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OneHka KauecTBa KU3HM JeTell, 00JIbHbIX
(heHnIKeTOHYpHEH

Denunkemorypus — 00HO U3 Haubonee pacnpocmpanerHblx 8 Poccuu nacredcmeeHHbIX HapyuleHuil 00MeHa AMUHOKUCAOM, BbIABASIEMbIX NYMeM HeOHA-
ManeHo20 cKpuHuHea. JJuemomepanus, Ha3Hauaemas npu OGHHOU NAMOAO2UU, OEMOHCMPUPYEm NOAOICUMENbHDLIL S(deKm, 00HAKO Ka1ecmeo Heu3Hu
00bHbIX (heHUNKemOHypUeil PA3AUHMHbIX 803PACMHbIX SDYNN U 8 3A8UCUMOCU OM CPOKO8 HAHANA AeHeHUs ocmaemcs HeusyuenHbiM. Lleas uccaedosanua:
npoU3BeCMmu OUEHKY Kauecmea icusnu 00AbHbIX eHurkemonypuel demeli 8 cpagrenuu ¢ ux 300pogsimu céepcmuuxkamu. Memoodst: é ucciedosanuu
Oblau 3adeticmeogansl 64 napst — pebeHoK ¢ eHAuKmoHypuell u e2o pooumens. /1 anKemuposanus ucnoav3osanu obujui onpocnux Pediatric Quality
of Life Inventory (PedsQLmm4.0, Varni u coasm., CIIIA, 2001). Cmamucmuueckyio 06pabomiy noay4eHHbX pe3yabmamos 0Cyuecmeasiiy npu NOMouu
npoepammol SPSSv. 14.0 (CIIA). Pezyasmamot: ycmanosnerst cmamucmuyecku 3uavumsie (p <0,001) pazauuus mexncdy 601bHbIMU DeHUNKemOHYypueil
U 300p08bIMU OembMU NO NAPAMEMPAM (PUUUECK020, IMOUUOHANBHOR0, COUUANLHO20 U PONEB02O (DYHKUUOHUPOBAHUS, HAUOOAee BbIPAdICEHHbIE OMAU-
uus omMeueHvl 8 coyuarvHom (3Havenue meduansvl 70 npomus 90y 300poswix) u posesom (57,5 npomue 80, coomeemcmeenHo) GyHKYUOHUPOBAHUU.
Marxcumanvho snauumas koppeaayus (p <0,001) yemanoenena medxucoy coyuanHbim GYHKUUOHUPOBAHUEM NAUUEHMOE C (PeHUAKeMOHYpUel U CDOKOM
Ha4ana duemuuecko2o AeveHusi, a Makice NOAYy4eHa CMAamucmu4ecKu 3Hauumas QynKyuonasvras cesnze (p <0,05) poaresoeo ynKuuonupoganus
€ 603paACMOM NAUUeHmos U cpoKom Hauara neqenus. [lokazamenu coyuanvholi adanmayuu (coyuanvHoe u ponesoe GYHKUUOHUPOBaHUe) Obiau bluie
(p <0,05) 6 nodepynne 6oabHbIX heHurKemoHypueil demeii, C60e6PEMEHHO 8bIAGNEHHbIX U PAHO HAYABWIUX AeHeHUe. 3aKaloueHue: Pe3y1bmamsl uccieoo-
8aHUSL NOOMBEPHCOAOM He00X00UMOCMb PAHHel OUACHOCMUKU (HeHUNKeMOHYPUU, C80eBPEMEHHO20 HAUANA OUemuH1eckoeo NeHeHUs, a MaKice OpeaHu-
3ayuu UHPOPMAYUOHHOU U KOHCYAbMAMUBHOU NOMOWU pooumensim 60abHbIX Oemel.

Karouesvte caosa: kanecmeo icusHu, (enuakemonypus, oemu.

