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nkoreHoBasi 60/1€3Hb (MIMKOreHo3) — obobLyarLlijee HazBaHne rpynrbl HacaeACTBEHHbIX 60I€3HEH, XapaKTepU3YOLMXCS
M36bITOYHbIM HAKOIMJIEHUEM [TIMKOreHa ¢ HOPMaJslbHOM MM MU3MEHEHHON CTPYKTYPOM B Pa3/IMYHbIX OpraHax M TKaHsX, yalie
B Me4YeHu 1 Mbllllax. [Jo HacTosiLero BpeMeHn 31a NaToi0rusi AarHoCTUPyeTCs MNO3/HO M HE B MMOJIHOM 06beME, YTO 3Ha4u-
TeJIbHO yXyAluaeT NporHo3 3abosieBaHns. COBPEMEHHbIHN aTan U3y4eHUs MUKOreHO30B XapaKTepm3yeTcs: HaJlmynem MHOImX
HepelLeHHbIX MpPob6eM, B YACTHOCTM OTCYTCTBYIOT YETKME alropuTMbl 06CEA0BaHNS M KOMITJIEKCHON peabuantaLmm Takmx
60/1bHbIX. Hapsigy ¢ 3TuM HaMmu He 0BHaPYKEHO IMTepaTypPHbIX JaHHbIX MO N3YYEHUIO Ka4€CTBa KN3HU eTel C [MIMKOreHOBOM
60s1€3HbI0. B cTathe npeactaBieHbl pe3ysbTaTbl COGCTBEHHbIX MCCIEA0BaHUI Ka4eCcTBa KMU3HU U €ro CBSI3U C KIIMHUKO-
rnapaxkanHUYECKNUMU napameTpamm y 60/1bHbIX C JaHHOM NaTo0rnemn.

Knro4eBbie cnoBa: riimkoreHoBasi 6071€3Hb, Ka4€CTBO U3HU, PedsQL, peabuantauns, AETH.

(Meaunatpuydeckas papmaxonorns. 2013; 10 (4): 90-94)

[MMKoreHos3bl (CUH. rnuMKoreHoBas 6one3Hb, B) —
ob6obuatllee Ha3BaHWe rpynnbl HAacNeACTBEHHbIX 3a60-
SIeBaHWM, OTHOCALLMXCS K NATONOMMK YrNeBOAHOr0 06MeHa.
B X OCHOBE NIEKUT HapyLLUEHNE CUHTE3a MK PaCLLENIEHNS
rMIMKOreHa ¢ HaKOM/IEHMEM MOCNELHEro B PasMYHbIX opra-
Hax W TKaHSAX, MPEUMYyLLECTBEHHO B MEYEHU M MbllLaXx.
O6uwaa nonynsuMoHHas 4vactota B cocrtaBnsieT okKoso
1:60000 He3aBUCKMMO OT nona. B 3aBUCMMOCTU OT IH3UM-
Horo gedeKta NpuHATO BblaenaTb 12 tunos b, oaHaKko

B Hymepauuu nocne nosuumnun VI uMetoT MecTto pasHouyTe-
HWS, MO3TOMY B HacToslee BpemMs HEKOTOPbIE TUMbl K-
KOreHo30B Oblnn peknaccuduumpoBaHbl. Bce BapuaHThl
b oTHOCATCHA K Knaccy MOHOrEHHbIX G0OIE3HEN U UMEIT
ayTOCOMHO-PELECCUBHbIN MM X-CLENSIEHHbIM TUMN Hacne-
JoBaHug. B 3aBMCMMOCTM OT Tuna MoparkaemMon TKaHwu
BblAenaoT cnegyoume GopMbl MMKOreHO30B: MeYeHoY-
HYIO, MbILIEYHYIO U reHepanusoBaHHylo [1-6]. B npeana-
raemon pabote Mbl KOCHynMCb TonbKo I, IIl, VI n IX Tvnos b,
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Results of Life Quality Evaluation in Children with Hepatic

Variant of Glycogen Disease

Glycogen disease (glycogenosis) is a common name for a group of hereditary diseases characterized by excessive accumulation of
glycogen with normal or altered structure in various organs and tissues, most often — in liver and muscles. This pathology is still
diagnosed late and not completely; this considerably aggravates the disease’s prognosis. The modern stage of glycogenoses’ study is
characterized by many unsolved issues; in particular, there are no clear examination and complex rehabilitation algorithms for such
patients. Moreover, the authors have not revealed any literary data on the study of life quality of children with glycogen disease. The
article presents results of the authors’ studies of life quality and its connection with clinical-paraclinic parameters in patients with this
pathology.
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KOTOpble MPOTEKAT C MPEUMYLLECTBEHHBIM MOPaXKEHUEM
nevyeHm.

