp0 3KCIpecc-MeTofa B OHONTAaTaX CIM3UCTOM OOOJOYKHM TOHKOM KHIIKH JIETeH ¢
MYKOBHUCHHI030M B 64% cily4aeB BBISBICHO CHUKEHHE AKTUBHOCTH JIAKTA3bl, OJHAKO, JUArHO3
JIAKTAa3HOM HEJOCTATOYHOCTH ObUT TOATBEPKACH TIMKEMUYECKUM HArpy304HBIM TECTOM C
nakTo30i muiib y 31% nanueHToB, 4TO yKa3bIBaeT Ha 0oJiee BHICOKYIO €r0 HHPOPMAaTUBHOCTD.

. Y Jneteil ¢ MyKOBHCIHIO30M, JIMIIEHHBIX HA MEPBOM TOAY KHU3HU MATEPHUHCKOTO MOJIOKA, K
BO3pacTy 3 JIeT HeJAOCTATOYHOCTh MUTaHus (pukcupoBaiuch B 61,6% cinydaeB, B TOM 4ucie B
15,4% - Tskenol CTEemeHW, 4acToTa OOOCTPEeHMM OpOHXOJErOYHOro MPOIecca B CPEIHEM
coctaBisiia 114+3,93, B To BpeMs Kak B rpynie MaiueHTOB, JJIUTEIbHO MOIYYaBIIUX IPYTHOE
BCKapMJIMBAHHUE, HEJOCTATOYHOCTh MHUTAHUS BbIABIEHA Yy 26,3% nereil, mpu 3TOM TshKenas
creneHb He HaOmonanack (P<0,001), yucino obocTpeHUil ObUTIO 3HAYMMO HHMKE M COCTaBUIIO
4,5+1,03 (p<0,05). B Gosee crapiem Bo3pacTe HApYIIEHWE TOJIEPAHTHOCTH K TIFOKO3E OBLIO
JUAarHOCTUPOBAHO Y 58% neTel, TUIIEHHBIX TPYIHOI0 BCKAPMJIMBAHUS HA MIEPBOM TOAY KU3HH,
U TOJNbKO y 23% mNalueHTOB, MOJYyYaBIIMX MAaTEPUHCKOE MOJOKO MPOAOIKUTEIBHOE BpPEMs
(p<0,001), yTo mOgYEpKUBAET HEOOXOJUMOCTh MAKCHMAJIBLHOTO COXPAHEHHS TPYAHOTO
BCKapMJIMBAHUS JIETAM C MYKOBHUCIIUIO30M.

. Bkirouenne B coctaB JiedeOHBIX JUET OONBHBIX MYKOBUCIIMIO30M  CIICIHUATU3UPOBAHHBIX
BBICOKOKQJIODUMHBIX BBICOKOOEJIKOBBIX CMeCel Ha OCHOBE LEIbHOTO WM THUAPOIU30BAHHOIO
MOJIOYHOT'O OeJiKa MO3BOJMIO 000raTuTh UX OerakoM Ha 26-28% M MOBBICUTH SHEPIETUUECKYIO
HEeHHOCTh Ha 22-24%, Tem cambiM 3a 30 JHEH MOJHOCTBIO YCTPaHUTh HYTPUTHUBHYIO
HEJ0CTAaTOYHOCTh Y 4% NalMeHTOB, CHU3UTh YUCIO JETe C yMEpPeHHOW HEeJ0CTaTOYHOCTHIO
mmutanusa Ha 4%, ¢ Tsoxenon - Ha 6,3%.

. [Ipy ucnonb3oBaHMM METOJAa HOUYHOW THUMNEPATMMEHTAIIMU 4Yepe3 TacTPOCTOMY BbIpaKEHHBII
3¢ dexT ObIT BBISBICH y MAlMEHTOB JOIIKOJHHOTO BO3pacTa C JJIUTEILHOCTHIO HYTPUTHUBHOMU
HepocTtaTouHocTH MeHee | roma. [[inst ynydineHuss uX HyTPUTHBHOTO CTaTyca MoTpedoBaioCh OT
6 no 12 mecsinieB. Y neteild ¥ MOJIPOCTKOB MIKOJIBHOTO BO3PACTa JKeIaeMblid 23PHEKT TOCTUTAIICS
B Oosee mo3aHME CPOKH: OT 2 A0 5 ner. J{aHHBIH MeTOA KOPPEKLUHMH MUTaHUS SBISIETCS
Oe3omacHbIM M A3(PGEKTUBHBIM IS ONTHUMH3AIMM HYTPUTHBHOTO CTaTyca OOJIBHBIX
MYKOBHUCIII030M, CIIOCOOCTBYET CHUKEHHUIO YACTOThl OPOHXO0JIETOYHBIX 000CTpeHuit B 3 pa3a u
co31aeT OIaronpusATHBIN (GOH A1 CTaOWIU3AIMU TCUCHHS 3a00JICBaHNUS.
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MNPAKTUYECKHUE PEKOMEHJIALIUA

. JInst 0OBbEKTHBHOM OIEHKH (PU3NIECKOTO PA3BUTHS MAIMEHTOB C MYKOBHCIIHI030M HEOOXOIMMO
KOMIUIEKCHOE OTpE/EICHHEe aHTPOMOMETPUUYECKUX HHIEKCOB C momompto mporpamm WHO-
Antro wm WHO-ANtroPlus, WHCTpyMEHTaJIbHBIX METOJOB OHOMMIICAAHCOMETPUU U
KaJHUIIEPOMETPHH.

