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Camapa

B ycaoBusx Camapckoro 00J1aCcTHOTO 1eTCKOro canatopusi «KOHOCTh» poBeieHo KOMILIEKCHOE JieueHue aeTeii ¢ peHnIKeTOHypueii.
Pa3paGoranHoe MeHI0 ObLTIO OCHOBAHO HA MPHMHIIUIIE «IHILEBOT0 cBeTo(opa» g 0osbHOro eHmikeronypueii. Hapsay ¢ nueroii u
Ha3HAYEHHEM AMHHOKHCJIOTHO! CMeCH ObLIH CTOJIb30BAHBI TAKHE (DAKTOPBI PeAOWIMTAIMH, KAK JIe4e0HO-OXPAHUTEIBHBII PeKUM
IHs1, JeueOHas (pu3KyabTYpa, Maccaxk, (pusnorepanusi, 6aabHeo- U rpsenedeHne, cueeorepanus. OTMeueH N0JI0KUTEIbHbII ICH-
XOCOIMAJIBHBIN ACNEKT CAHATOPHOTO JieYeHus 1Sl ieTeil ¢ heHnIKeToHypHeii: GopMUPOBaHUE HABLIKOB OOILEHHS MEXK/LY 1€TbMH,
npeoioJIeHNe NICHXOIOTHIECKHX 0apbepoB, (hOPMHUPOBAHHE YBEPEHHOCTH B BO3MOKHOCTH HOPMAJIBHOTO JAJIbHEIIEero pa3BuTHs pe-
OeHKa NMpU ycI0BHH COOJIIOIEHHs IMeThbI NocJie BIMUCKU U3 caHaTopus. O6mwas 3¢ geKTHBHOCTD peaduauTanuy NoATBEPKAATACh
HOpMaJM3anueii ypoBHs ()eHNIANAHUHA B KPOBHU.

Karoueswie crosa: oemu, gpenunkemonypus, (henunsaranut, ouema, peabuiumauus.

Complex treatment of children with phenylketonuria was performed at the Samara regional children’s sanatorium “Yunost” (Youth).
The developed diet for such a patient with was based on the dietary dummy principle. Rehabilitative factors, such as medical preven-
tive routine, therapeutic exercises, massage, physiotherapy, balneotherapy, pelotherapy, and speleotherapy, were used along with the
diet and an amino acid-containing formula. The psychosocial aspect (to shape interpersonal skills in children, to overcome psycho-
logical barriers, to build up confidence in a child’s further normal development provided that the diet would be kept after sanatorium
discharge) of sanatorium treatment was found to be positive for children with phenylketonuria. The overall efficiency of rehabilitation
was confirmed by the normalization of blood phenylalanine level.

Key words: children, phenylketonuria, phenylalanine, diet, rehabilitation.

QeHMﬂKeTOHprH pa3BUBaETCSI B pe3y/ibTaTe Ha-
CJIGAICTBEHHOTO HapyllleHUs] TIpeBpalleHust ¢e-
HUJajJaHuMHA B TUpo3uH [1, 2]. B ciaywyae mosmHei
JMAarHOCTUKMY OOJIE3HU y ieTeil 3aMeIsSIeTCs TICUXOMO-
TOpHOE pa3BUTHE, (HOPMUPYETCS MOpakKeHUE TOJIOB-
HOTO M CIIMHHOTO MO3Ta, BO3HUKAIOT PacCTpOiCTBa
JBVKEHUM M MBILLIEYHOTO TOHYCA, HapyllleHUe OOMeHa
MeJlaHuHA U ap. YToObI MpeaoTBpaTUTh YMCTBEHHYIO
OTCTaJIOCTh U PA3BEPHYTYIO KIMHUUYECKYIO KAPTUHY Y
pebeHKa ¢ peHUIKETOHYpHeil, OUeHb BaskHO CBOEBpe-
MEHHO (B mepBbIe 3 Hell )KM3HU pebeHKa) YCTAaHOBUTh
JIMarHo3 U Ha3HAYMTh aueTorepanuio. GeHUIKeTOHY-
pUs HacJieAyeTcst ayTOCOMHO-PEIIECCMBHO M BCTpeva-
eTcsl, TI0 MUPOBBIM JaHHBIM, ¢ yactoToii 1 Ha 10 000
HoBopoxIeHHBIX [1, 2]. B Camapckoii obaactu, rie ¢
1996 . BHeIpEeH MacCOBBI CKPUHUHI HOBOPOXKICH-
HBIX Ha HaCJIeICTBEHHbIe 3a00JIeBaHUsI, pacrpocTpa-
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HEHHOCTb 9TOTO 3a00JIeBAaHUST HA CETOHSIIIHUI JeHb
cocrapisier 1:5000—5500 HoBOpOXIEHHBIX. 3HAYU-
TEJbHO CHU3WJIOCh YMCJIO TO3JHO TMAarHOCTUPOBAH-
HbIx cirydaeB. C 1996 r. B Camapckoii 06acTi ObUTH
BBISIBJICHBI 67 ieTeli ¢ (PeHWIKETOHYPUE; yacToTa re-
TEPO3UTOTHOTO HOCUTENILCTBA TeHa (PEHUJIKETOHYPUU
PAH, ucxoas u3 nony/asiliMOHHON 4acTOTHI 3a00J1eBa-
HuUs1, cocTanisieT 1:37.