[nnukoreHoBas 6onesHb | TMNa (6onesHb MMpKe) obycnosne-
Ha aedeKToM rMKo30-6-pocdata3dHoM CUCTEMBI, HacneayeT-
€S N0 ayTOCOMHO-PELLECCUBHOMY TUMY U BCTPEYAETCS C YacTo-
Tor 1:200000. B 3aBMCUMOCTHK OT AePEKTa aKTUBHOCTU TOrO
WM MHOrO dhepMeHTa 3ToW cUMCTeEMbl pasnuyatoT 4 noatuna
fJaHHoro 3abonesBaHus (a, b, ¢, d). MnKoreH oTKnaabiBaeTcs
B MeYeHw, NoYKax 1 CIM3nCTon 060/04Ke KuLeYHHKa [3, 4].
Mpwu | TMNe I'b HapylwaeTcs He TONbKO pacLienieHne rmmuKkore-
Ha [10 MI0KO3bl, HO M 06pa3oBaHKe MMIKO3bl B NPOLLECCE [T110-
KOHeoreHesa, No3ToMy B TKaHAX MMEEeT MEeCTO MOCTOSIHHbIN
HeJOCTaToOK It0KO3bl. bonesHb MMpKe NposBASETCA C POXK-
AEHUS U KIIMHWYECKM XapaKTepu3yeTcsl BbiParKEHHOW rena-
TOMeranuen, 3agepkon pocta. OCHOBHbIM abopaTopHbIM
NPOSIBNEHUEM MMKOrEeHOBOW GONIE3HM ABNSETCS TMMOrnKe-
MUS, NPUYEM OT €€ BblPaKEHHOCTN 3aBUCUT U CTEMEHb APYrUX
MeTaboNNYECKUX OTKIOHEHUIW. M3BECTHO, YTO NPU IMIMKOTrEHO-
3aX OCHOBHbIM UCTOYHWKOM 3SHEPIUM ABNSIETCA SlaKTaT, B CBA-
3K C YEM KOHLIEHTpaLMS ero B KPOBM BO3pacTaeT (Hanbosnee
3Ha4yuTenbHo npu | Tune). JlakTaT — opraHn4yeckas KMcnoTa,
M ero M36bITOK NPUBOAWT K aumaemuu. MosblleHHoe o6pa-
30BaHMe NaKTaTa BeleT K YBENMYEHUIO COAEPIKAHUSA B CbIBO-
pPOTKe KPOBM NnaKtataernaporeHassl (J1IA), Kotopas paccma-
TPMBAETCA KaK MoKasaTeslb NOBPEXAEHUS KNETOK U MapKep
WHTEHCMBHOCTU 3HeproobmMeHa B LuTOonna3me. B ycnoBusax
XPOHMYECKOro TEeYEHMS npouecca NpoucxoanT AeKOMMeHca-
umsa 6ydepHbIXx CUCTEM OpraHM3mMa — pal3BMBAETCs MeTa-
601nYecKnin aumpo3d. lNapannenbHo ycuavBaeTcs MNonus,
NO3BONSAOWNA NOMYYUTb HEKOTOPOE KOMMYECTBO [JIHOKO3bI
3a CYeT MIOKOHeoreHe3a M MposiBASIOWMNCA MOBbILLEHUEM
YPOBHEN X0NecTepmHa u TPUINLEPUAOB B CbiIBOPOTKE KPOBMU.
Pa3pylweHre renaTounToB M3-3a YPE3MEPHOIr0 HAKOMIEHUS
B HMX [JIMKOTE€Ha W upa NPUMBOAUT K YBEIMYEHMIO CbIBOPO-
TOYHbIX KOHLIEHTPALMIA NeYeHOUYHbIX TpaHcammuHagz (AJTT, ACT)
n GepMeHTOB xonecTasa (raMma-rnytamuaTpaHcnenTuaasbl
W wenoyHon docdatasbl). [pu nporpeccupyrolen Mbllley-
HOWM OMCTpodUuKM, KoTopas Hanbonee BbipaxeHa npu Il Tune
rMIMKOreHo3a, B KPOBW MOBbLILWAETCS YPOBEHb KpeaTnHdOocC-
doknHasbl (KPK), 4To cBMAETENLCTBYET O THXKEIOM TeYEHUM
60/1€3HN N BbIPAXKEHHbIX HapyLWeHWsaX aHeproobpasoBaHus.
ConyTcTBytolMe BOCManuTeNbHbIE MPOLLECChl, HEPEAKO BO3-
HUKaloLWne Npu rMUKoreHosax (Hambonee yacto npu lb Tmne
BBU/Y TAXKENOW HENUTPOMEHUM), NMPOSBASIOTCS, B HYACTHOCTH,
NOBbIWEHWEM CbIBOPOTOYHOM KOHLIEHTpaLmn obuiero 6enka
(OB) [3, 5-71.

MoCKOMbKY HOBOPOXEHHOro pebeHKa KOPMAT 4vacTo,
CUMNTOMbI runornukemun npu ' (6negHOCTb, NOTANBOCTb,
aanMHamusa) HuBenupytotes. [pyu 3agepKKe MUTaHUa CUM-
NTOMbl TMNOMIMKEMUM YCUNMBAIOTCS BMAOTb 4O MOSIBEHUS
CyAopor, pPasBUTUSA TUMOTMMKEMUYECKON KOMbI W neTaib-
Horo mcxoga. C 5—7 Mec MU3HU CYLLECTBEHHO YAJIMHAOTCS
nay3bl MeXay KOPMJIEHUAMMW, OCOBEHHO B HOYHOE Bpems,
U3MEHSETCA pUTM BBeaeHus yrneBogoB. C aTOro MOMeHTa
OTMeYaloTCs cregylolime KIMHUYECKUE MNpU3HaKu 3abone-
BaHUWA: yBEIMYEHUE MacChbl Tena, «KyKOJibHOe» NnLo, yBe-
NiMyeHne obbema KMBOTa, NneTexmanbHas Cbillb U HOCOBbIE
KpoBOTeYeHUs. YBeNNYEeHHasa B pa3mepax neyeHb BHavane
MSrkasi, B nocneaylouwem, no mMepe pas3BuUTUS AUCTPOdUM
renaTouuToB M 3aMeLLEHNUS NX COEAMHUTENbHOM TKaHblO, CTa-

HOBWTCH NNOTHOW. BeneacTeme nporpeccupoBaHns 601e3HU
OTMeYaeTCcs 3ajeprKKa pocTa, pa3BMBaETCs OCTEONOpPO3,
BO3pacTaeT PUCK BOZHUKHOBEHMS NepesioMoB. B HeKoTopbIX
cnyqasx GOpPMUPYIOTCH afeHOMbl MeYeHU, KOTOpble MOryT
MalUrHU3nMpoBaTLCS.

MporHo3 npwu | Tune I'b HeGnaronpuaTeH, XoTd U oTMeYa-
IOTCA CPaBHUTENLHO Nlerkne popmel 605e3HU. Kak npasuio,
3aboneBaHWe NpoTeKaeT C HapacTaHMem CUMMNTOMOB Mopa-
YEHUSI NeYeHn BMNOTb A0 €€ LIMPPOTUHECKUX U3MEHEHWUH.
TakXKe BeNIMK pUCK pas3BUTUSA Mnojarpbl BBUAY HapylleHWW
NypUHOBOTO OOGMEHa, COMPOBOXAAIOWMXCH 3HAYUTENbHOM
runepypukemuen (4, 6, 71.