. JleTssM ¢ MYKOBHCIIMJI030M, HaXOIAIIMMCS Ha TPYJHOM W CMEIIAHHOM BCKapMJIMBaHUH,
HEOOXOAMMO, IO BO3MOXXHOCTH, COXPaHSATh B IHUTAaHUM MAaTEPUHCKOE MOJIOKO BBHIY €TO
MOJIOXKUTETFHOTO BIMSHUS HAa TeYeHHEe OPOHXOJIETOYHOTO MpoIecca U HyTPUTHUBHBIN CTaTYC.

. BBenenue mnpukopma JeTsM C MYKOBUCIUAO30M IlesiecoOOpa3HO HayuMHATh HE Mo3aHee 4-x
MECSIIHOTO BO3PACTa, MMPU ITOM HEOOXOANMO OTJaBaTh MPEANOYTEHUE YHEPTOEMKUM MPOAYKTaM,
Ooratbix O€IKOM M OOOTallleHHBIM D3CCEHIMATBHBIMU MHKpPOHyTpUeHTaMu. Tpelyercs
JOTIOJTHUTENIbHOE J0OaBJICHHUE COMIK B 0JI0/1a TPUKOPMa B 3aBUCUMOCTH OT BO3pacTa pedeHKa, ero
MAacCHl TeJla ¥ TEMIIEPATyPhl OKPY>KAIOIIEH CpeIbI.

. Y nereit ¢ MyKOBHCIIHI030M NIEPBOTO T'0JIa dU3HU C HEAOCTATOUHOCTHIO TUTAHUS PEKOMEHTyeTCsI
UCTIOJNB30BATh CHEIMATN3UPOBAHHBIE CMECH JUIsl HEJOHOIIEHHBIX M MaJOBECHBIX aereit. Jlms
JOTIONTHUTENFHON JOTallMd HATpUsl XJIOpHJAa B TIPOIECCE pa3BEICHUS CMECH BO3MOXKHO
no0aBieHue GU3NOIOTHIECKOTO PACTBOPA B 3aBUCUMOCTHU OT MOTPEOHOCTEH pedeHKa.

. Crenmanm3upoBaHHbBIE BHICOKOKATIOPHITHBIE BBHICOKOOETKOBBIE CMECH Ha OCHOBE ILEIHHOTO WU
TUIPOJIM30BAHHOTO MOJIOYHOTO Oelika He0OXOAMMO BKIFOUATh B COCTAaB JICUCOHBIX JIUET JIETEH C
MYKOBHCITU030M, COMIPOBOKIAAFOIINMCS HEIOCTATOYHOCTHIO TUTAHMSI .

. Ilpu TspKenoil HeOCTaTOYHOCTH MUTaHHUA Y peOeHKa ¢ MyKOBHCIIHIO30M, COTIPOBOKIAIOIIEHCS
OTCYTCTBHEM TNpUOaBKM B Macce Tela B TEYEHUE TOJa, CHIDKEHHUEM alleTuTa BIUIOTH [0
AQHOPEKCHUH, IOKa3aHO TPUMEHEHHE METOJla HOYHOW THUMEepaTMMEHTAIlMH Yepe3 OasIoHHYIO
HU3KOMIPOPMIBHYIO TACTPOCTOMY.

Cnucok pador, ony0JJMKOBAHHBIX 110 TeMe IMcCepTaluu
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CIIACOK COKPAIIIEHUH
MB - MyYKOBHUCLII03
I'B - TPYIHOE BCKapMJIUBAaHUE
JIH - JJaKTa3Hasl HeJOCTaTOYHOCTh
BUA - OMOMITIE JaHCHBII aHaJIN3
HC - HyTPUTHBHBIN CTaTyC
HII - HEJOCTAaTOYHOCTh IMUTAHUS
KXC - KOYKHO KUPOBBIE CKJIAJIKU
Z-score - OTKJIOHEHUWE 3HAYCHUN WHIWBUAYAJIBHOTO TIOKA3aTeIs

Cp€aAHCTO 3HAYCHUA JIA I[aHHOfI MMOMyJsIaruun, ACJICHHOC
Ha CTaHAAPTHOC OTKJIIOHCHHUEC CPCAHCTO 3HAYCHUA

WAZ - aHTPOTIOMETPUYECKUI TTOKa3aTesb Z-SCOre Macca Tejia/Bo3pact
BAZ - aHTPOTIOMETPUYECKUI TToKazaTenb Z-score UMT/Bospact
HAZ - aHTPOTIOMETPUYECKUI TTOKa3aTesb Z-SCOre pocT/BO3pacT
CUIIUHT - JIOTIOJTHUTEIbHBIN TIPUEM CTICIIHAIU3UPOBAHHOTO

POJIyKTa uepe3 TPYOOUKYy WIM MaJI€HbKUMU IIOTKAMU U3
YallKu