(Becmnux PAMH. 2014; 11—12: 39—45)

OoocHoBanne HBIM CKpUHUHTOM B P® cocrtaBisieT okoso 98,9%, naHHbie

o deaepaJbHBIM OKpyraM MpeacTaBiaeHbl B Tao. 1 [2]. bob-

Denunkeronypust (OKY) sgsnsercs ogHuM U3 Hanbo-
Jiee pacrpoCTPAaHEHHBIX HACTEACTBEHHBIX HapyLIEHUIl Me-
Tabonu3ma amuHokucaoT. [lo maHHsiM MunsapaBa Poc-
cuiickoit Peneparuu (PD) [1, 2], 3a nepuonm ¢ 2010 mo
2012 r. cpenHss yacToTa JAHHOTO 3a00JIeBaHMSI COCTaBMIIA
1:7145. B HacTos1iee BpeMs 1o, BpayeOHbIM HaO0AEHUEM
Haxozautcst 6onee 2,5 Thic. nmauueHToB ¢ OKY ¢ poxaeHus
no 18 ner; cpenHuilt oXBaT HOBOPOXKIEHHBIX HEOHATaJb-

IUMHCTBO MAalLMEHTOB — 3TO AETU U MOAPOCTKU, Y KOTOPBIX
3a00JieBaHUEe ObLIO AMArHOCTUPOBAHO Cpa3y Mocje poXIe-
HUsI, 1 KOTOPBIM ObLIO CBOEBPEMEHHO Ha3HAYEeHO JieyeOHOoe
IMUTAHUE.

[To MHeHMIO 3apyOeXXHBIX M POCCUUCKUX 3KCIEPTOB,
CBOEBPEMEHHO HAuaToe IUETUYECKOE JIeUeHUE SIBIISICTCS
Hanbosee 3(PhEKTUBHBIM JUISI TIPEIOTBPALLEHUS TSKEJbIX
HEBPOJIOTMYECKUX paccTpoiicTs [3, 4]. duerorepanus 3a-
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Assessment of the Life Quality in Children with Phenylketonuria

Background: Phenylketonuria (PKU) — the most common inherited disorder of amino acid metabolism, identified in Russia by neonatal screening.
The results of dietary treatment demonstrate a positive effect. However, the quality of PKU patients life remains unknown. Objective: The aim
of the study was to assess the quality of PKU children life in comparison with their healthy peers, also depending on the treatment onset and the
patient’s age. Methods: The study involved 64 pairs — PKU child and one of his parents. It was used the common questionnaire survey Pediatric
Quality of Life Inventory (PedsQLtm4.0, Varni et al., USA, 2001) and the program SPSSv. 14.0 (US) for statistical processing of the results. Results:
The statistically significant (p <0.001) differences between PKU patients and healthy children in the physical, emotional, social and role functioning
were found. The most pronounced differences were observed in the social (70 points vs 90 respectively) and role (57.5 vs 80 respectively) functioning.
Maximum significant correlation (p <0.001) was installed between the social functioning of PKU patients and timing of the dietary treatment. Also
the statistically significant interaction (p <0.05) was found between the role functioning, patient’s age and treatment onset. The assessment points of
social and role functioning were higher (p <0.05) in the PKU patients subgroup with early treatment initiation. Conclusion: These results confirmed
the need of early diagnostics of PKU and initiation of dietary treatment, as well as the organization of timely psychological support for parents of sick

children.
Key words: quality of life, phenylketonuria, children.

(Vestnik Rossiiskoi Akademii Meditsinskikh Nauk — Annals of the Russian Academy of Medical Sciences. 2014; 11—12: 39—45)
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Ta6mua 1. OxBaT HOBOPOXKIEHHBIX HEOHATATBHBIM CKPMHUHTOM Ha (eHUJIKETOHYpHIO B henepaabHbIX OKpyrax Poccun™

Tepputopust / oKpyr Yucsi0 HOBOPOXKIEHHBIX Yucio oocnenosannbix Ha PKY | OxBaT HeOHATAJIbLHBIM CKPUHHHIOM, %
LleHTpanbHbIit 385603 383939 99,5
CeBepo-3anaaHblii 154 433 153 884 99,4
TOxHbIIT 162 606 161 980 98,1
[MpuBomkckuit 369 789 369 214 99,6
Vpanbckuit 170 807 168 951 98,9
Cubupckuit 272 071 271 944 99,8
J1anbHEeBOCTOUHBII 89 938 81917 88,7
Poccuiickast @enepariust 1761 882 1742 795 98,9

IIpumenanue. * — 1o naHHbIM Mun3npasa PO 3a 2012 1. [2].