OcHOBOI JieyeHUsI OOJBbHBIX ABJISIETCS IUETOTE-
panus [3]. Jluety ¢ HU3KUM colepKaHueM (eHua-
JJaHWMHA Y TIOBBIIIEHHBIM COJIepKaHUEM TUPO3UHA,
KOTOpBIA CTAHOBUTCS TpU (PEHWIKETOHYPUU HE3a-
MEHMMOW aMWHOKMCJIOTOMW, Ha3HA4YaloT MpPU YPOBHE
¢eHunanaHMHa B ra3mMe KpoBu 6ojiee 480 MKMOJIb/JI.
Juety coyeTaloT ¢ Ha3HAYEHUEM aMWHOKUCIOTHON
cMecH, He coaepxalleil (eHunagaHuHa. Bbicokuii
ypOBeHb (heHUTaTaHUHA B KPOBU BPEAHO OTPAXKAETCSI
Ha pa3BUTUU MO3Ta, B TO BpeMsl KaK HeIOCTaTOK 9TOU
HE3aMEHUMOU aMUHOKUCIIOTHI MOXET SIBUThCSI MIPU-
YUHOM OTPULIATEILHOIO a30TUCTOro OanaHca. OObIU-
HO YpOBEHb B IUJIa3Me TMOAJIEPXKUBAIOT B Ipeiesax
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120—360 MKMOb/J C IOMOIIbIO AMUHOKUCIOTHOM
cMecu U auetotepanuu. KoHTposb 3a copepkaHueM
(beHnnanaHMHA B KPOBU M ITHUETOTEPAINIO OCYILIECT-
BJISIIOT Ha TIPOTSDKEHWM BCEW XKU3HM MallMeHTa, Tak
Kak y OOJIbHBIX JIOOOr0 BO3pacTa COXpaHSIeTCsl PUCK
nopaxenust LTHC [4—6].

XapaktepucTtuka geTen u MeToabl UCCNeaoBaHNs

Ilo mHMIMAaTUBE accolralyu OOJbHBIX (EHUIKE-
ToHypueit Camapckoil objacTv, MOAIepP:KaHHOI
MUHUCTEPCTBOM 3[IPABOOXPAHEHUSI U COLIMATBHOIO
pa3Butust Camapckoii 00acTv, BIIEPBbIE B YCIOBU-
sx CamapcKoro o0JIaCTHOIO CIEeUUaTM3UPOBAHHOIO
JIETCKOTO MHoronpoduibHoro caHatopust «lOHoOCTb»
OBbLIO OPraHM30BAaHO UM OCYILIECTBIEHO CAHATOPHOE
JleueHue netei ¢ ¢eHunkeroHypueit. Ilporpamma
CaHATOPHOIro JieyeHUs AeTeil Oblia pa3paboTaHa U
MPUMEHEHA MPU YYaCTUU CIIEHMATIUCTOB HECKOJIbKUX
MEIMLIMHCKUX yupexaeHuii Camapckoil o00JacTu.
ITpu sTOM HayyHOE PYKOBOACTBO OCYIIECTBISIIOCH
CamapckuM TOCyIapCTBEHHBIM MEIUIIMHCKUM YHU-
BEPCUTETOM, METOIUYECKOE KOHCYJIbTUPOBAHUE —
MEIMKO-TeHeTUYeCKOl KoHcynbTauuein CamapcKoi
o0ylacTHOM KJIMHMYeCcKOiT 6oibHUIEI M. M. M. Kanu-
HUHa, TIpakThuUecKas peanusanus — CamMapcKuM o0-
JIACTHBIM JIETCKUM caHaTopueM «KOHOCTb».

