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OBLIASA XAPAKTEPUCTHUKA PABOTHBI

AKTYaJIbHOCTh TeMbl. XpOHHUYECKHE 3a00JIEBAHMS OTPUIIATENBHO BIUSAIOT HA
HYTPUTUBHBIA CTATYC, YTO B CBOIO OYepe/lb CHUXKAET 3(h(PEKTUBHOCTH MPOBOAUMON
Tepanuu, yBEeJIMYMUBACT MPOJOKUTENFHOCTD MPeObIBaHNs OOJIBHOTO B CTAllMOHApPE, a
TaKkXke pUCK HebOmarompusiTHOTo mporHo3a [Tyremssn B. A., 2013; bensmep C.B.,
2013]. NmeeTcst 3HAYMUTENBHOE YHCIO HWCCIEIOBAHUM, WCIONB3YIONIMX ITOHITHE
HYTPUTUBHBIN CTaTyC B Ka4€CTBE OJTHOTO U3 KpUTEpHEB 3PPEKTUBHOCTU PA3TUUHBIX
METOJIOB JIeYeHUs TpH HEDPOJOTHMUECKOM, OHKOJIOTHYECKOH, XUPYpPrU4YecKOi,
uHpexkunonHon natojoruu [JIydpr B.M., 2010;Xopommunos U.E., 2008].

B Hacrosiee Bpemsi JOCTUTHYTHI 3HAUUTEIbHBIE YCIEXH B JMATHOCTHKE WU
JedeHnrn OOJBHBIX  MyKoBHcIuao30oM (MB). BreiicHeHO, 4YTO  HapyIICHHS
HYTPUTHUBHOTO CTaTyca OTPHUIATEIHHO BJIMSIIOT HA TEYEHHWE M MPOTHO3 JAaHHOTO
3a00JieBaHUsl y J€TeH, a yBEIUYCHHE MPOJOJKUTEIbHOCTU XKU3HU OOJNBHBIX TECHO
CBSA3aHO C YIIyYIIEHHEM JIeYeOHbIX MEpPONPUAITHI C aKIEHTOM Ha aJeKBaTHOE
obocHoBanHoe nutanue [boposuk T.D., PocnaBuesa E.A., 2010;Kammupckas H.1O.,
2010].

Pe3ynpTarel uM3yueHUss HYTPUTUBHOTO cTaryca JeTeil, CTpaJarouux
MYKOBHUCIIH/I030M, €IMHUYHBI M TOCBAIICHBI OIIEHKE JIMIIb OJHOTO IMOKa3aTens -
¢dusndeckoro pa3Butus; uaaekca maccel Tena (MMT) mim macco-pocToBOro WHAEKCA
(MPHN) [Kampanor H. H., 2008;OprnoB A.B., 2012; S.H. Michel et al., 2009He
IpOBOJMIACH CyMMapHasl OLIEHKa HYTPUTUBHOIO craryca jaeteil, OonbHbIx MB.
KomrmiekcHasi oleHKa HYTpUTHBHOTO cTaryca naerei 0osibHbix MB HecoMHeHHO
ABJISIETCSl aKTyaJlbHOW MpoOJeMol, KoTopas euié He Halula CBOEro peuieHUs.
Buenpenne METOOMK OLIGHKM HYTPUTHUBHOTO CTaryca, CTENEeHH OelKOBO-
sHepreTrueckoi HepocrtatouHoctr (BOH) y naHHON KaTeropuu MaryueHTOB SBIISCTCS
HEOOXOTUMBIM HHCTPYMEHTOM il u3MepeHus: 3()(PEeKTUBHOCTH M aJeKBATHOCTH
POBOJUMOI Tepariuu.

JIOTIOTHUTENBHOE DJHTEpPAIbHOE NUTAHUE B TOCIEIHUE TOJbl C YCIEXOM
UCIIOJIB3YETCS. B PAa3IUYHBIX 00JACTSIX MEAUIMHBI, BKIIOYAsl MEIUATPHUIO, TaK Kak
UMEET Psii TOCTOMHCTB. (PU3UOJOTUYHOCTh, HUZKHI ypOBEHb MOOOYHBIX 3(PPEKTOB,
MIPOCTOTA JOCTABKH HYTPUEHTOB M HU3Kas cromMmocTh [boposuk T.D., Jlamomo K.C.,
2000;bensmep C.B, 2011].

CoBpeMEHHbIE CMECH [JIsl SHTEPAIbHOIO MHUTAHUA OTIMYAIOTCA OOJIBIIUM

pa3H006pa3HeM N B 3aBUCHUMOCTH OT COCTaBa MOI'YT IMPHUMCHATHCA TJIA KOPPCKIHUU
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HapylIeHU HYTPUTHBHOIO CTaTyca MpU pa3auyHoil marojgoru. C 3TUX MO3UIUN
UCKYCCTBEHHOE JieyeOHOoe mnuTaHue npu MB MoXHO paccMarpuBath, Kak
(dbapMakoTepanuilo MeTa0OJIMYECKHX HapylIIeHHWH M BO3MOXKHOCTb OO€CTeueHUs
SHEPro-IIaCTUYSCKUX MOTPeOHOCTEH opranu3ma O6onbHoro [JIsmenko FO.H., 2009;
Dubepman A.C, 2010;Copsauesa T.H.].

WccnenoBanusi, NOCBAILIEHHbIE HYTPUTUBHON Tepamuu JeTeil, OOJNbHBIX
MYKOBHUCII/I030M, KOTOpbIE HMEIOT HayyHOe OOOCHOBaHHWE M JOKAa3aHHYIO
s dexkruBHocTh eauHuunbl [Kammpckas H.FO., 2005; KounpartsBa E.M., 2014;
PocnaBueBa E.A, 2010]u npeuMyIIeCTBEHHO KacalOTCs NPUMEHEHHUs 3apyOeKHBIX
IPOJIYKTOB SHTEPAIbHOW KOppeKIuu. B cBsi3u ¢ 3TuM, u3ydeHue >PEGEeKTUBHOCTH
CHEUAIN3UPOBAHHOIO NUTaHUSI MPOJYKTaMH OTEYECTBEHHOTO IPOU3BOJCTBA, C
pa3pabOTKOM CHUCTEMBI OIECHKA TPOGOIOTHIECKOTO CTaTyca W MOHUTOPHHTA
MeTa0O0JIMYECKOTO OTBETa HA OCYIIECTBISIEMYIO aJUMEHAIUI0 y JeTeH, OOJBHBIX
MYKOBHCIMJIO30M, SIBJIIETCA AKTYaJIbHOM 3a1a4€il COBPEMEHHOU NEAUATPHM.

Heab uccaenoBanus. [loeienne 3¢ eKTUBHOCTH Tepariui MyKOBUCIU03a
y JieTeld C IpUMEHEHUEM METO/1a JOTIOJHUTEIHHOM SHTEPATbHOU KOPPEKIIUHU.

3agaum Uccae0BAHNS .

1. PazpaGotatb u oOocHOBaTh Haubosee 3PYEKTUBHYIO METOIUKY
TUATHOCTUKN  OEJIKOBO-DHEPIeTHYECKOW  HEAOCTAaTOYHOCTH Yy  JIeTed  C
MYKOBHCIIHI030M.

2.  HccnenoBaTh HYTPUTHBHBIN CTaTyC JeTed, OOJBbHBIX MYKOBHUCIIHMIO30M,
C MPUMEHEHUEM pa3pabOTaHHON METOJAMKU KOMIUIEKCHOW OLIEHKU TPO(OIOTrHYECKUX
HAPYILICHUM.

3.  OueHurpb 3 PEeKTUBHOCTH PUMEHECHUS JOTIOJIHUTEJIBHOTO
SHTEPATILHOTO THUTAHUS JJIsi KOPPEKIMW HYTPUTHUBHOTO CTaryca JeTei, OOJIbHBIX
MYKOBHUCIIHI030M.

4.  Pa3paboratb KOMIBIOTEPHYK MpPOTrpaMMy JUArHOCTUKH OEJIKOBO-
HSHEPreTUYECKOM HEIOCTATOYHOCTH U (OPMHUPOBAHUS AUETOTEpPANlUU Yy JIETed C
MYKOBHUCLHI030M.

HayuyHasi HOBU3HA HCCJIeI0BAHMS.