KJIIOYAeTCsI B PE3KOM OTPAHUYEHUM B pPAIIMOHE IMMUIIEBBIX
MPOIYKTOB C BBICOKMM cofiepxkaHUeM Oejlka, WX 3aMEeHOIt
CTeNNaTn3UPOBAHHBIMU AMUHOKUCIOTHBIMU CMECSIMU
[5, 6], omHako, HaUYMHasE CO HIKOJIBHOIO BO3pacTa, MHOTHE
MalMeHThl HAaYMHAIOT PACIIUPITh AUETY, YTO BIMSIET Ha
conepxaHue (eHuIalaHuHA U APYTUX aMUHOKUCIOT B MX
KPOBHM M MOXET CKa3bIBaThCS Ha IICUXO3MOIIMOHATBHOM CO-
crossHuu [7].

HccnenoBanus 1o orieHKe MHTEJIEKTYaJIbHOTO W TICH-
XOCOLMAIbHOTO 310pOBbs MaimeHToB ¢ ®KY cBumeresnb-
CTBYIOT O TOM, UYTO TPU CBOEBPEMEHHON IMArHOCTUKE
U aJieKBaTHOM JIEYEHWM TEUYEHUE NAHHOTO 3a00JeBaHUS
SIBJISIETCSI OTHOCUTEJbHO NOOpoKayecTBeHHbIM. OnHaKo
TPYAHOCTHU, OOYCIOBIEHHBIE HEOOXOIMMOCTBIO IJIUTENIb-
HOTO COOJIOEHUSI CTPOTOil NUEThl U CUCTEMAaTHUYECKOTO
ee KOHTPOJIsI, BEIHYX/AAIOT MalleHTOB BBIXOIUTh 32 PAMKU
NMETUYECKOTO PEeXMMa M MOTYT CTaThb MPUYMHOUN TMCHUXO-
SMOUMOHAJIBHOTO, MHTEJJIEKTyalbHOTO U (HU3UYECKOTO
nuckomoopra [7-9].

B cBsI13U ¢ 9TUM A1 OLIEHKM Pe3yJIbTaTOB JeueHUsT 00JIb-
IO MHTEpec MPEACTaBIseT MCCIENOBaHUE KauyecTBa XKU3-
Hu (K2K) 1 crmocoGHOCTM K cOLMaJbHON amanTaiuy aeTei
u noapoctkoB ¢ ®KY B cpaBHeHUHU C MX 3I0POBBIMU CBEp-
CTHUKaMMU. He MEHee BaxKHOM SIBJISIETCS OLICEHKa aacKBAaTHO-
CTHU BOCIIPUATHUA POAUTETIAMU COCTOAHUA U Ka4€CTBa XKNU3HU
MX OOJIbHBIX JIETEIl.

UccnenoBanue KX Ha ocHOBaHMM JaHHBIX ONpoca SIBJIsI-
€TCsl B MEXIYHapOAHOI NMpaKTUKe OOLIETPUHSITBIM, BBICOKO-
MH¢)OpMaTMBHbIM U S3KOHOMUYHBIM METOAOM OLEHKU 310PO-
Bbsl M OJIATOIIOIY4YMsT Pa3IMYHBIX KOHTUHITCHTOB HaceJIeHUsI,
a TaKKe OLEeHKU 3(DHEeKTUBHOCTH JIEUEOHBIX U peabuIUTaly -
OHHBIX MEPOTIPUSITHIA.

B Poccuu momoOHbIE HcCiienoBaHUS HE TPOBOAMJIUCE.
[llupokoe BHeapeHWE HEOHATaJbHOrO CKpWHUHTa B P®D,
paHHee BbIsiBJIeHUe 00bHBIX ¢ DKY M mpumeHeHue anek-
BAaTHOTO JUETMYECKOTO JIEYCHUST TIOCTYXWIO OCHOBAaHUEM
IUTSI TIpOBeNieHUsI ucciaenoBanus 1o orieHke KK nereit c DKY
B BO3pacTe cTapiie 5 JerT.