MnkoreHoBas 6onesHb Il TMna (6onesHb Popbeca-—
Kopu) ob6ycnosneHa pedeKToM aKTUBHOCTU aMuiio-
1,6-rnoKo3nassl M nepefaeTcd Mo ayToCOMHO-peLec-
CMBHOMY MyTU. B pe3ynbrate 3H3MMHbIX HapyweHWn B
NopaXeHHbIX TKaHAX (NeYeHb, MblLLbl, cepaue, TM60 ToNIbKO
nevyeHb) BMECTO [MIMKOreHa B M306bITOYHOM KOJIMYECTBE HaKa-
NInBaeTCs U3MEHEHHbIM MO CTPYKType nonucaxapuadoc-
dopunnasHbIi KOHEYHbIM AEKCTPUH [MKoreHa. HavanbHble
3Tanbl NPosBAEHNS (TUMOMMKEMUSA U renaTtoMeranms) cxoa-
Hbl ¢ | TMNOM B, HO y 60/bHbIX ¢ TUMOM lll, XOTS U HapylweHo
o6pa3oBaHKe IOKO3bl M3 TIMKOreHa, ypOBEHb MTMKEMMUU
B KPOBW NOAAEPKMBAETCA 3a CHET MeTabo/IM3Ma aMUHOKUC-
NOT 1 *npoB. OLHOBPEMEHHO C 3TUM, B OTINYME OT 60NE3HU
[MpKe, BO3HUKAET M36bITOK KETOHOBLIX TEN, KOTOPbIN BbI3bl-
BaeT KeToaunaos, 4TO MPUBOAMUT K HAMpPSMXEHU0 KOMMEeH-
CaToOpPHbIX peakumin opraHmama. lporHo3 npwu Il Tune b
6onee 6naronpuUATHbIA, IeTaNbHOCTb B AETCKOM BO3pacTte
CYLLECTBEHHO HUXKE, A/IMTENIbHOCTb KU3HWU yBENMYMBAETCS.
[ecTpyKTMBHbIE NPoLEeCChl B Ne4YeHM MOryT 1M60 3aMeaNsTb-
csl, IMBO MporpeccMpoBaTh 4O LMPPO3a NeyeHu. TeyeHune
3ab60n1eBaHNs 3aBUCUT TaKKe OT HalMyusa MNoparKeHHbIX
MblwL [1-6].

Tunel VI (6onesHb lepca) u IX (6onesnb Xara) I'b npeg-
CTaBNAOT COGOM TreTeporeHHyio rpynny 3abonesBaHun,
BbI3BaHHbIX AeDULMTOM NeveHo4HoM dochopurnasbl U HeLO-
CTaTO4YHOCTbIO POCHOKMHA3HOM cUCTEMbl. [N HUX XapaK-
TEepHbl renaToMeranus, rMnepxonecTtepuHemus, noBbille-
HWE YPOBHEN TpaHCamMHa3 B CbIBOPOTKE KPOBM. [porHos
6NaronpusaTHLIA, TaK Kak HapyleHUs B 06MeHe rMKoreHa
KOMMEHCHpPYIOTCS NyTem rtoKoHeoreHesa [1, 8]. [ocKonbKy
KINMHUYECKM 3T 2 dopMbl 3aboneBaHus He OTauyatoTes
APYr OT Apyra, B HacTosuen pabote OHU 6binn GopmanbHO
06beanHeHbl nog nHaexkcom VI [1, 5-71].

CneundunyecKoro nedenuns 'b go HacTosiLero BpemeHu
He pas3paboTaHo. OCHOBHbIM BWAOM MNaTOreHETUYECKOM
Tepanuu SBASETCA PEXUM NMUTaHUS (4acToe, APO6HOE, BKIIO-
Yyas HOYHOE KOpPMJIEHME) M AMeTa (MCKIOYEHWE MULLEBO-
ro caxapa, [106aBNeHWE CbIPOr0 KyKYpy3HOro Kpaxmana
W [IOKO3bl), HAaNpaBfEeHHble Ha NpeaynpexaeHne n 6opbOy
C rUnornukemuen, MeTaboNMYecKMM aLMao30M, KETO30M,
rMnepnMnuaeMmen, a TaKkKe Ha KOPPEKLMIO HapylleHWH
®YHKUMOHANBHOIO COCTOSIHUS renaToGUInapHON CUCTEMBI
W Kenyo4YHO-KMULeYHOoro TpakTa [8].

O6lLeNpU3HaHHbIM ABNGeTca daKT, 4To I060E XPOHMU-
YyecKkoe 3ab60/IeBaHME CHUMKAET KayeCTBO XM3HU pebeHKa,
a TaKXe CeMbu, B KOTOPOM OH BocnuTbiBaeTcs [9]. B cBsA3u
C 3TUM npouecc peabunutaunn geten ¢ 'b nogpasymeBaet
OLIEHKY MX KayecTBa »u3HK (KX). B nocnegHee Bpemsa ato
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MOHATUE CTaNlo HEOTbEMIEMOWM YacTblO 3[paBOOXPaHEHUSA
M NPOYHO BOWJO B KIMHUYECKME M MEAUKO-COLMasbHbIEe
uccnefosaHus. B 3apybexHon neanaTpumn nokasaresb Kave-
CTBa XW3HW BK/IOYEH B CTaHAapTbl 06cneaoBaHns 60/bHbIX,
aKTMBHO WCNoMb3yeTcss B MNOMNYASALUMOHHbBIX WUCCNEeAoBaHuU-
X Ans pa3paboTKM BO3PAaCTHO-MOMIOBbIX HOPMAaTUBOB, OCY-
LWEeCTBNEHUA MHAMBUOYANbHOTO MOHWTOPUHIA Pa3iUYHbIX
KOHTUHIEHTOB AEeTeN, OUEHKN 3PDEKTUBHOCTHU le4eHus, Npo-
GUNAKTUYECKUX U peabunnTauMOHHbIX MEeponpuUaTUA, Npo-
rHo3a 3abosieBaHUg, a TaKXKe onpeneneHnUs KOMIMIEKCHOro
BMSIHUSA XPOHWYECKOW natonoruu Ha aeten [10]. KayecTtBo
YWU3HW — 3TO MHOIOrpaHHoEe NOHATHE, C NMOMOLLIO KOTOPOTro
uccnegoBaTen MbiTaloTCH U3MEPUTL OLLEHKY Nt04bMKU COB-
cTBeHHOro 6narononyyms. OHO oxBatbiBaeT GpU3UYECKOE,
NMCUXONOrMYecKoe U coLmanbHoe 61aronosnyymne Tak, Kak ero
BOCMpPUHMMAET caM MNaUWEHT, U MO3BONSAET KONMYECTBEH-
HO OUEHUTb BWSIHWE Ha MepeyvucleHHble COoCTaBnsloLWme
6onesHen, TpaBM U MeToamK neverus [11]. CornacHo onpe-
[lefIEHNIO, «Ka4YeCTBO U3HU pebGeHKa — 3TO UHTerpanbHas
XapaKTepucThKa 340poBbA pebeHKa, OCHOBaHHasf Ha ero
CYOBLEKTUBHOM BOCMPUATUM» [12].