Pa3pabotana KOMITIEKCHAsE METOAWKA OMNpPEAENICHUs CTeNeHu JeduinTa
MUATAaHUSA y JeTei, OOJBHBIX MYKOBHCIHI030M, OTJIIMYAIOMIASACS OT W3BECTHHIX,
WCIIOJIb30BAHUEM  COBOKYITHOCTH  KJIMHUYECKHX,  AHTPOIIOMETPUYECKUX |

71a00paTOPHBIX MAPAMETPOB OLIEHKH.
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YcTaHOBNIEHO, UYTO OHOXMMHYECKMM MapKepoM OEKOBO-DHEPreTUYECKOM
HEJOCTATOYHOCTH Y JeTel, OOJBHBIX MYKOBHUCIIIO030M SBIIETCS YPOBEHD
KOPOTKOXKMBYIIIMX OEIKOB CBIBOPOTKH KpOoBHM — TpaHcheppuna. OOocHOBaHA
HEOOXOMMOCTh €r0 TPHUMEHEHHS B KOMIUJICKCHOW OIIGHKE CTENEeHH OeIKOBO-
HHEPreTHUECKON HETOCTATOYHOCTH Y JIeTeH, OOIbHBIX MyKOBUCIIHI030M.

[Ipu  BximroueHun B Oa3MCHYIO  JAMETOTEpanuio  jAeTed,  OOJbHBIX
MYKOBHUCIHI030M, cMecu «HyTpusH-CTaHIapT» OTEYECTBEHHOIO IPOU3BO/ICTBA,
YCTaHOBJICHA TIOJIOKUTENbHAS JMHAMHUKA B OTHOIIECHUU OCIKOBO-DHEPTeTUUYECKOU
HEJOCTATOYHOCTH M YaCTOThI 00OCTPEHMIA 3a00JIeBaHNHI.

IIpakTHyeckasi 3HAYUMOCTb.

PazpaboranHasi KOMIUIGKCHAsi METOJIMKA OIpEAeNeHUs] CTENeHH OeIKOBO-
HHEPreTHUECKON HEJOCTaTOUYHOCTH, TA€T BO3ZMOKHOCTH B MOJHOM OOBEME OIICHHUTH
CTeNeHb JeuIuTa MUTAHUs y JeTeil, O0JbHBIX MYKOBHCIHI030M, U COPMUPOBATH
ONTUMAaJIbHBIA BapHAHT JUETOTEPAIIUU.

Pa3zpaboranHas kommbioTepHas nporpamma «KOMIUIEKCHAsl CHCTeMa OIEHKU
OEITKOBO-2HEPTEeTUIECKOW HETOCTATOYHOCTH M PAacueT ONTHUMAIIBHON TUETOTeparnuu
aetei, O0JIbHBIX MYKOBUCIN1030M>» (CBUAETENBCTBO O PETUCTPAIMU SJIEKTPOHHOTO
pecypca Ne 19966. Jlata peructpamuu: 26.02.2014. O6benunenubii  GoH
DIIEKTPOHHBIX pecypcoB «Hayka um o0OpazoBaHHE») MOXKET HCIOIB30BATHCS IS
OLICHKH CTEMEeHH OENKOBO-3HEPreTUYECKOW HEIOCTATOYHOCTH U  COCTaBJICHUS
paIrioHa MUTaHHSI B CIICIMATM3UPOBAHHBIX IIEHTPAX MyKOBUCIIUI03A.

Pe3ynbraTthl NMpUMEHEHHs JOMOJHUTEIBHOTO THUTaHWs — cMecu «Hytpudn-
CTaHIApPT» TIO3BOJISIIOT  PEKOMEHIOBaTh JIAHHBIA  OTEUECTBEHHBIA  MPOIYKT
DHTEPATbHOW KOPPEKIMU JJIA JUETOTEpanuyd TpH  OEIKOBO-DHEPTeTHUUYECKOM
HEJOCTaTOYHOCTU Yy JeTeil, OONbHBIX MYKOBHCHMI030M. [IpumeHeHHe aaHHOTO
MPOIyKTa TMPU COONIOACHUM 0a30BOM JUETHI CHOCOOCTBYET HOpPMATU3AINH
HYTPUTUBHOTO CTaTyca U COKPAILICHUIO YaCTOTh 00OCTPEHUI MyKOBUCIIU103A.

JloCcTOBEpPHOCTH H 000CHOBAHHOCTH Pe3yJIbTATOB MCCJI€I0BAHUSI.

JloCTOBEpHOCTH U OOOCHOBAHHOCTH PE3yJbTAaTOB HCCIEIOBaHMs obOecredeHa
JOCTaTOYHBIM OOBEMOM  KIMHUYECKUX HAOJIOACHHA, MPEACTaBUTEIHLHOCTHIO
BBIOOPKH, MPUMEHEHUEM METOJ0B MAaTeMAaTUYECKOM M CTaTUCTUYECKOW 00paboTKH
JaHHBIX, C HCIIOJIb30BAHUEM COBPEMEHHON KOMIBIOTEPHONW TEXHHUKH M IaKETOB

MIPUKIJIAIHBIX IPOTPAMM.
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OCHOBHBIE 110JIOKEHUS JUCCEPTANNH, BBIHOCMMbIE HA 3alIUTY.

1. IIpumeHeHHE KOMIUIEKCHOW METOAMKHU OIpEAesIeHUs CTENeHu aeduimnra
NUTaHMS C MCHOJIb30BAHUEM COBOKYIHOCTH KJIMHMYECKUX, aHTPOIIOMETPUUYECKUX U
7abopaTOpHbIX  MapaMeTpoB  sABiseTcsl  A(G(EKTUBHBIM  METOAOM  OLIEHKH
HYTPUTUBHOTO CTaTyca y JETEl ¢ MyKOBUCLIAIO30M.

2.  AzexBaTHbIM MapKepoM MeTaOONMYECKUX HapyLIeHHH Yy JeTel,
OOJIbHBIX MYKOBHCIIMI030M, SIBJIIETCS TpaHC(EeppuH — KOPOTKOKUBYLIUH OEJOK
CBIBOPOTKHU KPOBH.

3.  Bxiouenue cmecu «HyTpusH-cTaHAapT» B 0a3UCHYIO JAMETOTEPAIUIO
JAeTeii C MYKOBHCLIHIO30M CHOCOOCTBYET YMEHBIIECHUIO CTENEHH OelKOBO-
DHEPreTUYECKON HETOCTATOYHOCTH Yy TAaHHOW KaTErOpUy MalyueHTOB.

4. Hcnonp30oBaHne KOMIIBIOTEpHOM mporpammbl «KommuiekcHas cucrema
OLICHKM OEIKOBO-3HEPreTHUYECKOM HEIOCTaTOYHOCTH U pacueT ONTUMAaJbHOU
IUeToTepanuu  JeTed, OOJbHBIX MYKOBHMCIMI030M»  TIO3BOJSET COCTABUTH
VHIABUAYAJIBHOE MEHIO JEeTAM C MYKOBHCHHMJIO30M H IPOBECTH pacyer
JOTIOJIHUTEIIBHOU SHTEPAIBHOU IMOIIEPKKH.

JInuHbI BKJIaA aBTOpPa. ABTOPOM JINYHO IPOBEIEH AHAJIU3 COBPEMEHHBIX
UCTOYHUKOB JIUTEpATypbl MO HU3y4yaeMoll mpobieme, G(opMUpOBaHHE TPy
NAlMEeHTOB, Ha3HAYEHO OOCJEeIOBAHME U JIaHbl PEKOMEHJAIMU 10 MUTAHUIO B BHUJE
CYTOYHOT'O MEHIO JIJIs JieTel OO0JIbHBIX MYKOBUCIK030M. [IpoBeeHo nuHaMu4eckoe
HaOJII0/IEHUE MAlMEHTOB B T€U€HHE 3-X JIET, BHIIOJIHEHA CTAaTUCTUYECKasi 00paboTKa
U aHamu3 TOJYYEHHBIX JaHHBIX, C(HOPMYIHMPOBAHBI BBIBOABI M MPAKTUUYECKHE
pEKOMeHAauN

BHenpenue pe3yJbTaToB B NPaKTUKY. Pe3ynbTaThl pabOThl NIPUMEHSIOTCS B
NPAaKTUYECKOM  JESATEIBbHOCTH  DBIOIKETHOTO  yUpeKIEHUs  3APABOOXPAHEHHUS
Boponexckoit obmactu «O06nacTHas AeTckas KIMHuYeckas 0onbHUIA Ne2», neTckoi
nosmkiMHUKH Ned B coctaBe bY3 BO «BopoHekckas Topojckas IOTUKINHUKA
Ne7»,000 MenuiHCKu# HEHTp «3I0pOBhIi pedeHOK» (I. BopoHex).