Jledyenue monyunau 16 gereii (8 meBouek u 8 Maib-
yukoB). CpenHUil BO3pacT OEBOUYEK COCTaBMJ 7 JeT
(ot 2 no 15 ner), masibunkoB — 9 siet (ot 3 go 14 ner).
Bcem nmetsiM ObUIM MpOBeAEeHBI OMOXMMUYECKUIT aHa-
JIU3 KPOBU, YJIbTPAa3BYKOBOE HCCIEAOBAHNE OPraHOB
OpIOIIIHOI TTOJIOCTHU, ONIpeaeSieHe YPOBHS (heHuIaa-
HUMHA B KPOBU B HavaJle U 10 OKOHYaHUM Kypca caHa-
TOPHOTO JIEYESHUSI.

CornacHo pekoMmeHmauusM MHCTUTYyTa 310pOBbSI
nereit PAMH (Mocksa), pa3paboTaHO MEHIO 11 Jie-
Teil, OOJbHBIX (PEHUJIKETOHYPHUEH, C YUETOM HATUYUS
U OMYCTUMOCTU MPUMEHEHUSI MPOAYKTOB MPU JaH-
HOI TaToJioruy B ycioBusix caHatopusi. Heobxomu-
MO OTMETUTbh, UYTO afeKBaTHasl JAUETOTeparusl 3aya-
CTYIO TPYAHOBBITIOJHUMA POIUTESIMU B TOMAIIIHUX
YCJIOBUSIX B CUJIY psila OTPAHUYUTENIbHBIX (DaKTOPOB:
TPYAHOCTH MOKYIKU COOTBETCTBYIOIIMX ITPOIYKTOB,
HEeXBaTKa BPEMEHU y pabOTalolIUX POAUTENei, CBO-
OOIHBIIA JOCTYII IETE K «3alpPellieHHbIM» IIPOIYKTAM.
B ycioBusix caHaTopusi BO3MOXHO HE TOJbKO Ha3Ha-
YeHUe KOPPEKTHOW IMEeTOTepanuu, HO U KOHTPOJIb
MPaBWILHOCTU JO3UPOBKU U PETYJSIPHOCTU TMPU-
eMa CIelMaIu3upoBaHHON aMUHOKUCIOTHOU cMmecu
(apenunak, terpaceH, I1-AM u np.), SBISIONICHCS
OCHOBHBIM UCTOYHUKOM OeJika B guete [2—4].

Pa3zpaboraHHoe HaMMU MEHIO ObLIO OCHOBAaHO Ha
MPUHLIMTIE «TTUIIeBOTO cBeToopar. KpacHslii criicok
BKJIIOYAJ TMPOAYKTHI C BBICOKUM COJEepXKaHueM (e-
HWIAJJaHWHA, KOTOPbIE MOJHOCTBIO UCKITIOUATTUCh U3
paloHa: MsICO U MSICHBbIE M3IeJIsI, pbloa U pbIOHBIE