Llenbto MccenoBaHust ObLJIO MPOM3BECTH OLIGHKY Kaue-
ctBa Xu3HU 6obHBIX DKY neteit B Bo3pacTe ot 5 no 14 jet
B CPaBHEHWMU C WX 3IOPOBBIMM CBEPCTHUKAMM, a TaKxkKe
YCTAaHOBUTH BO3MOXHBIE pa3nuuusi rokazateneit KXK B 3a-
BUCHMOCTHU OT TIOJIa, ColepKaHUs (peHUTalaHUHA B KPOBU
IO JIEUEHUsI, CPOKA Havasia JICYeHUsI, KOMIUIaeHCa, BO3pacTa
MalMeHTOB U PETMOHA UX TTPOXKUBAHUSI.

MeTtoapl

Ilaan (Ousaiin) uccaedosanus

PaGora nipencTapisiia coboil MomNepeyHoe Cpe3oBOe MC-
crnenoBanne KK mereit ¢ ®KY, npoxupamoinmnx Ha TEPPUTO-
pun LlenrpansHoro, FOxHoro, Ypansckoro u [ToBomkckoro

C

denepanbHbix OKpyroB Poccuu, HaGIIOMAIOIIKXCS B MEUKO-
TeHETUYECKMX LIEHTPaX U KOHCYJbTAlUsAX TOPOIOB MOCKBBI,
Bbpsincka, Boponexa, Kypcka, KpacHonapa, EkatepuHOypra,
Yenstouncka, Yool 151 cpaBHEHUST UCIIOIb30BAIM JTaHHbBIE
o K2K 310poBBIX jieTeii TaKoro Xe BO3pacTa U3 TeX Xe peruo-
HoB Poccuu, rosiyueHHbIe MPY UCTIOIb30BAHUN aHATOTUYHOM
METOIMKMU.

Kpumepuu coomeemcmeus

B nccnenoBanme BKIIIOUaIK IeTeit 000€ero 1mosja B Bo3pacre
ot 5 1o 14 ner ¢ moarBepxkaeHHbIM auarHo3oM MKV, a takke
OJIHOTO U3 POAUTESIEH GOJbHBIX AETEI.

Ilpoodoaxncumeavrnocmo uccaedosanus
Hccnenosanue nposoamiock B epuon ¢ 2009 mo 2012 r.

Ycaoeus nposedenus

Onpoc MalueHToB U UX POAUTEEH OCYIIECTBISIIN B Iep-
BOI TOJIOBUHE AHS B aMOYJIaTOPHBIX YCIOBHUSX Ha MpUeMe
y Bpaua.

Onucanue meOuuUHCK020 6MeUlameabcmea

KX ouenuBanu B o6ieit rpynne nereit ¢ ®KY. Anke-
TUPOBaHUE POAUTEICH TPOBOIUIU C LIENbIO OMNMpPEaeTICHUS
aJIeKBATHOCTU OLIEHKM MMM COCTOSIHUS neTeit. Ompoc aeteit
)41 pOZLVlTeIIeI‘/'I BBIMOJHAIN OAHOKPAaTHO, OAHOBPEMEHHO, OT-
NIeJIbHO JIPYT OT JIpyTa.

Hcxoovt uccaedosanus

B kayecTBe OCHOBHOTO pe3yJibTaTa MCCIENOBAaHMSI pac-
cMaTpUBIM MHGOPMALIMIO O COCTOSSHUM KauyecTBa KU3HU
narureHToB ¢ PKY B cpaBHEHUU CO 3M0POBBIMU CBEPCTHHUKA-
mu. JononHutenbHo cpaBHUBaiu K2K OoibHBIX neTeii pas-
JIMYHBIX BO3PACTHBIX TPYIII B 3aBUCMMOCTH OT CPOKOB Havasia
JICYEHUST U pETUOHA TIPOKUBAHUS.

Anaau3z 6 noozpynnax

st ompenesieHusT mpearnojaraeMbix pasinuaunii B KK
OOJIBHBIX C Pa3HbIMM CPOKAMHM Hauaja JeYeHHUs MalM-
eHTbl ObUIM pacripelnesieHbl B 2 moarpymnmbl: I cocraBu-
53 (82,8%) pebGeHka, KOTOpble CBOEBPEMEHHO Ha-
yajau TMoJy4yaThb OuMeTHdeckoe JedeHue; Bo I Bouwim
11 (17,2%) nereit ¢ mo3mHO HavaToul Tepanueit. [TpuH-
LM pacripeieieHusi OCHOBaH Ha BpeMeHU MaHubecTaum
MepPBBIX KIMHUYECKMX TMPU3HAKOB 3a00JieBaHMSI, KOTO-
pble, KaK MpaBUJIO, HAYMHAIOT MPOSIBJISITLCS Tocie 3 Mec
xku3HHu. Takoil momxom corimacyercst ¢ MHeHUeM V. Leuzzi
u coanT. [10].