Anpobanusi padorbl. OCHOBHBIE TOJOXEHUS pabOTbl M PE3yJIbTaThI
UCCIIeIOBaHMs OBLIM TMpeAcTaBiIeHbl Ha BcepocCHiCKOM eXEerogHoM KOHrpecce
«MHpekunoHHbIe 00JIe3HH Y IETCH: TUarHOCTUKA, JeueHue u npodmiaktuka (CaHkT-
[TeTepOypr, 2012r.); O6nacTHO# OOMICHHON HAyYHO-MPAKTUYCCKON KOH(DepeHIHH
nocBseHuon /5-teturo bY3 BO OO6mactHag gerckag kKimHAYeckas OonpHHUIa Ne?2
«AKTyaJbHbIE BOMPOCH HMH(PEKIUOHHBIX 3a00JIeBaHUM, HETCKOM XHUPYpruu U

neguatpun» (Boponex, 2012 r.); HOOuneitHOW MEXpEernoHANBHON HAay4HO-
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MpaKTHUEeCKON KOH(EpeHLnH, nocBaieHHol 85-1etuto Canaropust umMenu L{ropyrisl
«/IHHOBAIlMOHHBIE ~TEXHOJIOTMM MEAMIIMHCKON peadWiuTauud B KIUHUKE W
CaHaTOPHO-KypopTHO# mpakTtuke» (Boponexx, 2012 r.); Hay4yHO-IPaKTHYECKOU
koH(pepeHumu «Hayka - colanbHO-3HaAUMMBbIE TPOEKTh» «KOMITJIEKCHBIA MOIX0/T K
JTMArHOCTHKE, JIeUeHUI0 W Tmpoduiaktuke B MemuiHe» (Boponex, 2012r1.); IX
MexnyHapoaHON Hay4yHO-TIpaKTUYeckoi KoH(pepeHuuu «HayyHas auckKyccus:
Bompockl MeauuuHbD (Mocksa, 2013r.); | MexxayHapoaHOW HayYHO-TIPAKTUIECKOM
KoH(pepeHMn «MenuiMHA: aKTyalbHbIE BOMPOCHI W TEHACHIMH Pa3BUTHUI»
(Kpacunomap, 2013 r.); IV MexayHapoaHOW Hay4HO-ITPAKTHUYECKOH KOH(EPEHIINU
«Hayka u obpazoBanue» (['epmanus, Miouxen, 2013r.); MexayHapoIHON HaydHO-
IpaKTHYECKOH KoH(pepeHiuu «Posb Hayku B pa3Butuu oobmiectsa» (Yda, 2014r.).

Ilyonukanuss pe3yabTaToB HcciaeaoBanusa. [lo Teme auccepranuu
onmy6sMkoBaHo 16 mevyaTtHeIX paboT, U3 KOTOPHIX S B JKypHajaX pPEeKOMEHJIOBAaHHBIX
BAK P®.

Ctpykrypa u o0beM auccepraumu. Jluccepranus wuznoxxkeHa Ha 117
CTpaHMIIAX MAIIMHOMUCHOTO TEKCTa U COCTOUT M3 BBEACHMs, 0030pa JIUTEepaTyphl,
[JIaBbl ONHMCAHUS MaTepUaioB M METOAOB HCCIEAOBaHUS, TJaBbl pE3yIbTaTOB
WCCJICIOBaHMs, TJIAaBbl ONUCAHHUS KOMIIBIOTEPHOM MpPOrpaMMbl pacueTa MEHIO
NanueHTaM C MYKOBHUCIIMI030M, TJaBbl OOCYXKIEHUS pe3yJbTaToB, BBIBOJIOB H
mpakTHUecKux pexomenpanuil. Crnucok nurepatypbl cocTouT u3 200 UCTOYHHUKOB,
BiuTroyaromux B cedst 120 oreuectBeHHbIX W 80 3apyOexHbIX nmyOnukanuii. Padora

COCPKUT 7 TabauIl U 39 pUCYHKOB.
OCHOBHOE COJAEP/KAHUE PABOTbI

Marepuajbl 1 MeToabl ucciaenoBanus. OO0bEeKTOM uccienoBanus Obun 69
JeTel, cTpajaronmx cMemaHHo (Qopmoit  MykoBucnumosa. McciemoBanwme
BeITIONTHSI0CH ¢ 2011mo 2015roa Ha kadenpe mponeaeBTUKU ASTCKUX O0JIe3HEH U
neauaTpun B (eneparbHOM TOCYJapCTBEHHOM OIOIKETHOM 00pa3oBaTeIbHOM
YUPEKJCHUH  BBICIIETO  oOpa3oBaHusi  «BOpPOHEXCKMM  TroCyaapCTBEHHBIN
MenuuuHCKUM — yHuBepcuter  umenn — H.H.  bypaenko»  MuHnncrepcrsa
3apaBooxpaneHust Poccuiickoii @eaeparmu (pekTop — 1.M.H., ipodeccop Ecaynenko
N.3., 3aB. kadeapod NPOMEACBTHUKHA NETCKUX OOJe3HEeW W TeAWaTpud, I.M.H.
npodeccop [TounBanos A.B.). Pabora npoBoauiack Ha 6a3e 1eHTpa MyKOBHCITUI03a

U DO OTIeneHus OI0JKETHOTO YUYpeXACeHHs 3apaBooxpaHeHusi BopoHexckoit



8

obnactu «O0acTHas neTckas kmHudeckas 6osbHuIa Ne2» (BY3 BO «OJIKB Ne2»,
rnaBHblii Bpau AsnaeeB C.A.). Kpurepusmu BKIIOYEHHsS B HCCIICIOBAHHS CTaJIH
0OJIbHBIC CMEIIaHHOW (OpMOM MYKOBHUCIIHI03a B Bo3pacTe oT 3-X 10 14 jer, 3a aABa
Mecslla JI0 MCCIENOBAaHUSA HE TMOJy4yaBIlIME€ HUKAKOM HSHTEPATbHOM MOJACPKKH.
[TanieHTHI OBLTM pa3/IesieHbl Ha JIBE TPYIIIIHI.

Knuanueckue rpynmbl cocTaBuin: 37 OOJBHBIX MYKOBUCIHI030M 1 rpyrmimsl,
cpoku HaOmoaenus 2011-2014rr., nomy4yaBmuUX MOAW(DUIMPOBAHHBIA BapHaHT
nedenus [] pumeroTepanmus ¢ NPUMEHEHHEM JOIMOJTHHUTEIBHOTO JHTEPAIhHOTO
nuTaHus U 32 O0NBHBIX MYKOBHCLH030M 2 TpyIIbl, cpoku Habmonenus 2011-2014
IT., TIOTY4YaBIIUX TPAIUIIUOHHOE JICUCHUE W AueTorepanuto 6e3 mpumenenus J[OI1.
['pynmel HaOMrOACHWS OBUIM COMOCTABUMBI IO BO3PACTy M CTEMEHU TSHKECTH
3a0oneBaHus, XapakTepy MyTalMii W XapakTepy OakTepualbHOrO BBICEBA.
MOHUTOPUHT KIMHUYECKUX M JTAOOPATOPHBIX MapamMeTPOB OCYIIECTBIISUICS KaK]IbIi
MECsSIl BO BpeMsl BU3UTAa K Bpady-CIEHUAINCTy LIEHTpa MyKoBUcLMI03a. Jlu3aiin
MCCJICIOBAHMS TIPEICTABIICH Ha pucyHke 1.