B psige HaydHbIX MccnegoBaHWM OblIO MOKa3aHo, 4TO
KayeCTBO *M3HW XPOHUYECKM BOMbHbIX Nt04en No BCeM napa-
MeTpaM HuKe, YeM 340poBbix [13]. MpK 3TOM cyllecTBylOT
onpefefieHHble 0CO6EHHOCTU HapyLLEHWS 3TOro NoKasaTens
B 3aBMCMMOCTM OT HO30JI0MMM, KaK MO CTEMEHWU CHUMKEHMUS,
TaK M NO HapyLEHUIO OTAENbHbIX COCTaBASAOWMX KayecTBa
HU3HM [14]. Kpome Toro, 6bI710 YCTaHOBJIEHO, YTO KayecTBO
WU3HW B nepuop 0B60CTPeHUS 3ab0sieBaHUA 3HAYUTENbHO
YXyALWaeTCcs N0 CPaBHEHUIO C PEMUCCUEN, a TaKKe 3aBUCUT
OT YacToTbl o6ocTpeHmn [15]. B TO e Bpemsi Heobxoau-
MO OTMETWTb, YTO Ka4YeCTBO XW3HM He BCerga WUAEHTUYHO
TSXKECTU U ANUTEeNbHOCTM 3aboneBanus [16]. Tak, B ge6ioTe
60/1€3HKU BCE COCTaBASIOLLME KAYECTBA U3HU MOTYT CUSIbHO
CHUWXaTbCs B pe3y/brate cTpecca oT daKra YyCTaHOB/IEHUS
[MarHo3a, a 3aTeM 60/1IbHOW MPUBbLIKAET K HAIMYUIO XPOHMU-
4eCKoro 3aboneBaHus, U ero Ka4eCcTBO XM3HU MOXKET CHOBA
noBbICUTbCA. NTOMMMO 3TOro, Ka4ecTBO XWM3HU OLIEHMBAET,
KaK MMEHHO 60/IbHOM MePEHOCUT CBOE COCTOSHUE: ONTUMMU-
CTUYHO HACTPOEHHbIE NIOAM UMEIOT 6oJiee BbICOKUE MOKa3a-
Tenun, 4em NeccumMucTbI [17].

Taknm 06pa3oM, MOHUMaHWe OCOOEHHOCTEN BIIUSHUA
3a60/ieBaHUA Ha pas/iMYyHble acneKTbl KayecTBa MW3HU
MOXET CNOCOB6CTBOBATL Kak ONTUMMU3aLIMKN JIe4eBHbIX U pea-
6GUNUTALMOHHbBIX MeponpuaTuii npu I'b, Tak U pa3paboTke
MHAMBUAYANbHOM NPOrpaMmMbl peabuanTauuun Ans Kamaoro
60nbHoro [18].

HecmoTps Ha TO, 4TO B COBpPEMEHHOW neguaTpum 60/b-
LWOE YMUCNO UCCefOBaHUM NOCBSALLEHO U3YYEHUIO KayecTBa
XWU3HU OeTen Mpu pasfiMiHbIX XPOHUYECKUX 3ab0neBaHUsAX
M WMPOKOM CMEKTPE OMNUCbIBAEMbIX HO3010MMIM (OHKOMOMUS,
JIOP-60ne3HU, anneprosiornsi, HEBPOJIOrns, TPAaBMaToNorug,
Hedposorus, AepMaTtoniorus, racTpo3HTEpPOsIorMs, cToma-
TONOMUS, MCUXMATPUSA, MNyIbMOHONOMUS, 3HAOKPUHONOIUS,
Kapauonorus, peBmMaTonorus, MHOEKUMOHHble 605e3Hn
W Ap.), AaHHble 06 OLEHKE KayecTBa Xu3uu npu b y netewn
B [JOCTYMHOW NMTEpaType OTCYTCTBYIOT.

B cBs13K ¢ 3TUM Uenblo HaWero UccneaoBaHus ABUIOCh
n3y4yeHne KayecTBa XU3HW eTeN C MMMKOreHOBOM 601E3HbIO
1 BbiSiBNIeHNEe GaKToOPOB, BIUSIOLLMX Ha HEro.

MALUMEHTbI U METOA4bI

B uccnepgoBaHmu npuHano yvactve 33 pebeHka B BO3-
pacte oT 2 o 18 net u ux poautenu. B ocHOBHyto rpynny
Bownun aetn ¢ |, Il u IV tunom 'B. KoHTponbHylo rpynny
COCTaBWAN OTHOCUTENBHO 340POBble AETH, CONOCTaBUMble
no Bo3pacty u nony (n = 46). OueHka KX npoBoagunacb
C nomoubto o61lero onpocHuka PedsQL no 6annbHOM WKane
oT O go 100. B cooTBeTcTBMM C pOpMaMMU OMPOCHWKa Bce
[eTn Oblnn pas3geneHbl Ha HECKOMbKO BO3PacCTHbIX KaTe-
ropun: 2—4 roga (oTBevyaloT TONbKO poauTenun), 5-7 net
(heTert MHTEPBbLIOUMPYIOT, PoAUTENN OTBEYalOT HEe3aBUCUMMO
OT aeten), a Takxke 8-12 n 13-18 neT (poautenun u Aetu
OTBEYalOT CaMOCTOATENIbHO, HE3AaBUCUMO ApYr OT Apyra).

[eTaM OCHOBHOW rpynnbl NMPOBOAMAOCL TaKKe OGWOXM-
MUYECKOE UCCNnefoBaHWe KPOBU C onpefeNieHeM ypoBHew
ANT, ACT, ramma-rnytammuntpaHcnentuaasbl (I'TT), xonecte-
pUHa, wenodHon docdarassl (LLP), KOK, NAT, OB, obuiero
6unupyburHa.