[IpuBep>KEHHOCTb TUETUIECKOMY JICUCHUIO (KOMILIACHC)
B ceMbsix 60sbHBIX DKY Gblia ycI0BHO OlieHEHa Ha OCHO-
BaHUM JaHHBIX ONPOCA MX Jieyalllux Bpaueil: Kak yIOBJIETBO-
puTeIbHasE — TMPY MOBBIIICHUN COolepXKaHusl (heHUTaTaHuHA
(®PA) B KpOBM BbIIIE IOMYCTUMbBIX 3HaueHMil Oosee 25% He
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yaiie 2 pa3 B roji, Kak Hey/J0BJIEeTBOpUTENIbHAs — yYalle 2 pa3
B TOJI, a TAKXKe Ha OCHOBaHUM KOHIIeHTparu MDA Ha MOMEHT
ornpoca (BbIllle WU B Ipeleiax BeJUYMH, JOMYCTUMBIX TIPU
DKY).

Pe3ynbTaThl aHKETUPOBAaHUSI OOJIBHBIX TS W WX POIU-
TeJiell CpaBHUBAJIM C JIAHHBIMM, TTOJIyYCHHBIMU paHee TpHu
AQHAJIOTUYHOM OIPOCE 3I0POBBIX JIETEil TaKOro e Bo3pacra
u ux ponureneii [11, 12].

Memooobt pecucmpauuu ucxoooe

HccenoBanue MpoBOAMIN C TIOMOILBIO OOIIIEr0 OMpPoC-
Huka Pediatric Quality of Life Inventory (PedsQLt™m4.0, Varni
u coasrt., CIIA, 2001), cocTosimero u3 23 BOIPOCOB, 00b-
eIMHEHHBIX B 4 OCHOBHbBIE LIKAJbI: (hr3nyeckoe HPyHKIIMOHK-
poBanue (OD), smoumoHanbHoe GyHKIMOHUpoBaHUE (DD),
coumaibHoe GyHKiIMoHnpoBaHue (CP), poneBoe GYHKIIM-
OHUpOBaHWE — 3XW3Hb B JAeTckoM cany / mikosie (PLI).
OnpocHUK aganTUpOBaH IS BO3PACTHBIX Tpyrm 5—7, 8—12
u 13—18 ner.

[Ipouenypa mepekoaupoBaHusl (IIepeBoa HeoOpaboTaH-
HBIX JaHHBIX B 6ayutel K2K, wim mikanmpoBaHue) TTPOBOIM-
Jach ¢ momoinbio mporpamMMbl PedsQL, mocie dero oOGiee
YUCJI0 GAJIJIOB PACCUUTBIBAIM TI0 CTOOAUILHOM CHCTEME: YeM
Gosibliie ObLIa UTOrOBasi BEJIMUMHA, TEM BBIIIE OILEHUBAIOCH
KK pebenka. Kaxmyio 1kamry olleHUBaIN OTIACIBHO, a TAKXKE
omnpenensiu oomuit 6amwt (OB). [MokazaTenssMu IICUXOCOLM-
JIBHOTO 310POBbs SABASUIMCH KAl DD, CD u poneBoro
ynkmonuposanust (PIII).

Cmamucmuueckuil anaaus
JIns1 cTaTUCTUYECKO 00pabOTKM M BBISIBICHUSI Pa3InIMit

¢ rpynnoit ®KY ObulM BblAE/IEHbI CACAYIOLIUE MPU3HAKMU.