Bcem gersm mpoBoamsiioch HEOOXOIUMOE MEAMIIMHCKOE OO0CieqoBaHHe
npexycMoTperHoe CTtaHmapTaMu OKa3aHUs MEAUITMHCKON MOMOIIH JETAM, OOIbHBIM
MB. Kpome Toro, ocyuiecTpisiiach KOMILJIEKCHAsI OLIEHKA COCTOSIHUS MHUTAHMS, Ha
OCHOBAaHUM AHAMHECTHUYECKHUX, KIMHUYECKUX, aHTPOIIOMETPUYECKHUX, TAOOPATOPHBIX
U (QYHKIMOHAJIBbHBIX JaHHBIX. VccienmoBaHue NOMYyYEHHBIX JaHHBIX, IMO3BOJIMJIO
YTOYHUTH METOJMKY  ONpeneseHUs CTETEeHU OETKOBO-3HEPTreTUIECKON
HenocrarouHoctd (BOH) y nereii, 6onpabix MB. B ocHOBY onenku crenenn bOH y
601pHBIX MB 0ObL1a nosoxxeHa MoaupuKalyus METOAUKN OATbHONM OLEHKU COCTOSHUS
nutanus no bunOpepu-KoxeH, koTopass mpuMeHsieTCsl Y OOJIbHBIX C XPOHUYECKOM
nouyeyHoi HepoctaTtouHocThio (XITH). V nmereii, 60apHBIX MB, Kak u OONBHBIX C
XIIH Takke BBbIpaX€HbI: aHOPEKCHS, CBSI3aHHAs C XPOHUUYECKONW HMHTOKCUKALMEW,
notepu Oejka 3a CYET CHUHAPOMa MalibaOCOpOLMM M DHEPTrUU 3a CUET OJIBIIIKH,
MOATOMY MOAU(UKAIIIS STOTO METOAa MPUMEHSIIACh Y HAIIEH KOTOPTHI MAIlUEHTOB H
BKJIIOYasa B ce0s onpeneneHue Caeayonmx napaMmeTpos:

1)  cyObektuBHas riaodanbHas ornenka (CI'O),

2)  wungekc maccel Teaa (MMT),

3)  TOdIIMHA KOXHO-XHpOBO ckiaanaku Haxa Tpuierncom (TKXKC),

4)  oxpyxHocts mieya (OI),

5)  KoHueHTpanus TpaHcheppUHa CBIBOPOTKU KPOBH,

6)  abconroTHOE Yuciio TMMQOIUTOB B iepudepudeckoit kposu (AYJI).



9

1 3TAN
LUENL WMCCNEOOBAHWA
MosbiweHune 3GpherTMBHOCTM 6a3MCHOW Tepanun MyHKOBMCUMA D033 Y [ETEX C NOMOULbIO
NPOAYKTa NONONHUTENBHOW IHTEPaNbHON KOpPeKLUN.

\ 4

I 3TAMN
OBBLEKT WMCC/NEOOBAHWA

[ TPYTINA [l TPYTITA
n=37, n=32,

YMUCNO0 OCMOTPOB - 1332 YMUCNo OCMOTPOB - 1142
BonbHbie MB, HoTOpBIM bonsHbie MB, KOTOpbIM
NpoBOAWNACTL CTAaHAAPTHAA NpoBOAW/IACTb CTaHAAPTHAA
Tepanua U AMWETOTEpanua ¢ Tepanua v gUeToTepanua
MPUMEHEHUEM 0311
«HyTpueH -craHpapT»

METOAbl MCCNEAOBAHUA: anamHecTyeckne (CIO, onpoc); aHTponomeTpudecKue
(0N, TKHC, UMT); knuHuko-nabopatopHbie (AY/1, TpaHcheppuH, anbBymuH)

) 4

l 3TAIN
ObBCNEAOBAHWE B COOTBETCTBMWM C UEMBHO WU 3A0AYAMWM MCCNEOOBAHUA
Begenue xapTbl HabmoaeHnna 60/bHOTO MYKOBUCLMAO30M, MOMYYAOLWETO
HYTPULIMOHHYIO NOAAEPHKY W pacyeT sHepronoTpebnedusa 6onabHOroO € y4eTom nona,
BO3pacTa, GaKTOpPOB aKTMBHOCTH, CTPecca, Ha OCHOBE KOTOPOTro NPOM3BOAMACA pacyeT
MEHIO C UCMO/b30BaHMeM pa3paboTaHHOM KOMMbLIOTEPHOW NPOrpammbl

) 4

IV 3TAN
CTATUCTMYHECKAA OBPABOTRA PE3YJ/IBTATOB WMCCAEAOBAHWUA
CpaBHUTENbHAA OLEHKA TPYNN C UCNO/b30BAaHUEM HEMAPAMETPUYECKUX KPUTEPUES,
BblAB/IEHUE KOPPENALMOHHBIX B3aMMOCBA3EN MapameTpos.

>

V 3TAMN
OBCYOEHWUE PE3Y/ILTATOB, ®OPMY/TIMPOBAHWUE BbIBOAOB U MPAKTUYECKMX
PEKOMEHIALINIA

Puc. 1 Jluzaitn uccnenoBaHus
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CyobexkTHBHaAs ri00aabHasi onenka mo Detsky (1987) (Subjective Global
Assesment, SGA,CI'O) wusHauanpHO ObLIa pa3paboTaHa KaK KIHHHYECKas
HYTPHUIIMOHHAs OIICHKA OOJBHBIX TIEPE] OTIEPaTUBHBIMY BMEIIATEIHLCTBAMH, B paboTe
ucnoas3oBana momudukanus CI'O (1993 r.). /laHHbli BapHaHT BKJIOYal B ceOs
aHanu3 4-x mapaMmeTpoB CyObEKTUBHOM TT100aTBHOM OIIEHKH TUTAHUS:

- noTeps Beca;

- aHOPEKCHS;

- NoTeps MOJKOKHO-)KUPOBON KIIETUATKY;

- NOTeps MBIIIICYHON MACCHI.

[To kaxxmomMy u3 BBINICTICPEUYNCICHHBIX MYHKTOB MpU cOOpe aHaMHE3a |
(U3UKaTEHOM OCMOTpPE BhICTaBIsIach orieHka oT O g0 7 6amios. [loTepu mbimeuHoM
MacChl y TAIMEHTOB HE OTMEYAIOCh, W ATOT mapameTp oreHuBaics B 0 Oaos.
Takum o6pazom, komriuiekcHbd HHACKC CI'O — 3TO apudmeTnueckoe cioxeHue 3

ynucen. Ha ocHoBaHuM MHIEKCA CI'O BhICTaBIAATIACH OILICHKA.

- OTCYTCTBUEC HAPYIICHUN MUTAHUS (1-6)- O 6amios,

- JIETKO€ HapyIICHUE MUTaHUS (7-13y 1 6ainmn,

- yMEPEHHOE CHUYKCHHE IMUTAHUS (14-20) 2 6anna,

- BBIPKEHHOE CHM)KCHHE MTUTAaHUS (2m BbIIIE) — 3 Oaa.

HyTpuTuBHBINA CcTaTyc OOJIBHBIX MYKOBHCIIH030M OIICHHBAJICS C IOMOIIBIO
uHaeKrca Maccsl Teaa (MMT) o Quetelet fracca (kr)/[poct (M)]?). Jst B3pocisIx
OOJIbHBIX MYKOBHCIIH1030M IiefieBble 3HaueHust UMT — 22 KT/M? JKEHIIMH U 23 Kr/M?
s MyxdnH. BcemupHas opranmsarus  3apaBooxpaneHus  (World  Health
Organization — WHO)pekoMeHayeT KOHCTaTUPOBATh HEIOCTATOYHOCTh MUTAHUS Y
MOAPOCTKOB M B3pocibix, ecniu UMT cocraBnser menee 18,5 Kr/M? (Report of a
WHO Expert Committee, 1995)Ipu ouenke HyTputuBHOTO craryca aereii UMT
OIICHMBAJICS. B cHCTeMe TMepreHTuiei. [leprueHTunp moka3piBaeT, KakoW MPOICHT
JIEeTEN U MNOAPOCTKOB TOrO K€ Moja M Bo3pacta uMeroT 3HaueHue MMT Huxke
MU3MEPEHHOTO Yy JaHHOTO OOJIBHOTO MYKOBHUCIIMIO030M. PasrpaHnuuBaioT 3 30HHI,
KOTOPBIE COOTBETCTBYIOT MHTEpBaAjIaM 10 2510 mepueHTusis, 25-75# nepreHTuib u
BBITIIE /570 MepeHTIsI. Pe3ynbTaTel, KOTOPHIE YKIAABIBAIOTCS 110 BCTPEYACMOCTH B
auanazoH a0 2590 TEepHeHTWIS BKJIIOYUTEIBHO, OTHOCSATCA K 30HE HH3KHX»
3HAYCHHUH. 30HE «BBICOKHX» 3HAYCHHH COOTBETCTBYIOT PE3YJIbTaThl, OTHOCSAIINECS K
nuariazony ot /640 10 10010 mnepueHTHIs BKIIOYUTENIBHO. 3a HOpPMaJbHbIE
BEJIMUMHBI TPHHATHI 3HaueHuss B uHTepBasie (kopumope) ot 2610 g0 75+0