CTaTUCTMYECKMI aHann3 OCyLLEeCTBASNCH C MOMOLbIO
CTaTUCTMYECKOro nakeTa nporpaMmbl «SPSS» (Statistical
Package for the Social Sciences Inc., USA), Bepcusa 14.0RU
for Windows. Mpu aHanu3e AaHHbIX UCMONb30BaNNCh CTaH-
[JapTHble MeToAbl onucaTeNlbHOM U aHaNUTUYECKON CTaTUCTU-
KW. [Ins cpaBHEHUS cpefHUX 3Ha4YeHUN ANna ABYX HE3aBUCH-
MbIX BbIGOPOK MCNONb30BaNM HEMAPaMETPUYECKMI KPUTEPUI
MaHHa-YuUTHK, Ansg Tpex U 6onee BbIOOPOK — KpUTEpPUH
Kpackena—Yonnuca. BeposiTHoCTb owmnbKkM p < 0,05 pac-
LeHMBanachb Kak aHaynmas, p < 0,01 — o4yeHb 3Ha4YMmMas u
p < 0,001 — mMakcuManbHO 3HayuMmas. [ns yctaHOBNEHUS
CBA3M Mexay napameTpamu KX v KinHnKo-nabopaTtopHbIMU
nokasaTensiMu NPUMEHSANCS KPUTEPUIM PaHrOBOM Koppens-
umm Cnmpmena (> 0,70 — cunbHasg; ot 0,50 no 0,69 — cpea-
Hag; oT 0,30 go 0,49 — ymepeHHas; ot 0,20 go 0,29 — cna-
6ag; < 0,19 — o4eHb cnabas).

PE3YJIbTATbI

B xone uccnenosaHuns BbIIBIEHO, YTO B rpynne aeten ¢ ['b
[OCTOBEPHbIX OTIMYUI MEXKAY OTBETaMU poauTenen u geten
He 6blno. Mpu cpaBHeHWn KX mexay rpynnov naumeHToB
¢ 'b ¥ KOHTPONBLHOW FPyNMnoM No OTBETaM AETeN CTaTUCTUYe-
CKM 3HAYUMBbIX Pa3/IM4yui TaKKe He OTMEeYanoch, a No oTBeTaM
poauTenev Mexay AByMs rpynnamu BblisiBAeHbl JOCTOBEPHbIE
OTIYMA MO AMOLMOHaNbHOMY GYHKUKMOHMpPOBaHMio — 60,0
[45; 65] npotuB 70 [60; 80] 6annoB (p = 0,015); GYHKLMOHK-
poBaHMIo B Acnax/neTckom caay/wkone — 60,0 [47,5; 67,5]
npotus 68 [60; 88,75] (p = 0,45) 1 obuiemy 6anny — 68,48
[48,53; 75] npotnB 74,38 [67,48; 87,03] (p = 0,031).

Mpu npoBeaeHnn KOppensuMoHHOro aHannaa BbisiBAEHbI
B3aMMOCBSA3M MoKa3aTenemn KayecTBa XWM3HWU (MO AaHHbIM
onpoca feTen) U HEKOTOPbLIX KIMHWKO-nabopaTopHbIX Napa-
mMeTpoB (Tabn. 1, 2). Tak, ycTaHOBNEHbl OTpULATENbHbIE
CWNbHbIE CBA3U MeEXAy CTeneHbld Guan4eckoro dyHKLMO-
HUPOBAHUSA WM HanMinMeM nanbMapHOM 3pUTEMbI (BHeMneye-
HOYHble MpPOSBNEHUs 60Ne3HW) Yy AeTeN, CbIBOPOTOYHbIMU
ypoBHAMKU JIAIN (NoKasaTenb MeTaboMYecKMx HapyleHum)
n L (mapkep xonecrasa). O6paTHble CUbHbIE KOpPpPEensLum
BbISIBIEHbI TAKXe MeXay CTeneHbio 3MOLMOHANbHOMO GYHK-
LMOHMPOBAHUS M KOHUeHTpaunen T B CbIBOPOTKE KPOBM
(MapKep xonectasa). Kpome T10ro, cunbHble oTpuLatenbHble
CBAI3W OTMEYanuCb MeXAy CTEMeHbld COLManbHOro QyHK-



Ta6auua 1. B3anmocBs3b NOKa3aTenen KayecTBa XU3HU C KITMHUKO-1abopaToOpHbIMU NapameTpamu y AeTem C IMIMKOreHOBOW 60/1e3Hblo

(onpoc nayMeHToB)

na (0] nar K®K o T
Moka3sarennb
rs, p < 0,05

dunsnyeckoe GyHKLMOHMPOBaHKE -0,85 - -0,87 - -0,84 -
3AMouMoHanbHoe PyHKLIMOHMPOBaHWE - - - - - -0,78
CoumnanbHoe GyHKLMOHWpPOBaHWE - - - -0,83 -0,72 -
PyHKLMOHUPOBAHUE B ACNAX/LETCKOM

- -0,93 - - - -
cafy/wkKone
06wui 6ann -0,85 - -0,93 - -0,88 -

MpumeyvaHue. NI — nanbMapHas aputema, Ob — obwmi 6enok, 1A — naktataernaporeHasa, KOK — KkpeatnHdocdokmnHasza,

LLd — wenoyHas docdatasa, MT — ramma-rnyramMmiTpaHcnenT1aasa.

Ta6auua 2. B3anMocBS3b NOKa3aTeNnen KayecTBa XU3HU C KITMHUKO-1ab0opaToOpHbIMK NapamMeTpamu y AeTemn ¢ IMIMKOreHoBOoW 60/1e3Hblo

(onpoc poauTenemn nauneHToB)

Tun Bospact LU na Ll L& L I ITT | Xonectepun | LW® KK
Moka3zarenb 3a6oneBaHusa GUAUPYOUH nevyeHb
r, p < 0,05

dunanyeckoe 0.6 0,76 .0,76 0,74 . - -0,72 -0,93 - B
OYHKLMOHMPOBaHUE
OMoLMOoHanbHoe 0.66 . B _ - -0,79 -0,86 -0,7 - -
GYHKUMOHUPOBaHWE
CounanbHoe i ) i ) 0,68 i ) ) 074 | -0,83
GYHKUMOHUPOBaHME
06wwuit 6ann 0,6 -0,75 -0,79 -0,68 - - - -0,82 - -

lMpnumeyvanune. NI — nanbMapHas aputema, I'MT — ramma-rnyramunTpaHcnentuaasa, Wd — wenoyHas docdartasa,

KPK — kpeatnHdocdoknHaza.