B o0uieit rpymnmne naureHToB:

. TI0T;

. coaepxaHue (GpeHuIalaHMHA B CHIBOPOTKE KPOBM, OIpe-
nesisieMoe 10 Havaja JMeTUYECKOro JieueHus (Huxe
20 mnu Boiwe 20 Mr%);

. BpeMs Havaja AMETUYECKOro JieyeHHUsl (CBOEBpeMEHHOEe —
IO TPEXMECSTYHOTO BO3pAacTa, WK MO3Hee — rociie 3 Mec
KU3HU);

. KOHILEHTpalusl (heHUIalaHMHA B CHIBOPOTKE KPOBM Ha
MOMEHT OIpOCa;

- Bospact (5—7, 8—12, 13—14 ner);

. PErMoH MpOXWBaHUS (4YeThipe denepajbHBIX OKpyra
PD);

« TPUBEPKEHHOCTh JieYeHUIO (YIOBJICTBOPUTENIbHAS WU
HEeYIOBJIETBOPUTEIIbHAS).

CTaTuCTUYeCKY0 00paboTKy TOJYYEHHBIX TaHHBIX MPO-
MU3BOIWIIM TIpU moMotu mporpaMMbl SPSS v. 14.0 (CLIA),
KOTOpasl BKJIIOYajia CTaHIAPTHBIE METONbI OIMCATEebHOIM
M aHaJIUTUYECKOW CTATMCTUKU. YUUTBbIBas HEOIHOPOIHOE
pacripesiesieHre OOJIBIIMHCTBA UCCIEIYEMbIX TPU3HAKOB, JIJIs
OIMUCAHMSI TIOJYYEHHBIX TaHHBIX UCITOIb30Bau 50-ii IpoLieH-
TUIb WK Menuany (Me), a Takxke 25-1 u 75-i1 MPOIEHTWIN.

OLIeHKY pasjiudyuii  MeXIy ABYMsl He3aBHUCHMbI-
MU TPYIIaMKM [0 KOJMYECTBEHHBIM TMPU3HAKaM PO~
M3BOAWJIM C UCIOJb30BaHUEM HemapamMeTpUyecKoro
cratuctnyeckoro U-kputepuss MaHHa—YutHU. s MHO-
JKECTBEHHOTO CPaBHEHMsI HE3aBUCUMBIX TPYIIIT MO KOJWYe-
CTBEHHBIM TpU3HAKAM TPUMEHSIIM OTHOCTOPOHHUMN AMC-
nepcuoHHblit aHanu3 Kpackena—Yosuca. BeposiTHOCTh
OIIMOKM CUMTAIM CTaTUCTHYeCKW 3Haummoir mipu p <0,05,
oueHb 3HaUnMoi — 1ipu p <0,01, MakcuMaaIbHO 3HAYMMON —
mipu p <0,001.

JIst KOppeNsIIMOHHOrO aHajiu3a MPUMEHSUIM Herapa-
MeTpuueckuii KoadbuumeHT Koppeiasiuun CrnupmeHa: Mmpu
3HaueHun <0,5 QYHKIMOHAIBHYIO CBSI3b paCICHUBAIN

Kak cjabywo, 0,5-0,7 — kak yMmepeHHyw, Ooinee 0,7 —
KaK CUJIbHYIO.
Pe3yabTaTs

Yuacmuuru uccaedosanus

B uccnenoBanuu npuHsuiM yyactue 64 rapbl — peGeHOK
¢ OKY u onuH U3 ero poxutesieil — U3 pa3TUIHBIX TOPOIOB
¥ HaceJIeHHBIX IMTyHKTOB P®, B T.4. 25 map u3 LleHTpaibHOTO
(1O), 24 — u3 Ypanbsckoro (YO), 9 — u3 lOxHoro (OO)
u 6 — u3 IlpuBomkckoro (ITO) denepanrbHOro oKpyra.
Ha momeHnT Havaina uccienoanust (ssHBapb 2009 r.) FOXHBIN
u CeBepoKaBKa3CKUII OKPYT HE ObUIM pa3[esieHbl U B Naslb-
HelireM paccMmarpuBainuch kak FOO. BospacT ompolieHHbIX
neteit ¢ ®KY cocraBun ot 5 no 13,5 (9,1942,79) ner.

Yucno obcnemoBaHHBIX AeTeil M pOaUTENiell B TPYIIax
DOKY 1 310pOBBIX OBUIO PABHO3HAYHBIM.

Pacrnipenenenre mauMeHTOB MO TEHAEPHOMY TIpPU3HA-
Ky 610 cienytomuM: 33 (51,6%) nesouku u 31 (48,4%)
MaJIbUUK.