OBMEH OrlbITOM

MPOAYKTHI, TBOPOT U CBIPHI, XJIeO U X1e000yI0UHbIE
U3eNINs, KpyIa TpeuHeBasi, MileHo, TOJIOKHO, KpyIa
MaHHasl, s’YHeBasi, XJIOMbsI OBCsIHbIe «['epKynec», co-
eBble MPOJYKTHI, sIiilia, opexu. B opaHXeBbIil CIMCOK
BXOJMJIM TMPOAYKTHI, COIepXKallue yMEepeHHOEe KO-
JIMYECTBO OejKa U, ClIef0oBaTesbHO, (heHUJIalaHHA:
MOJIOKO W MOJIOUHBIE TIPOMYKTHI, PUC OTBAPHOM, Ky-
Kypy3Hasi Kpyna BapeHasi, KyKypy3Hble XJIOIbsI, Kap-
Todesb BapeHbIlt U IMope, KapTodenb (ppu, Kamycra
LIBETHAs1, OPOKKOJIM U OproccesbcKasl BapeHasl, UKpa
OakjaxkaHHasl U KabaukKoBasl, IIIMHAT-ITIOPE, IOpo-
1IeK KOHCEPBUPOBAHHbBIN. OHU UCTOJB30BATUCH B HE-
OOJIBLIINX KOJMYECTBAX, PABHOMEPHO B TEUEHUE JHSI.
3esieHblit CITUCOK COCTaBUJIU MTPOAYKTHI, CoepxKaliue
HE3HAUUTEJIbHOE KOJIMYECTBO (heHUJIaTaHUHA, KOTO-
pble ObUIM pa3pelleHbl IJis YIIOTPeOJIeHUSI B OOBIUHBIX
KOJIMYeCcTBaxX: (PPYKTHI U SITOAbI, aPTUIIOK, Oakjaxa-
HbI, OprOKBa, Kabauku, KaIycTa 0ejio- U KpacHOKO-
YaHHas1, MOPKOBb, OTYPIIbl, TATUCCOHbI, CIAIKHUIA Tie-
pell, MTOMUIOPHI, MEeTPyIIKa U Jitobast 3eJieHb, ThIKBA,
MyKa pUcOBasi U KYKypy3Hasi, Kpaxmas KyKypy3HbIii U
KapTodebHbIA, caro, CIMBOYHOE U TOTLUIEHOE Macio,
pacTuTesbHbIE Macia BCeX BUJOB, TOIJICHBIE XUPHI,
caJlo cBMHOE (HO He OeKOH), caxap, (ppyKTo3a, IJIIo-
KO03a, COJIOJIOBbII IKCTPAKT, BAPEHbE U JIKEMbI, Map-
MeJlal, MUHEpalbHbIE BOJbI, Ta3MPOBAHHbBIE HATTUTKU
0e3 acraprama [6, 7].

Hapsiny ¢ aueroil B coueTaHuUM ¢ MPUEMOM CIie-
LAAIbHOA aMWHOKMUCJIOTHOM CMECU B BO3PACTHOM
JIO3UPOBKE BaXKHEUIIMMM BCOMOTaTeIbHbIMU (haK-
TOpaMu peaduUTalIuU, UCIOJIb30BAaHHBIMU HAMU B
caHaTOpUM, OBUIM JIeYeOHO-OXPAHUTEIbHBINA PEXUM
JIHSI, COYETABLIMIA MEPUOAbI OTAbIXa U MPOAYMaHHOUN
¢du3nIecKoit aKTUBHOCTU, JeuyeOHas (PU3KYIbTYypa,
Maccax, ¢puznoTepanus, 0aJlbHeo- U Tpsi3esieueHue,
BO3[EiCTBYE KJIIMMATOM (cresieoTepanus) [6, 7]. Cre-
JieoTepanus SIBJISIETCS. METOJ0M HeMeIMKaMEeHTO3HOM
Tepanuu, MO3BOJISIOIINM «UICaTU3UPOBATE» YCIOBUS
OKpyKamwlIlei cpeabl mjis pedeHka. OueHb BaXKHBIM
(hakTOpOM SIBIISIETCS] TIPUCYTCTBUE B COJISTHBIX TIElIe-
pax OOJIBIIMX KOHIIEHTPALUIl YIJIEKUCIOro ra3a, uto
cosnaeT 3(@eKT rMMnoKCuYecKon TpeHUupoBKu. KoH-
LIEHTpAlYsl YIJIEKUCIIOTO Ta3a B criejieokaMmepe B 5 uinu
10 pa3 H1Ke, yeM B aTMocdepe, OMHAKO OHA HE SIBJISI-
ercst Kputuueckoi. Takoe conep)aHue yrieKuciaoro
rasa OKa3blBaJIO OJarOTBOPHOE BO3/IEICTBUE HA HEPB-
HYIO CUCTEMY AeTell ¢ (heHUJIKeTOHYPHUEA.