LLMOHMPOBAHUSA U CbIBOPOTOYHBIMU YpOoBHAMU KDK (Mapkep
nopaxeHus MblledyHon TKaHu) u TT. O6paTHasa cunbHas
Koppensauus oTMedanachb Takxe MeXay cTeneHblo GyHKLUMo-
HUPOBaHUS B ACNSAX/OETCKOM cafy/LiKone U ypoBHem obLe-
ro 6enKka (NokasaTeNb OCTPOro BOCManeHus) B CbIBOPOTKE
KpoBu. O6Wwui 6ann oTpMuLaTeNbHO U CUABHO KOPPENUPOBa
C Hann4yMeM NanbMapHON 3puTeMbl, ypoBHaAMK JIAI n LD
B CbIBOPOTKE KPOBM.

Mo pgaHHbIM oOMnpoca poauTenen BbiSBAEHa npsaMas
CUNbHas KOppensaums Mexay nokasatensimu Gbusanyeckoro
YHKUMOHMPOBAHMS, IMOLMOHANbHOTO GYHKLMOHUPOBAHUS,
obwum G6annom U TUNOM 3abosieBaHus, T.e. | TUN ruKore-
HO3a XapaKTepu30BasiCid CaMbiMU HUBKUMW MOKa3aTensamu,
a lll u VI Tunbl — Hanbonee BbICOKUMM, YTO OOBLACHAETCH
pPa3nyYHOM CTENEHbIO TAKECTU TEHEHUS ITUX TUMOB.

YcTtaHoBNEHa oTpuLaTenbHas cBA3b MexXay GU3nYecKkum
dYHKUMOHMpPOBaAHWEM, 0OLWMM 6anioM, BO3pacTomM U Anu-
TeNbHOCTbIO 3a6oneBaHns. Kpome Toro, otTMeyanauncb oTpu-
LaTeNbHble CUbHbIE KOpPPEenauuMn mexay cTeneHblo dusu-
YeCKOro, 3MOLMOHaNbHOro GYHKLMOHMPOBAHKSA, OOWKUM
6annom 1 ypoBHEM X0necTeprHa B CbIBOPOTKE KPOBM (XapakK-
TEPUIYIOLLErO YCUIEHHbIN IMNOAN3 Ha GOHE MMNOMMKEMUMN).
C nepKyTopHbIMK pa3mepamu NeYeHn U CbiIBOPOTOYHbIM YPOB-
Hem [TT oTpuUaTENbHO M CUABHO KOppenupoBan NoKasa-
TeNlb AMOLMOHaNbHOro GyHKUMOHMpoBaHusa. OQHOBPEMEHHO
Cc 9TUM ypoBHU LD, KOK 1 obliero 6unnpybuHa B KPOBMU
oTpULaTEeNbHO KOpPPENWpoBann C MoKasaTenem couualb-
HOMO QYHKLMOHUPOBaHUA. [lonyYeHHble pe3ynbraTbl MOX-

HO OGBACHWTb TEM, YTO Ha GOHEe XPOHWUYECKOro Te4YeHWs
3a60n1eBaHNsA U 0CNableHNUst POANTENIbCKOTO KOHTPOA AeTH
No Mepe B3POCNEHNUs HauMHAIOT Xyie cob/oaaTb BpadebHble
peKoMeHaLIMKU U PeXxnm auetotepanuu. Bee ato onpeaens-
€T 4acToTy 060CTPEHU 3a60/1EeBaHUA U MPUBOAUT K CHUMKE-
HWIO OBLLEr0 CaMOYyBCTBUS 3@ CYET CHUMKEHUS BU3UYECKON
aKTUBHOCTM pebeHKa, ero aMOLIMOHaNLHOro CTaTyca 1 CoLu-
anbHOM aganTaLmu.

OBCYXAEHUE

Hamu 6b1n10 ycTaHOBAEHO, YTO, COMNacHO OMpocy PoAau-
Tenen u camux nauueHToB, MMKOreHoBas 60ne3Hb NPUBO-
OMT K OrpaHMYeHUnio BCex napameTpoB GYyHKLMOHUPOBaAHUS
pebeHKa. Taxenoe Te4eHne AaHHOW NaTosiornn o6yc/ioBK-
BaeT pa3BUTUE FPO3HbIX OCNOXKHEHUN, BEAET K UHBaNnaM3a-
LMW feTeR, YTO B COBOKYMHOCTM YXYALIAET UX Ka4ECTBO KU3HMU,
BfeYyeT 3a Co60M HWU3KYIO COLManbHYl0 aKTMBHOCTb POAM-
Tenen u cylecTBEHHbIe 3aTpaThl Ha coaepxaHue pebeHKa-
nHBanuaa [19]. MNo gaHHbIM NUTEpPaTypsbl, Y AETER-UHBANMAOB
Nno CpaBHEHWIO CO 340POBbLIMM AETbMW MOydYeHbl Gonee
HU3KME 3Ha4YeHUs Mo BGONbLIMHCTBY NapameTpoB KayecTBa
HU3HU: DUBUYECKOMY, MCUXMYECKOMY, 3IMOLIMOHANbHOMY
n coumanbHomy GYHKLMOHMPOBaHMIO. Kpome Toro, n3MeHs-
€TCs NPOoLECC MEKIMYHOCTHOIO B3auMOAeNCTBUSA 6ONbHOIO
pebeHKa C OKPYKatoLWMMK, TaK KaK OH 4acTo He MOXKET noce-
WaTb AETCKME KONNEKTMBBI, MONHOLLEHHO 06LWaTbCs CO CBEP-
CTHMKamu [20]. B psae KAMHUYECKMX uccneaoBaHuin Gbina
yCTaHOB/IEHA B3aMMOCBS3b MapaMeTPOB KayecTBa MKWU3HW
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N KIMHUKO-NabopaTopHbIX AaHHbIX. Tak, rpynna y4yeHblx npu-
Wwna K BbiBOAY, 4TO ypoBeHb K}, ocobeHHO ee dn3nMYeCcKni
acrnekT, NPsAMOo NPonopLMUOHaNbHO KOPPENUPYeT C NnoKkasaTe-
namMun GyHKUMKM noYek [21, 22].