OcnogHble pe3yabmamot Uccaedo8anus

Ilo manabIM HeoHartanbHOoro ckpuHmHra (HC), comep-
xanue MA y naumento ¢ ®KY o61ieir rpynmbl B cpeaHeM
cocraBwio 23,846,27 mr%; B moarpymime I — 23,6+£6,37 mr%,
B moarpymme II — 254553 mr%. Ha momeHT ompoca
cpennee comepxkanne MDA B KpoBM OOJBHBIX ObUIO PaBHO
10,0£5,12 u 12,0+5,34 mr% B noarpynmax I u 11, coorBer-
CTBEHHO. YKa3aHHbIe MOKa3aTeJd He ObLIM CTaTUCTUYECKU
3HauuMsbl (p >0,05).

Ha MmoMmeHT npoBeaeHus MccaenoBaHus U3 53 aeteit mom-
rpynibl [ 34 (64,2%) nauyenTa umenu nokasatenn @A cblBo-
poTku KpoBu HuXe 10 Mr%, 4To COOTBETCTBOBAJIO 3HAUEHU -
SIM, TOMyCTUMBIM Uit 6oibHbIX DKV 111KoIBHOTrO BO3pacTa;
y 19 (35,8%) nauuenToB copepxkanue MA KpoBu ObUIO BbIlLIE
10 Mr%. Y 4 (36,4%) naumenrtoB noarpymmsl 11 (¢ mo3aHumM
HavajioM JiedyeHus1) ypoBeHb MDA Haxomwiics B mpeaeiax Ja0-
MyCTUMbIX BeJM4YMH, y 7 (63,6%) maumeHTOB — MpeBbILIa
10 mr%. TMokazatenu copepxkaHusi peHUIAIaHWHA B CBIBO-
POTKE KPOBHM 1O JaHHBIM CKPUHWHTA U Ha MOMEHT MCCIIeI0-
BaHUsl y MAIlMEHTOB C pa3IMYHBIMUA CPOKAMU HavyaJia JIeUeHUSI
NpeAcTaBieHbl B Ta0. 2.

CorjacHO OLIEHKe JievallluX Bpayeid, cpeiu JeTeid Moj-
rpynibl | (cBoeBpeMEHHO HavyaBIIUX TUETUYECKOE JICUCHME)
41 (77,3%) pebeHOK UMeJT yIOBIETBOPUTEIbHBIN KOMITTACHC
u 12 (22,6%) neteit — HEyIOBICTBOPUTENbHBINA. B monrpyr-
e Il (c Mo3mHUM HavyaJoM JICUCHUS) MAIlMEHTOB C YIOB-
JIETBOPUTEJIbHBIM 1 HEYJTOBJIETBOPUTEIIBHBIM KOMITJIACHCOM
66110 6 (54,5%) 1 5 (45,5%), coorBeTcTBeHHO. Takum obpa-
30M, 10 MHeHMIO Bpaueit, 47 (73,4%) u3 64 06cie10BaHHBIX
60bHBIX DKY uMenn ynoBieTBOPUTENbHBIN KOHTPOJIb Jie-
yeHus u 17 (26,6%) — HeyaOBIETBOPUTEIbHBIN. Pe3yabTaThl
J1a0OPAaTOPHBIX MCCIIEAOBaHMIA, MOJydYeHHbIE TPU aHKETHU-
POBaHMM, YKa3bIBAIOT HA TO, YTO HA MOMEHT OIpPOCa TOJIHKO
38 (59,4%) 13 Bcex peCMOHICHTOB SIBJISTUCH KOMIUIAGHTHBI-
MU, T.€. COOIONATN HAIICKAIIYIO TUETY U UMETU JTOMYCTH-
MBIi1 IJ1s1 O0JBHBIX YpoBeHb DA B KPOBU.

Cpasuenue KX nmereit ¢ @®KY 110 reHaepHOMY IIpU3HAKY
He MPOJAEMOHCTPUPOBATIO CTATUCTUYECKU 3HAYMMBIX Pa3/iv-
quii (p >0,05).