Kpome Toro, nerssm HazHayvasicsl MpUeM MECTHOM
MUTbEBOI MUHEpPaIbHOU BOAbI «[ OpHBIN UCTOUHUK,
UMEIOIIEN CXOJHbIE XapaKTePUCTUKU C KUCJIOBOMI-
ckuM Hap3aHoM. [IprmMeHeHVe MUHepaTbHOU BOABI
AKTUBU3ZUPOBWIO (DYHKIIMOHAIBHYIO JeSITeIbHOCTh
MOYEBBIICUTEIBHOU CUCTEMbI, XeJyTOUHO-KHUILIeY-
HOTO TpakTa, IIeYeH!, B TOM Yucjie ee 0eJIKOBOoOpas3o-
BaTeJIbHYIO, JIUMTUIHO-XOJECTEPUHOBYIO, YIJIEBOIHYIO
¢ynkuuu. Takke Ha3HAYATMCh MUHEPAIbHbIE BAHHBI
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baneea JI.C. u coagm. OnbIT OpraHM3aLmn 1 OLEHKN 3P HEKTVBHOCTM CaHATOPHOTO NeveHus aeTel ¢ heHunkeToHypueit B Camapckoii 061actu

C LIeJIbIO TOCTKEHMS CeaTUBHOTO 3(pdeKkTa, 00I11Iero
MBIIIIEYHOI'0 pacciabiieHusl, YIydllIeHus] KpoBoooOpa-
LIEHUSI, HOpMaJM3allu apTepUuabHOTO MaBJICHUS,
AKTUBU3AIMU BOIHO-COJIEBOTO, YIJIEBOMIHOTO, KUPO-
Boro ooMeHa. B KoMIJIeKCHOM CaHAaTOPHO-KYPOPTHOM
JIEYEHUU COMYTCTBYIOIIEH MAaTOJOrMU, B YACTHOCTH,
XPOHUYECKOTO TOH3UJUIUTA, UCTOJIb30BaIach UI0Bast
rpsi3b MojioukoBoro o3epa (1. CeprueBck CamapcKkoit
00y1acTH), HAaHOCUMasI B BUJIE I'PSI3EBBIX allILIMKAIWA.

IIpumeHeHne Maccaxa OBLIO HaIlpaBJIeHO Ha
CHUXEHNME HEBPOJIOTMYECKUX TPOSIBIIEHU 3aboJe-
BaHMsI. Maccax CIocoOCTBOBaJl yIy4ILIEHUIO OOIe-
O CaMOYYBCTBUSI, IMOCKOJbKY 4Yepe3 pasapaxeHue
MEXaHOPELENTOPOB KOXU CTUMYJIMpOBaiIach ajaar-
TallMOHHO-Tpoduueckass (QYHKIUS CUMMIATUYECKON
BEreTaTUBHOU HEPBHOU CUCTEMBbI, IMOBbBIIIATACH UH-
TEHCUBHOCTh OOMEHHBIX TMPOLECCOB B TKAHSX, YTO
01aronpUSITCTBOBAJIO MOOWIM3ALIMKU 3allIUTHO-TIPU-
CMOCOOUTEIbHBIX peakluii opraHudMma. Eme omuH
MPUMEHEHHBII HaMM METOJ HEeMEIUKAMEHTO3HOU
Tepanuu — JjedyeOHast husndeckasi KyjabTypa SIBJISIeT-
Csl pacrpoCTPaHEHHBIM U OMpPaBAABIIUM Ce0sl B XOJIe
MHOTOJIETHUX HaOoaeHuil. Pusnveckue yrpaxHe-
HUSI 3HAYUTEBHO YIy4Ilayd MCUXUYECKOE CaMOUyB-
CTBUE JeTeil ¢ (heHUJIKeTOHYpHUel, CIocOoOCTBOBAIU
YMEHBILIEHUIO YaCTOThl KJIUHUYECKUX TMPOSIBICHUN
OCHOBHOTO U COITYTCTBYIOILIMX 3a00JieBaHMA. Perynsip-
HbIE 3aHSITUS JIeueOHOI (DU3KYIBTYPOIi B CAaHATOPUH,
MPOBOAUMBIE B MOMEILIEHUU WU HA OTKPHITOM BO3-
Jyxe, CIOCOOCTBOBAJIM JIy4YllIei aganTalluu OpraHu3-
Ma pedeHKa K (DM3MYECKUM Harpy3kam, MOBBIIIECHUIO
PE3UCTEHTHOCTU K WH(EKIUU, BeU K YCTPAHEHUIO
(byHKIIMOHANBHBIX HAPYILIEHUIA CO CTOPOHBI HEPBHOM
CHUCTEMBI.