CywecTBylOT M HO30/10rMY4EeCKMe OCOBEHHOCTU Hapy-
LWEeHMS Ka4vyecTBa XM3HWU: NMPU HEKOTOPbIX 3abosieBaHUSAX
B 60JibleNn cTeneHn cTpagaeT dusmnyeckoe GpyHKLMOHMPO-
BaHWe, B TO BPEMS KaK Mpu APYrux, Hanpumep, annepru-
YEeCKMX, — MecuxocoumanbHoe 3ao0poBbe [21-23]. NUHTepec
npeactaBnsgeT uccneposanue E.B. KonbacuHonM wn coaBT.
[24], KoTopble OLEeHMBaNN Ka4yeCcTBO XU3HKU JeTer ¢ caxap-
HbIM AuMabeToM Tuna 1 — 3a6oneBaHus, Haubosiee CXOXKero
no natoreHesy c rMUKOreHoBon 60ne3Hblo. Camble HU3KKE
6annbl, Kak N0 OTBETAM POAUTENEN, TAK M NO OTBETaM AETEN,
6blnn NofydYeHbl No WKanam «lKonbHoe GyHKLMOHMPOBa-
HUe» N «3MOLMOHaNbHOE GYHKLIMOHUPOBAHME», YTO, NO MHE-
HUIO aBTOPOB, CBMAETENbCTBYET O BO3HWUKHOBEHWM TPyA-
HOCTEW y AeTer B YCBOEHMU LWKObHOW NPOrpamMmMbl B CBA3M
C 4YacCTbIMUK NPOMYyCKamMMK 3aHATUM MO COCTOSAHUIO 340POBbY,
a TaKXe O HalMyuKM Yy HEKOTOPbIX AeTer 4YyBCTBa CTpaxa,
rPyCcTH, pPasaparKMTeNbHOCTM W 3MOLIMOHANIbHOM TPEeBOrw,
CBfI3aHHbIX CO CBOMM 3aboneBaHueM. KoppensunoHHbIN
aHanu3 noMor aBTopaM YCTaHOBUTb cfiabble MOJSIOXUTESNb-
Hble CBfA3W MexAay MokazaTensaMu GU3MYecKoro u mncu-

CMUCOK NIUTEPATYPbI

1. PoszeHoenbg E.J1., MonoBa W.A. MuKoreHoBasi 60ne3Hb. M.:
MeauumnHa. 1979. C. 288.

2. dapmakroTepanua 4eTCKMX 6one3Hel: PyKOBOACTBO Af1F Bpayen.
MNog pea. A.4. Llaperopoauesa. M.: 000 «MeaunuuHckoe nHpopma-
ymnoHHoe areHTeTBo». 2010. C. 880.

3. 3anuuk A.LL., Yypunos J1.T1. OcHoBbI 06Liei natonorun. Yactb
2. OCHOBbI NaToxMMunn. Y4yebHWK-nocobure ans CTyAeHTOB MEeAULMH-
ckux BY3os. Cr16.: 3/161. 2000. C. 688.

4. KpacHononbckada K.[. HacneactBeHHble 60ne3HM o6MeHa
BellecTB. CnpaBoyHoe nocobue ans Bpaden. M.: POO «LleHTp coun-
a/lbHoM afjanTaumm v peabunutaumn geten «doxat». 2005. C. 364.
5. bapaHoB A.A., HamazoBa-bapaHosa J1.C., CypkoB A.H., NoTa-
nos A.C., bakaHoB M. W., MonsikoBa C. W., [yHao6uHa 0.C., Jlo3oBa-
Top A.Jl. ThnkoreHoBasi 6onesHb y fgeten. M.: Cowo3 neguaTpos
Poccumn. 2012. 128 c.

6. Ozen H. Glycogen storage diseases: new perspectives. World
J. Gastroenterol. 2007; 13 (18): 2541-2553.

7. Tonoswuy O.T., Yubucos W.B., NMotanosa-BuHorpagosa U.H. u ap.
KAMHWKO-BUOXMMUYECKME U MOPDONOrMYECKUE OCOGEHHOCTU MNeve-
HOYHOW hOPMbI IMUKOreHO30B Y AeTen. Meanatpus. 1988; 1: 35—39.
8. KnuHuyeckas gueTonorusi AeTcKoro Bo3pacTa: PykoBoACTBO
ans Bpadei. Moa pea. T.3. boposuk, K.C. lagoao. M.: 000 «Meau-
LMHCKoe nHpopmaLmoHHoe areHTcTso». 2008. C. 608.

9. Goldbeck L., Melches J. Quality of life in families of children with
congenital heart disease. Qual Life Res. 2005; 14 (8): 1915-1924.
10. Bisegger C., Cloetta B., von Rueden U. Health-related quality
of life: gender differences in childhood and adolescence. Soz
Praventivmed. 2005; 50 (5): 281-291.

11. Thwaites R.M.A., Price M. S. YMeHblleHWe 6peMeHn 6poHXx1anb-
HOM acTMbl: y/ly4LleHWe Ka4yecTBa U3HU NaLMEHTOB. [1y/IbMOHOI0rMSI.
1998; 3: 19-23.

12. bapaHoB A.A., Anbbuukuin B.10., BuHapckaa U.B. UN3yyeHune
KayecTBa W3Hu B neguatpuun. M.: Coros negnatpos Poccun. 2010.
C. 272. (Cepus «CoumanbHas negnatpus»; Boin. 10).

13. Muxannosa T.J1., PymsaHues B.T., Konb4yenko N.WN. un pap.
KayecTBO »M3HW 6GOMbHbLIX C CUHAPOMOM pa3aparKeHHOro Kuliey-
HWKa. POCCHICKMI yKypHan racTpodHTEPOIOrMM, renaTtosorum, Koso-
npokronornu. 2002; 12 (6): 70-75.