NEPUCHTHIIA. HCHCBLIM 3HAYCHUECM [JIA ,Z[CTCﬁ U IIOAPOCTKOB € MYKOBUCIHIHMAO30M
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SBIIAIOTCA 110KAa3aTCJIM, COOTBCTCTBYIHOIIMC HOPMAJIbHBIM I_II/I(I)paM AJsT 310POBBLIX

neteil Toro ke mona u Bo3pacta — 5041 mepuenTwib. Hapymienne nutanus

OIIEHUBAJIOCH CIICYIOIIUM 00pa30M:

OTCYTCTBUE HapylIieHui mutanus (26-75nepuentiin) - 0 6amuion
JIETKO€ HapyIlICHUE MUTaHUS (25-10# nepuenTuisb) - 1 6amn
yMepeHHoe cHmkenne nutanust  (9-541 meprentuns) - 2 6anna

BBIpOKEHHOE CHI)KCHHE TUTaHUs (HUXKe 5-To mepreHTms) -3 6amna

OnpenencHue TOJIIMHBI  KOKHO-’KHUPOBOM CKJIAAKM HaJ TPULENCOM

(TKXKC), oxpyxnoctn mieda (OII) u BbIUKCICHHE OKPYXKHOCTH MBIIIIL IjIeda

SIBJIIeTCS HanboJiee HpHeMHeMOﬁ MeTOHHKOﬁ JJIA OLICHKM COCTaBa T€JIa, TaK KaK 3THU

IIoKa3arTciim

KOPPETUPYIOTCS ¢ 0o0muMu TnepudepudecKuMu 3amacamu Oeika u

KHPOBBIM 3amacoM opranm3ma. M3mepenne TKIKC (MMm) mpoBommiock mpudopom

(3IeKTpOHHBIM KaJMIIEPOM) HAa YPOBHE CpeaHEH TpeTH Iuieda Hepabouel (j1eBoi)

pyKH, COrHYTOM B JOKTeBOM cyctaBe mnoj yriom 90 rpamycoB. Pe3ynbraThl

OLCHUBAJIKUCEH 110 MNCPUCHTHIIbHBIM Ta6JII/IHaM.

OTCYTCTBHE HapylieHuH mutanus (25-754 nepuentuip) — 0 6amwios
JIETKOE HAPYIICHHUE TUTAHUS (24-10¢ nepuentrin) — 1 6amr
yMepeHHoe cHikeHue nmutanus  (9-5# nepuenTuiip) — 2 6amia

BBIPAXKCHHOE CHIDKEHHE UTaHus (Huke Srepuentus) — 3 6aiia

Wsmepenne okpyxHoctd tieda (OIl, MM) mpou3BOAMIOCH OOBIYHOMN

CaHTHMMETPOBOW JIGHTOM Ha YpOBHE CpeaHEel TpeTH Iuleya HepabOouein (JIeBOit)

COTHYTOM, HO HEHAIPSIKEHHON PYKHU.

[Tokazarenb okpykHOCTH MBI Tuieya (OMII, MM) BBIYHCIISIICS 11O (hopMyJIe:

OMII=0I1-0,314TKKC,

rae OI1 — oKpy>KHOCTb MBI Iieda (MM),

TK2KC — TonmuHa KOKHO-)KUPOBOW CKJIaJIKHM HAJ TPUIICTICOM (MM).

OMII Takxe oreHruBaIach MO MEPIECHTUILHBIM Ta0IUIIAM.

[Tokazarens OMII TpakTyeTcs cleayomuM 00pa3oM:

OTCYTCTBHE HapylieHui mutanus (25-75nepuentuin) — 0 6amios,
JIETKO€ HapylICHUE MUTaHUS (24-1Grepuentmib) — 1 6amnn,
yMepeHHoe cHukeHue nmutanus  (9-Smepuentuns) — 2 6ana,

BBIpOKEHHOE CHW)KCHHE TTUTaHus  (Hroke 5 meprieHTmiis) — 3 O6asia.
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Hopmanbable moka3aTenn aHTPOIIOMETPUH COOTBETCTBYIOT JUAIMA30HY OT 25-
ro g0 7510 mepueHTWasA, HU3KHEe Tokasatenu (HmKe 25940 MEepICHTHIIN)
PaCUEHUBAIIUCH, KaK HEJOCTATOYHOCTh MTUTAHUS.

TpanceppuH — KOPOTKOXUBYIIMIA O€IOK CBIBOPOTKH KPOBH, TEPUOJ
MOJIY>)KM3HU, KOTOPOro coctapisier 8 nHeld. JluHamuka ypoBHS 3TOro Oenka
MO3BOJISIET  OIIEHUTh CTEMEHb OENKOBOIO  HMCTOILIEHHUS, BBIABUTH  OOJIbHBIX
MOBBIIIEHHOTO pUCKAa U TMPEJOTBPATUTHh PA3BUTHUE MHUTATEIBHOM HEIOCTATOYHOCTH.
HccnenoBanne ypoBHS CHIBOPOTOYHOTO alhbOyMHHA Yy JETEH ¢ MYKOBHUCITUAO30M HE
BBISIBIJIO CYIIECTBEHHBIX OTKJIOHCHHH OT HOPMBI, JaXKE y THKEIBIX OONBHBIX,
MO3TOMY, BBHJY YyBCTBUTEIHHOCTH IS JaHHOW KATETOPUHU TMAIMEHTOB TAaKOTO
nokasaresisi O0eTKoBOro MmeTradoim3Ma Kak TpaHCPEppuH, COWIM LeraecooOpa3HbIM
UCIIOJIb30BaHUE €r0 B KOMIUIEKCHOM oreHke creneHu BOH 6onbHbix MB. YpoBeHb
TpaHcepprHa CBHIBOPOTKHM KpOBHM, ajdbOymMuHa M oOmIero Oeika u3Mepscs
OnoxuMuveckuM aHanmuzatopoM «Liasys S-67».TpaHcdhepprH CHIBOPOTKH KPOBH

0O0JBHBIX MYKOBUCIIU030M OLICHUBAJICS CIETYIOIIUM 00pazoM:

- OTCYTCTBHE HAPYIICHHUI MUTAHUS (200mr/ 1 1 60¢ee) — O GamoB
- JIETKO€ HapyIICHUE MUTaHUS (180-206kr/m) — 1 6amn

- YMEpPEHHOE CHIKEHUE MUTAHUS (179-1601r/an) — 2 6aina

- BBIPAKCHHOE CHIDKEHUE ITUTAHHMSI @moxe 160mr/ 1) — 3 6anna

[Toxcyer abcomoTHOoro umciaa auMdponuToB (AUYJI) KpoBH sBiseTCs
MPOCTEUIIIMM METOJAOM OLEHKH COCTOSIHASI UMMYHHOM CHCTEMBI, TaK KaK COCTOSIHUE
MMMYHUTETa OOJLHOTO TPSIMO M HEMOCPEJACTBEHHO 3aBUCUT OT €ro OeIKoBO-

SHEPreTUYECKUX BO3MOKHOCTEH.
AYJT = aumpoyumer (%)-xonuuecmso aetikoyumos (10°1) 1 100.

KonnuecTBo NeWKOUMTOB, TUM(OLUUTOB CHIBOPOTKH KPOBH OMPEAEISIICS T'eM.

ananuzaropoM «Sysmex X|-1800 15-4»Pe3ynbraThl TPaKTOBAIHCH CIETYIOIIUM

obOpazom:
- OTCYTCTBUE HAPYIICHU MTUTAHUS (1,8x18m) - 0 GamtoB
- JICTKOE HapyIIIeHUEe TUTaHHS (1,79-1,5x201) - 1 6amn
- YMEPEHHOE CHIDKCHUE MTUTAHUS (1,49-0,9X19Qh) — 2 6aiuta
- BBIPAKCHHOE CHIDKEHUE ITUTAHHMSI (ke 0,9x10/n) - 3 6ama

B pesynbrare anamusza metonoB omeHku BOH cdopmupoBan onTUManbHBIM

BApUAHT WCCICIOBAaHUS OEITKOBO-PHEPTETUYECKOTO cCTaryca JeTed, OOJIbHBIX
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MYKOBHUCIIHI030M, KOTOPBIN BKIIFOYAJ TIOKA3aTENN, OTPAYKAIOIINE OCHOBHBIC TTO3HITHH
HYTPULIMOHHOTO CTaryca. CyOBEKTHBHbIE JaHHbIE O COCTOSIHUM THUTaHMUS,
AHTPOIIOMETPUYECKUE TOKa3aTelld, MapaMeTpbl BUCHEPAIBHOrO OeNKa, OLEHKY
’KUPOBBIX 3aM1ACOB, HAIMYKWE UMMYHOACPUIUTA.