B koMmIIeKCHOM CaHAaTOPHOM JICYEHUU JETel XO-
poliyio 3(p(PeKTUBHOCTh MOKA3aJIM MIPUHLIMIIBI JIeueo-
HOU TeAaroruku: J0CyroBasi IesTeIbHOCTb, MUKPO-
Typu3M, TIPOTYJKU U 9KCKYPCUU, KPY>KKOBasi padborta,
TCUXOANATHOCTUKA U TICUXOKOPpEeKLUsl (B Xone 3a-
HSITUI C TICUXOJIOrOM). YKa3aHHbIE MEPOMPUSITUS T10-
3BOJIWJIM HauOoJiee MOJHO Peaiu30BaTh KOHUEIIIUIO
KOMILJIEKCHOH TICUXOCOMATUYECKOM peadbuinTaluu B
YCJIOBUSIX CAHATOPUSI.

Hamu 6bu11 pazpaboTaHbl BOIPOCHUKM JJIsI AeTei
B Bo3pacTe 7 JIET U CcTapuie U poauTesieil MalueHTOoB
O OIMpeNeeHUI0 KauyecTBa XXU3HU. BonmpocHUkM co-
JiepXaT IpynIbl BOMIPOCOB, KACAIOIIUXCSI CUMIITOMOB
3a00JieBaHUsI, SMOILIMOHAIBHOI cepbl, oOlleil ak-
TUBHOCTHU nAeTeil. OHU ObLIM MPUMEHEHBbl HAMM TMPU
MOCTYIUJIEHUU AETEN W mepel BbIIIMCKOW UX M3 caHa-
TOpUS.

PE3VJIBTATBI 1 OBCYKIEHUNE

Ilo HamuMm HaOMOAEHMSIM, CTPYKTypa COIYTCTBYIO-
LI}l MaToJ0TUM Yy neTeil ¢ (DeHWIKeTOHYpUeid He OT-
JIMYAJIach OT TAKOBOM y IETEN C APYTUMU XPOHUYECKU -
MU 3200JI€EBAHUSIMU, TOCTYMNAIOIIUX HAa CaHATOPHOE
JedeHue (puc. 1).

Y GoabIIMHCTBA 00CIEI0OBAHHBIX AETEN ObLIa BbI-
SIBJICHA JTMCKUHE3Us XeaueBbIBosAIMX myTeil. Cko-
JINO3 ONpeesiics y 2 AeBOYEK, XPOHUYECKU T TOH3UII-
JIUT — y 2 IeBoYeK 1 | MaabyrKa, aHOMaJIUsI pa3BUTHUS
MOYKM — y 1 MaJiburKa, aHoMaJIisl (hOPMBbI SKETIHOTO
My3bIpsI — Y 2 MaJIbYUKOB, BETETOCOCYIUCTAsT TUCTO-
Hus — y 1 neBouku u 1 Masnbumka (cMm. puc. 1).

PesynbTaThl OMOXMMUYECKOIO aHajanu3a KPOBU HE
00HApYyXXUJMU OTKJIOHEHWN OT HOPMaJbHOIO IUarma-
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JleBouk® Manpunkn B nenom
O duckunesnst B Ckonnos

JKETYEBBIBOISIIMX ITyTeit
O XpoHnuecknii TOH3UUTAT

W AHomanus popmbl
JKEJTYHOTO ITy3bIPST

O Anomanus Pa3BUTUA ITOYKU

O BCFCTOCOCYZ[I/ICTaH JUCTOHMUA

Puc. 1. Crpykrypa comyTcTBylomeii naToioruu y aeTeii ¢ (heHUIKETOHypHeii.
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JleBouku

Manpuuku

B nenom

| O DA ucxongHo B DA nocsie CaHATOPHOTO JIEYEHHUST |

Puc. 2. iunamuka cpennux 3HaveHuii ypoBHs cbiBopoTouHOro denmiananuna (PA) Ha (oHe KOMILUIEKCHOTO CAHATOPHOIO Jieue-

HUA.

30Ha 3HAYCHUI, YTO SIBJSUIOCH TMOATBEPXKICHUEM B
1LIEJIOM XOPOIIIero COMaTUYeCKOro craTyca MaleHTOB.
VY neBouek: 001U Oe0K 74 1/, anbOyMuHbI 46 1/1,
[JIOOYJIUHBI 28 T/, Y MaJbYMKOB — COOTBETCTBEHHO
76, 47,4, 28,7 v/n.