XO3MOUMOHaNbHOro GyHKLUMOHUMPOBaHUS C BO3pacToM
nauueHTta. YCTaHOB/EHbl 3HAYMMble CTaTUCTUYECKUE pas-
JINYKSA NO reHAePHOMY GaKTopy: Ka4eCTBO XMU3HU NO LWKane
«dMoLMOHaNbHOE GYHKLMOHMPOBaHWe» Y AEBOYEK OKa3a-
JIOCb HUXE, YeM Yy ManbynKoB. He 6blio yCTaHOBIEHO KOp-
pensunn nokasaTenen KavyecTBa U3HW C YPOBHEM [TIMKU-
pOBaHHOro remMorno6uHa, 4Yto, B CBOIO O4epefb, aBTOpbI
CB$I3bIBAIOT C OTCYTCTBMEM Y AeTer JeKOMMeHcaunn 3a60-
JIeBaHUS U OCNIOXKHEHUH [24].

TakuMm 06pas3oMm, uccnefoBaHWe Ka4vyecTBa MU3HM
fleTel co3fgaeT BO3MOXHOCTb MOHOLEHHOrO KOMIMJIEKCHO-
ro aHa/uM3a COCTOAHWS 340pPOBbS pebGeHKa W MoBblWaeT
3OPEKTUBHOCTb OKa3blBAaEMON €My MEAMULIMHCKOW MOMOLLM.
MHbopmauma o napametpax KX pebeHka MOXeT npea-
CTaBNATb LLEHHOCTb HE TOMbKO AJ19 NeauaTpoB, MCUXONIOroB
W Apyrvx cneuunannuctoB, HO TaKXe ANA poauTenen pebeH-
Ka. C nomollblo TpagMUMOHHBLIX METOLOB 06CnefoBaHus,
[alolWmnxX N1lWb OLHOCTOPOHHEE npeacTaBieHne 0 601e3HM
M 3QDEKTUBHOCTU NIEYEHUHA, HENb3S MOMHOCTBIO OLIEHUTb
CTerNeHb NCUXONOrMYECKON U CoLManbHOM aganTtaLnm pebeH-
Ka, a TaKXe ero OTHOLWIeHWEe K CBOeMy COCTOsfHuIO [25].
BK/toYeHMe OLleHKM KavecTBa XU3HU B NporpaMmy o6cneso-
BaHus gete ¢ B No3BOAWT NOBbLICUTL KAYECTBO MEAMLIMH-
CKOW 1 coLManbHOM NOMOLLM 3TOKW rpynne 60/bHbIX [18].

14. HosuK A.A., MoHoBa T. . PyKOBOACTBO NO UCCNef0BaHMI0 Ka4yecTBa
YU3HU B MeauumHe. Cl16.: Hesa, M.: OJIMA-MPECC. 2002. C. 321.

15. HoBuK A.A., JeHucos H.J1., MoHoBa T.U. 1 gp. KayecTBO Xn13HU
6GONbHbIX ABBEHHOW GONE3HbLIO XeNyaKa W ABEeHaaLaTUNEepPCTHOM
KULWKW. MaTepuasbl KoOHpepeHUnn «MccnegoBaHne KauyecTBa KU3HU
B meauumHe». Cl6., 2000. C. 97-98.

16. [ypbineBa M. 3., KapaaHoBa J1.[]. Mpo6nema KayecTtBa XW3HU
B MeauumnHe. Hanbumnk: 9nb-®a. 2007. C. 96.

17. NopaceBaTkuH B.T., Tokapesa H.T. KnuHuKo-ncuxonartonorunyec-
Kasi U NCHUXON0rMYecKas OLEeHKa KavyecTBa KU3HWU GOJbHbIX anunen-
cuen: metoamnyeckoe nocobue. CapaHck. 2000. C. 24.

18. CypkoB A.H., YepHukoB B.B. AKTyanbHble npo6nembl peabunu-
Tauuu feten ¢ rMuKoreHoBon 60ne3Hblo. MegnKo-coumnanbHas aKe-
nepTu3a u peabunuTaLms JeTei ¢ orpaHUMYeHHbIMU BO3MOXXHOCTSIMM.
2011; 1-2: 48-53.

19. YepHukos B.B., CypkoB A.H., Motanos A.C. OueHKka Ka4yecTBa
YXW3HW [AeTel C rMUKOoreHoBoWn 6onesHbio. COOpHMK MaTepuasnos
XVI Cbespna neanatpoB Poccum «AKTyasibHble npobaeMbl NeamaTpum».
MockBa. 2009. C. 436-437.

20. YeptokaHoB A.B., Butpuwak A.A. JuHaMUKa KayecTBa XW3HU
y [eTel U NOAPOCTKOB C OrPaHUYEHHbIMU BO3MOXHOCTAMU. BeCTH.
Crll16. loc. men. akaag. um. M. U. MeyHukoBa. 2007; 3: 24-28.

21. Fadrowski J., Cole S.R., Hwang W. et al. Changes in physical and
psychosocial functioning among adolescents with chronic kidney
disease. Pediatr Nephrol. 2006; 21 (3): 394-399.

22. Marklund B., Ahlstedt S., Nordstrom G. Health-related quality of
life in food hypersensitive schoolchildren and their families: parents'
perceptions. Health Qual Life Outcomes. 2006; 10 (4): 48.

23. TumodeeBa A.T., BuHspckas U.B. WccnepoBaHne KavecTBa
JKU3HW Y AeTelN ¢ XPOHUYEeCKUMK 3aboneBaHnsiMU. Bonpock! coBpe-
MeHHo negnatpuu. 2008; 7 (6): 28—-29.

24. KonbacuHa E.B., Bopo6beBa B.A., AsoBa E.A., PaccoxuH B.®D.
KayecTBO YKW3HU JeTen 1 NOAPOCTKOB, GOMbHLIX CaxapHbiM AnabeToM
TMna 1. Bornpockl coBpemeHHok neguatpmmn. 2009; 8 (5): 14-18.

25. De Civita M., Regier D., Alamgir A.H. et al. Evaluating health-
related quality-of-life studies in paediatric populations: some
conceptual, methodological and developmental considerations and
recent applications. Pharmacoeconomics. 2005; 23 (7): 659-685.