[TapameTpsl U3 MpUBEIECHHOrO HAOOpa OLIEHMBAIOTCS CIEAYIOIIUM OOpa3oM.
IIpu oTcyTcTBUM OTKJIOHEHUW OT Bo3pacTHOW HOopmbl — O OamnoB. Ilpu nerkux,
CPEAHUX M TSKENIBIX U3MEHEeHUsIX OT 1 10 3 6aoB.

CymmapHas onenka no miectd mapamerpam: 0-1 Gamnm TpakTyercss Kak
HOPMaJIbHOE COCTOsTHUE MUTaHus, 2-6 6ayoB — nerkas crenedb bOH, 7-126amioB —
B3H cpenneii Tsoxectn, 13-186ammoB — Tsxenas crenenb bOH.

[locne ompeneneHus CTENEHH OEIKOBO-3HEPIETUUECKONW HEAOCTATOYHOCTH,
BCeM OOJBbHBIM Ha3HAYadd HWHIUWBUIYAIbHYIO AMETY, C Y4YE€TOM HEOOXOAUMOM
JIOTIOJIHATEIbHOM KOPPEKIIMM OCHOBHBIX HyTpueHTOB u dsHepruun (mo 150% or
HOPMAaTUBOB Il 370pOBbIX  jered). Kaxkaomy OOJbHOMY — Ha3HA4YaloCh
WHIUBUyAIbHOE MEHIO, C YY€TOM BKYCOBBIX TMPEAMOYTEHUN U TIPOBOIMIICS
MOHUTOPUHI OCHOBHBIX ITapaMeTpoB cteneHu bOH.

Jlyia aBTOMaTH3aIMK Mpoliecca pacuera pakTUIECKOW CyTOYHON MOTPeOHOCTH
B SHeprum jaetei, oneHku creneHn bOH u cocraBnenust parnmoHa nutaHusi Obuia
pazpaboTaHa cnenuaigbHas MOporpaMMa JUisi  MEPCOHANBHOTO  KOMIIbIOTEpa
«KommuiekcHass cucTeMa OIEHKH OEJKOBO-dHEPreTUUECKOW HEAOCTaTOYHOCTH M
pacdeT ONTUMAaJIbHOW AUETOTEPAITNH JeTel OOJIBHBIX MYKOBHCIIUI030M>» (pHUC. 2).

[Iporpamma moO3BoOJIIET paccumMThiBaTh cTeneHb bBbOH w©  cocTaBisaTh
€XeJIHEBHOE MEHIO, peOeHKY OO0JIbHOMY MYKOBUCIHIO030M, C YUYETOM I10JIa, BO3pacTa
U XapakTepa TEYeHHs! TaHHOTO 3a00J1eBaHusI.

J171s1 OLIEHKHM pe3yibTaTOB AMHAMUYECKOTO MOHUTOPUHTA JIBYX TPy OOJbHBIX
OCYUIECTBJISUIOCH ~ CPAaBHEHHME  AHAIM3UPYEMBIX  [MAapaMETpOB C  TOMOUIBIO
CTaTUCTUYECKUX METOJIOB HccleoBaHus. B paboTre HCHOIB30BAIMCH METObI
HETapaMeTPUIECKO CTaTuCTUKU (Tect ManHa-YuTHH, K03()(HIIMEHT paHTOBOI
koppessiiimr - CriipMeHa), METOJIbl  PErpPEeCCHOHHOTO  aHaiu3a. lIpuBeIeHHBIC
KPUTEPUU MCIOJIb30BAINCH MJIsi CpaBHEHUS dS(PPEKTUBHOCTH PaA3TUYHBIX CXEM
JIYeHUs, B CPAaBHUBAEMbIX Tpynnax. Bce pacuerbl BBINOIHEHBI C MCHOJIb30BAHUEM
nporpamm «MS Exel 2007», «Statistica 7»

Pe3yabTarhl uccjienoBaHusa U Ux odcy:xaeHue. CoriacHO OMMCAaHHOM BbIIE

METOJIMKE WcclenoBanus HyTputuBHoro craryca (HC) OombsHOro MB, Bcem
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MalydeHTaM OCHOBHOW W KOHTPOJBHOW TPYMIBI ObUT MIPOBENCH aHAJIN3 CIEIYIONUX
nokazarenei: UMT, OIl, TKXXC, tpancdeppuna ceiBopoTku kpoBu, AYUJI kpoBw.

Komnnexncuan cuctema oueHrn 63H E]@

hafin  Cnpaeka

KOMIMNEKCHAA CUCTEMA OLEEHKK BENKOBO-SHEPTETKY ECKOW HEQOCTATOYHOCTH
N PACYHET ONTUMAJIEBHOW ANETOTEPAMWW OETEWN BEONBHLIX MYKOBUCLIMOO30M

Maon pefeHka Macca Tena peficHra, kr PocT pefigHka, th Bo3pact pefieHia, net DAKTOP SCTHBHOCTH PaKTOp CTRECCE

) Mangte 18 122 8 (O NocTensHsii pexm & OteyrerByeT

— () OBocTpenms BpoHxMTa

(&) flesouka () Chant B kpecne =
() OBOCTPEHME NHEEMOHHK

TemnepaTypa Tena, rpaa CTRaAZeT MyloBnCUAADEM (2) NansTHbIH peskim ) Ceneme

36,6 ®da

OHet

OLIEHKA BEMKOBO-SHEPTETHHECKOR
HEAOCTATOHHOCTI WCEOAHBIE AAHHBIE

CYEBEKTWBHAA [NOBAMEHAR s BANMCE Man: Aesouica

OLIEHIA
- | Macea Tena pelerica, ki 18
TPAHCPEPPUH |18 wrfan
; Bospact peieria, net s
FHAMBOLMTE 2 %

Poct pefiehia, o 122
TEKOLATI [4 tin Temneparypa Tena, rpaa Ci 36,6

TOMULMHA KOWHOR CKNAAKMHAA - § PaKTOp AKTHBHOCTH! NanaTHBIR pexim

TPERFNABOA MEILLLLEM NNEYA 3 M

DakTop cTpecca: OTCYTCTEYET

OKPYHHOCT MAEHA 14 ikl CTPAAAET MYKOBHCUMAO3OM! A3

BEMKOBO-SHEPT ETMHECKAA HEADCTATOYHOCTE  THMENGIA CTEMEHU (CTEMEHS 3)

DAKTAHECKAR MNOTPEEHOCTE B SHEPTIAM 18984 KKANICYT

| Pacer | COCTABNTH MEHIO BHIOA,

Puc. 2 I[I/IaJ'IOl"OBOC OKHO IMpOorpamMmsl IJist BBOJAd HCXOJHBIX JTAHHBIX

AHanu3 [aHHBIX MNapaMeTpOB MNPOBOJAMJICS HA HAyalo HCCIEAOBAHUS U B
TEYEHUU Tpex JieT Ha (poHe ucnosib3oBaHus O0aszucHout quetsl U JDI1 y namuentos 1
rpymnibl (OCHOBHO#) M 0a3UCHON TUETHI y MAIMEHTOB 2 IPyMIbl (KOHTPOJIBHOM), C
UCIOJIb30BAaHUEM METOJIOB HEMapaMeTPUYEeCKOW CTaTUCTUKU. JueTy mpeziaranoch
coOMIoAaTh B TEYEHHE JIMTEIBHOTO BPEMEHM, Takke Kak, u ymnorpeomsats JOII.
EcTecTBeHHO, UTO HE BCE MALMEHTHI CMOTIIU BBIMOJIHUTH JaHHbIC HA3HAYCHUS, B CHITY
BO3PACTHBIX OCOOCHHOCTEH, NHIIEBBIX MPHUBBIYEK, BKYCOBBIX ONIyIIEeHUH (HE
HpaBWJICS BKYC TOIUICHOTO MoJioka). [larmeHTaM npeniaranoch pa3sHooOpa3uTh BKYC
cMecH 100aBJIE€HUEM BapeHbs, PPYKTOB, HO, K COKAJIICHUIO, HE BCE JETH BBITOIHSIIN
JaHHBbIE PEKOMEHJAIMH, MMO3TOMY YHWCIEHHBIM COCTaB MAIMEHTOB Ha Hayajio W Ha
KOHEII UCCIICIOBAaHMS CYIIECTBEHHO M3MEHMIICS (Tabmmma 1).