B kauecTtBe 00BEKTUBHOIO KpuUTepust 3HEeKTUB-
HOCTH CAaHATOPHOTO JIEYeHHUsT HaMU ObLIO UCITOJIb30Ba-
HO coaepxkaHue peHWwIalaHuHA B KpOBU. MICXOTHBIN
YPOBEHb 3TOI aMMHOKMCIOTBHI B CPEAHEM DPaBHSIICS
636 Mxmounb/n. Tlociie KOMIUIEKCHOTO CaHATOPHOTO
JieueHus coliepxkaHue (heHUIaTaHuHa B KPOBU COCTa-
BIO 420 MKMOJIb/J (puc. 2).

Hamu Obl1a Takske IpoaHaanM3upoBaHa IIKajaa MH-
JTVBUIYaTbHBIX KOJEOaHUI YPOBHS (DeHWIalaHUHA B
KPOBM y 00CJIeIOBaHHBIX MAllMEHTOB Ha (DOHE KOM-
MJIEKCHOTO caHaTopHoro JjedyeHusi. bosiee Bbicokue
WHAVMBUAYaJbHbIE 3HaYeHUs QeHuIataHuHa ObLIU
OTMEUYEHBI Y MaJIbYMKOB. [1py 3TOM MHaAMUKa CHUXKe-
HUSI €T0 YPOBHS Ha (hOHE JieueHHs Obljla paBHO3HAY-
HOW KaK y IeBOYEK, TaK M Y MAJIbYMKOB.

IMonasnsioliee OOJBIIMHCTBO POAMUTENEH B Xo1e
MPOBEIEHHOTO OIpPOca OTMETWIM TIOJOXUTEIbHYIO
JWHAMUKY B COCTOSIHUM CBOUX JETel TMocje KOM-
MJIEKCHOTO CAaHATOPHOTO JieUeHMsI. DTO BBIPAXKAIOCh
B YMEHBIIICHUN CUMIITOMOB 3a00jieBaHUS (TOJI0BHAs
00Jib, pa3dpPaxKUTEJbHOCTb, YTOMJISIEMOCTb U IIp.),
YMEHbBIIIEHUN OrpaHUUYEHUI B (PM3UUYECKON aKTUBHO-
CTH TIPY BBITTOJTHEHUM TTOBCEHEBHBIX JI€JT U y4aCTUU B
urpax, yJaydlieHuu obliero ¢ooHa HaCTpOSHUS JeTei.

JINTEPATYPA

1. Xappucon T.P. Buyrtpennue 6osne3nu. Ilep. ¢ anrn. M:
Ipaktuka 2002; 2: 2661—2667.

2. Elsas L.J., Acosta P.B. Nutritional support of inherited
metabolic diseases. In: M.E. Shils et al. (eds.). Modern
Nutrition in Health and Disease, 8" ed. Philadelphia:
Lea&Febiger 1994; 1147.

3. Frenhani P.B., Burini R.C. Mechanism of action and con-
trol in the digestion of proteins and peptides in human. Arq
Gastroenterol 1999; 36: 3: 139—147.

4. Jladooo K.C., Peibaxosa E.I1., boposux T.2. u dp. [1uta-
Hue s nereit, 6oabpHbIx DKY. [Mocobue mis Bpadeit. M
2003; 51.

5. Jladodo K.C., Pvibakosa E.Il., Conomaduna JI.B. Cneum-

Crenyer Takke OTMETUTb, YTO OAHOBPEMEHHOE
MpeObIBaHNE B CAHATOPUU OOJIbHBIX I€Tel U UX pOAU-
TeJIell MO3BOJIWIIO YJIYYIIUTh UX COLMANIbHYIO ajarTa-
LIUIO U CIUTOYEHHOCTb, Pa3BUTh HABBIKU OOILIEHUS Je-
Teil B KOJJIEKTUBE, CIIOCOOCTBOBAJIO OOMEHY LIEHHBIM
MPAaKTUYECKUM OMBITOM MO TOAAEPXKaHUIO TUETHI B
JIOMAIIIHUX YCIOBUSIX U MPEOJOJCHUIO CIIOXKHOCTEN B
MPUMEHEHUU aMUHOKHUCIOTHOI JIeueOHOI CMecH.
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