[IpoBeneHHOE WUCCIENOBAaHHE B OCHOBHOW TIpynme MokKa3ajao, 4To J0
npumeHenust [OII — cmecu «HytpusH-cranmpapT» Tsbkenas creneHb bBOH
ormeyanach y 1 OonbHoro — 4%, cpenusis y 6 OonbHbix — 20%, nerkas y Bcex

OCTaJIbHBIX ManueHToB (23 4eir. — 76%).
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[Tocne Tpex JieT NCHOJB30BaHMUs JAHHOTO MPOAYKTa Tskenas crenedb bOH He
BBISIBIISUIACH HU Yy ojHoro mnammenta. Cpennss creneHb BOH ompenernsiiace y 3
ooapHBIX (10%), nmerkas y 5 OompHbIx (17%), a 22 GoabHbIX (73%) umenu

HOPMaJIbHOE COCTOSIHUE MUTAHUSI ITOCIIe MPUMEHEHUs TaHHOU cMecu (puc. 3).

Tabmuma 1
[IpuBepKEeHHOCTH TUETOTEPANHH MAMEHTOB 1 1 2 rpyIibI
[IpuBepKEHHOCTH [IpuBEPKEHHOCTH
I"'oas! HaOMOAEHUS JUETOTEpaln MAalEHTOB | TUETOTEPAIINU ITAllNCHTOB
1 rpynmsl 2 rpynimsl

2011-2012 37 (100%) 32 (100%)
2012-2013 34 (92%) 25 (78%)
2013-2014 30 (81%) 20 (62%)

Y OOJIbHBIX KOHTPOJBHOM TpyNMbl, HE YHNOTPEOJABIIMX IaHHBIA MPOIYKT,
M3HAYaJIbHO HE peructpupoBanoch Tsbkenou crenenu bOH. Cpeansis crenens BOH
HaOmoaanack y 7 6onbHbIX (33%),1erkas y 13 6onbHbIX (67%).[Tocie npoBenenus
O0aszucHoi guerorepanuu 60e3 mnpumenenus J[OII cremenn BOH wusMenwmnmuch
HE3HAYUTENBHO. Y OAHOTO 4esoBeKka creneHb bOH mepenuia u3 cpemHeTsxenoun B
aerkyio (puc. 4).

10%
17%

O nerkas cteneHb
HOpMa

M cpeaHAA cTeneHb

PeA O nerkasa cteneHb
TAMENan cTeneHb
M cpeaHAnA cTeneHb

76% 73%

Puc. 3 Pacnpenenenue crenenu bOH y 60JIbHBIX MYKOBUCIIUI030M B OCHOBHOM

rpymnme jgo npumeHenus 1911 (a) u mocie 36 mecseB ucnons3oBauus 11 (6)



16

O nerkaa cteneHb

O nerkas cTeneHb
B cpeaHAA cTeneHb

B cpeaHAA cTeneHb

67% 60%

a o
Puc. 4 Pacnpenenenue crenenn bOH y 601bHBIX MYKOBUCIIHI030M B KOHTPOJIHHOM

rpymme g0 guetorepanuu (a) u uepe3 36 MecsIeB HCIOIb30BaHMs queTorepanu (0).

CraTtucTryecKkuil aHamu3 pe3yJbTaTOB C MCIOJIb30BAaHUEM KpuTepuss MaHHa-
YUuTHH, MOKa3ad, YTO Pa3luyus MEXIYy KOMIUIEKCHOW OaabHOW OLEHKON CTENeHH
BOH no wu mnocne mnpumenenuss cmecu «HyTtpusH-cTanmapr» y OOJNBHBIX
MYKOBHCITU/IO30M SIBJISIFOTCS 3HAYUMBIMU (ypoBeHb 3HaunMoctu P<0,05).ITo6ouHbIx
3¢ (eKTOB B BUAE HApYLICHUs MUIIEBAPEHUs, TOIIHOTHI, PBOTHI HA JTAHHBIM MPOAYKT
HE OTMEYaJloCh. B Hauane ucciieoBaHHsS CMECh NMPEAIarajoch ynoTpeodJsiTh BCEM
00JbHBIM MYKOBHMCLIMJI030M, OJHAKO, OBUIM IAllMEHThI, KOTOPbIE HE HCIOJIb30BAIN
JaHHBIA MPOJYKT M3-32 MHBIX BKYCOBBIX MPEANOYTCHUN WU MPEICTaBIsUIA TPYIILY
JIOACH ¢ TSHKENbIM (PUHAHCOBBIM IMOJIOXKEHHUEM, OHH TO U COCTaBHJIM KOHTPOJBHYIO
(BTOpYI0) TpYyIIITY.

Uro ke, KacaeTcs OTHAEIbHO B3aThiX mapamerpo (MMT, TKXKC, OIT, AYJI,
COIep)KaHWe TpaHCpeppuHa CHIBOPOTKM KPOBH) TO BCE OHU JOCTOBEPHO
yBeau4YuiIuCh Ha GoHe npumeHenus DI y manueHToB nepBoil rpynmbl. Y O0JIBHBIX
BTOPOI IPYIIIbl TAK)KE MPOU30LLIO YBEIUUYEHUE aHTPOIOMETPUUECKHUX MOKa3aTenen
(UMT, TKXC, OIl) na ¢one mamuBuayansHoii muetorepanuu u AYUJI kpoBu Ha
¢done GazucHOI aHTHOaKTEepUaIbHOU Tepanuu. [lomyueHsl CylecTBEHHbIE pa3Inyus
10 JIAaHHBIM apaMeTpaM Ha Hadajlo M KOHEI| UCCIIEIOBaHUs Y NAlMEHTOB NEPBOU U
BTOPOIl TpymI, 4YTO BIOJHE OOBSCHUMO, YUMTBIBAasg TEMIIBI POCTa JETCKOTO
OpraHM3Ma M aJeKBaTHO MOJOOpPaHHYIO aHTHOAKTEpUAIbHYIO TE€pAIUI0, HO CTENEHb
IpUpAlIEeHUs AHTPONOMETPUYECKUX Toka3aTesned U ypoBHa AYJI noctoBepHO
OTJIMYajJach B CTOPOHY YBEIUYEHMs Yy TAI[MEHTOB IMEPBOWM TPYMHIbI, MOJyYaBIIUX
JDIT (tabnwuma 2).

[To ypoBHIO TpaHC(eppuHa CHIBOPOTKH KPOBH OBLIN IMOJIYYEHBI CIEIYIOIINE
pe3yJIbTaThl: PA3IUyus YPOBHS TpaHC(heppHHa Ha HAYaJIO0 U HAa KOHEL| UCCIIEJOBaHUs

Yy MDAaOUCHTOB OCHOBHOH I'pYIIIbl  ABJIAOTCA 3HAYUMBIMH (ypOBeHB 3HAaYUMOCTH
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p<0,05),a y manueHTOB KOHTPOJLHOW TPYIIIHI SBJSIOTCS HE 3HAYUMBIMU (YPOBEHB
sHauumoctu P>0,05). /lanHass TeHACHIIMS TOBOPHT O TOM, 4To OoyibHbie MB, He

nonyuasiue JIDI1 yrposkaemsr o passutuio BOH B 0yaymiem (puc. 5).

Tabmnura 2
JInHaM1Ka N3MEHEHUM OCHOBHBIX ITOKAa3aTeJIed HyTPUTUBHOTO CTaTyCca U 4acTOTHI
o0ocTpeHwmit
I'ox uccinenoBanus
Hoxasarers | I pynmna 0 (magaio) lron 2ron 3rox
| 19,62 20,55 21,17 21,31
MMT T 19,82 19,82 19.95 | 19,98
| 131,1 167,3 185.,4 203,3
O (vm) T 136,7 152,3 163,7 170,7
| 8,7 13,7 15,6 17,9
TIOKC (vm) T 12,7 13,4 15,2 17,4
Tpancheppus | 185,1 201,8 211,8 2195
(mr/m) 1l 194 189,1 191,3 188,3
| 2,87 3,54 3,48 3,98
AU 10°r/n I 3,2 3,01 3,11 3,42
YacroTa | 3,46 3,3 3,12 2,94
o0ocTpeHwmit [ 2.86 2,76 2,53 2,62

Ilpumeuanue: * —oocmoseprocmo paznuquii, P<0,05; |epynna —ocnosnas,
Il ®«onmponvhas.

YpoBeHE TRAHCRE pprHa, mrian

YPOBEHb TPAHCOEPPUHA B
CbIBOPOTKE KPOBHU

* p<0,05

230

220

210

200

180

180

170

160

1rog

2rog

Jrog,

|.DEHDE-HEF| rpynna 201.8

1801

2118
1913

2185
188,3

||:|HDHTpD."JbHE|Fl rpvnna|

Puc.5 /lunamuka ypoBHs TpaHchepprUHHA Y TAIIUEHTOB OCHOBHOM M KOHTPOJIBHOU

IPYIIIbI



18

YcraHoBneHa KoppenauuoHHas B3auMocBsi3b Mexay UMT u tpanceppunom
chIBOpOTKH KpoBH. Kosbdumment xoppensuuu Crnupmena wexay HWMT u
TpanceppuHoM coctaBuil —=0,582,B3auMOCBsI3b JOCTOBEPHA U UMEET CPEITHUM THUII
cBs3u. Ha puc. S mpencraBineHa auarpaMma paccesiHus W Tpauk JUHEHHOM

perpeccun. YpaBHenue perpeccun Tpancpeppu — UMT nmeer crnegyromuii BuA:

Tpanc=4,7879+9,30321MT,

TRANS

R:I
1
pa |
5]
fna
I
3
in

15 18 17 18 19 20 21
IMT
Puc. 5 luarpamma paccestHus ¥ rpaduk JIMHEHHOM perpeccuu
Tpancheppun-UMT

B xome wuccrnemoBaHuss y OONBHBIX MYKOBHCHUUAO30M Takke OBLIO
MpOaHAJM3UPOBAHO COAEp)KaHUE o0mero Oenka W anrbOyMHHA CBIBOPOTKH KpPOBH.
JlaHHBIE TIOKa3aTeNn y BceX OOJIbHBIX HAXOAWJIKMCH B Mpe/ieiax HOPMBbI, YTO TOBOPHUT
00 OTHOCUTENBbHON KOMIEHCAIlMM CHHIApPOMa MajababcopOIuu U  aJeKBAaTHO
Mo100paHHON 10301 (DEPMEHTHBIX MpenapaToB. ITOT (PakT OOBACHSIET TO, TOUYEMY B
xoJie paboThl mpou3BeeHa MoAu(UKAIIMS METOIUKU onpeneneHus creneHn bBOH no
bunbpepu-Koxen, u BMecTto anp0ymuHa, OBUIO TPENJIOKEHO HCIOJIB30BaTh

TpaHc(eppuH.
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BbIBO/IbI

1. VYcranomieHo, uyto Hanbojee 3h(PEKTUBHBIM BapUAHTOM JUATHOCTHKU
OEJIKOBO-3HEPTreTUYECKON HEOCTATOYHOCTH Yy JETeH C MYKOBUCLHIO30M SIBIISETCS
MCCJIEIOBaHNE CYOBEKTUBHOM TJ00aTbHOM OICHKA M KOMIUIEKCAa OOBEKTHBHO-
7a00paTOpPHBIX MapaMeTpoB, BKIIOYAIOUIMX B ce0d  OMpeAesieHue YpOBHS
KOPOTKOKMBYIIETO O€JIKa ChIBOPOTKU KPOBU — TpaHC(EppHUHA.

2.  Hccnenosanue HYTPUTHUBHOTO craTtyca JeTeH, OOJIBHBIX
MYKOBHCIIHI030M, C IPUMEHEHUEM Pa3pab0TaHHOM KOMIUIEKCHON METOIUKH OLIEHKH
Tpo(ONTOTHUECKUX HAPYIIEHUN TMOATBEPKAACT HAIWYHE OENIKOBO-DHEPreTUYECKOM
HEJOCTAaTOYHOCTU pa3inuyHOi creneHu BblpaxkeHHOCTH y 100% GonbHbiXx Ha (oHE
0a3MCHOM Tepanuu.

3.  VYcranosneHa 3¢p(HEKTUBHOCTh KypCOBOTO NMPUMEHEHMS] OT€YECTBEHHOMN
cmecu «HyTpusH-CTaHIapT» B KOMIUIEKCHOM JICYEHUN OOJIBHBIX CMEIaHHOW (OpMBI
MyKOBHCIH03a.  lcmonb3oBaHMe€  JaHHOM ~ CMECHM  MO3BOJIMJIO  JOCTHUYb
MOJIOKUTEIHFHON AMHAMUKA HYTPUTUBHOTO cratyca y 27% GombHbix (mepeBectu
CTeTeHb OeKOBO-IHEPTETHYECKONW HEIOCTATOYHOCTH BO BTOpYIO, |l- B mepBymo), a B
73% cnayyaeB W TOJHOCTBIO €€ JIMKBUIUPOBATh, & TaKXK€ COKPATHTh YacTOTY
obocTtpeHnuit  3aboneBaHus. JlokazaHa 1enecooOpasHOCTh M OE30MACHOCTH
JOTIOJTHUTENBHOTO SHTEPAIBHOIO MUTAaHUS C MpuMeHeHueM cmecu «HyTtpusn-
CTaHJapPT» B KOMIUIEKCHON Tepanuu O0JIbHBIX MYKOBUCIIHI030M.

4.  Pazpaborana kKommbloTepHas mporpamma «KomrmekcHas cucrema
OLICHKH OEJKOBO-PHEPreTHUECKON HEIOCTATOYHOCTH M pacueT ONTUMAaJbHOU
AUETOTEpanuu JAeTed, OONbHBIX MYKOBUCIIMIO30M», TO3BOJISIONIAS pPAacCUUTAThH
cTeneHb  OEJNKOBO-PHEPreTUYeCKOM  HENOCTAaTOYHOCTM U c(OpMHUPOBATH
WHAVMBUYAJIbHBIN PAllMOH MUTaHUsI peOeHKY, 00IbHOMY MYKOBHUCIIUI030M, C YYETOM

JOTIOJTHUTENBHON SHTEPATBHON KOPPEKIUU.
NMPAKTUYECKHUE PEKOMEHJALIUN

1. JleTeli, OOJIBHBIX MYKOBHUCLHJIO30M, [IJIsi OMNpEACICHUS CTEINeHU
neduimTa MUTaHusT HEOOX0IUMO OOCIE0BaTh MO MPEIJIOKEHHON B TaHHOM paboTe
KOMIUIEKCHOM METOJMKEe, BKIJIIOYAlolleW B ce0s ompeleieHue KIMHUYECKUX,

aHTPOTMIOMETPUUECKUX U TaOOPATOPHBIX MAPaAMETPOB.
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2. Jlns  ympoleHHss — pacuera  CTENEeHH  OEITKOBO-3HEPreTU4eCKOou
HEJOCTATOYHOCTH W COCTaBIICHUS WHIANBUAYATBHOTO MEHIO pPeOEHKY, OOJBHOMY
MYKOBHCIIHIO30M, PEKOMEHIOBAHO BOCIIOJIB30BAThCSI KOMITBIOTEPHON MPOTpamMMOin
«KomruiekcHasi cucteMa OICHKH OEIKOBO-IHEPIeTHUECKON HEAOCTAaTOYHOCTH U
pacdyeT ONTUMAJIbHOM  JUETOTepanuu JAeTed  OOJNIbHBIX  MYKOBHUCLHJO30M»
(CBumeTenbCTBO O PpETUCTpalldu  3JIeKTpoHHOro pecypca Ne 19966. Jlara
peructpamuu: 26.02.201406benuHeHHbIN (HOHIT AIEKTPOHHBIX pecypcoB «Hayka u
o0Opa3oBaHHE»).

3. Jlng moBbimieHuss A(OQPEKTUBHOCTH  Tepamuu  JETSIM, OOJbHBIM
MYKOBHCIIHIO30M, HAUWHAs ¢ OEITKOBO-IHEPTreTHIECKONH HEIOCTATOYHOCTH | cTernenn
MOKa3aHO TPUMEHEHHUE JOIMOJHUTEIHHOTO JHTEPATbHOTO MHUTAHWS B BHJE CMECU

OTEYECTBEHHOI0 MPOon3BOACTBa «HyTpusH-cTaHIapT.

CIIMCOK PABOT, OITYBJIMKOBAHHBIX ITIO TEME IUCCEPTALIUHN

Cnucok cmameil, OnyoJIuKOBAHHBIX 8 PEUCHIUPYEMBIX HAYUHBIX HCYPHANAX,
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