CpaBHMTeIbHAsE olieHKa moka3zateneit D, DD, COD,
®III u Ob nokasana cratuctTryecku 3HauuMbie (p <0,001)
paznuuns Mexay 6osbHbIMU DOKY 1 310poBbBIMU J€TbMU
1Mo BCeM HcciieayeMbiM mapamerpam. [Ipu 3ToM Haumbosee
BBIPaKEHHBIE OTJIMYMUSI OTMEUYAIM B COLIMAIILHOM (3HaueHue
menuanbl 70 mpotus 90 y 3mopoBbix) u posieBoM (57,5 mpo-
TuB 80, COOTBETCTBEHHO) (bYHKUMOHMpOBaHWU. [lomydeH-
Hble JJaHHbIE YKa3bIBAIOT Ha TpyaHOCTH GoabHBIX PKY npu
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Ta6mua 2. KoHnueHTpauus ¢heHnIaTaHHa B CBIBOPOTKE KPOBH 00JIbHBIX (heHMIKeToHypueit (PA) B 3aBUCMMOCTH OT BO3pacTa Havasa JeUeHUs
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ITapametp Ionrpynna 1 TToarpynma IT Bce manueHTI

Pannee (10 3 mec xu3nu) | Ilozanee (mocie 3 Mec KuzHu) (n =64)
Havasio jeyeHus (n =53) Havaio jeyenus (n =11)

Bospact Hauaa JieueHusl, Mec 1,18+£0,54 16,1+14,7 3,04%7,01

VYposenb DA 110 TaHHBIM HEOHATAILHOTO CKPUHUHTA, MT% 23,6+6,37 255,53 23,846,27

Vposenb PA Ha MOMEHT orpoca, Mr% 10,0+5,12 12,0+5,34 10,9+£5,56

Yucino nereit ¢ ypoBHeM DA Bbitie 10 Mr% Ha MOMEHT 19 (35.8) 7(63.6) 26 (40,6)

onpoca, n (%)

Yucno geteit ¢ ypoBHeM DA Hike 10 Mr% Ha MOMEHT 34 (64.2) 4(36.4) 38 (59.4)

ompoca, n (%)

Ta6iuua 3. CpaBHeHME Ka4ecTBa XXU3HU JieTeil ¢ eHMIKETOHYPHEH U UX 310POBBIX CBEPCTHUKOB

AcCneKTbl Ka4ecTBa Menuana, Jetu ¢ DKY 3nopoBbie neTn BeposTHOCTb OIIMOKH
KU3HH MPOLEHTHIIH (n =64) (n=64) P

Me 76,5 87,0

[010] 25 62,7 81,0 <0,001
75 87,0 92,3
Me 65,0 80,0

20 25 50,0 70,0 <0,001
75 75,0 90,0
Me 70,0 90,0

Cco 25 51,3 75,0 <0,001
75 83,8 95,0
Me 57,5 80,0

LI 25 45,0 66.3 <0,001
75 70,0 90,0
Me 67,4 82,0

Ob 25 55,7 76,0 <0,001
75 76,9 87,0

TIpumenanue (30eco u ¢ maoa. 4). @O — busndeckoe GyHKIMOHUPOBaHKe, DD — sMmorMoHaTbHOE PyHKIIMOHMpoBaHUe, CD — colmaibHOe
dynkunonnposanue. @I — GyHKIMOHMPOBaHKE B LIIKOJIE / IETCKOM caly, WK poieBoe pyHkIMoHupoBanue, Ob — obiimii 6aut.
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OOLIEHNN CO CBEPCTHUKAMU, MPOOIEMbI B3aMMOIIOHUMAaHUSI
U BBICOKMII puCK (opMUpoBaHUSI HealeKBaTHOW caMo-
oueHku. bonee Huskue 6auibl pu ouenke M ykaspiBaer

T
T
i\\ Ha CHMXXEHUE KOHIICHTpAllMi BHUMaHUsI y 60jbHBIX DKY,
80 T T~ HapylLleHUEe MPOLIECCOB MaMsITH, TPYIHOCTU B BOCIPUSTUU
J.l $ AN MaTepualia U BbIIIOJIHEHUS YUeOHbIX 3aaHuii, Oosee yacTbie
» J_\J_ \\ MPOMYCKMU 3aHATUI MO INPUYMHE IUIOXOTO0 CaMOYyBCTBUS
_ 170 — T 1 HEOOXOAMMOCTH obOpalieHust K Bpady. PesynapTaTsl cpas-
2 o - HUTENbHON oueHKM mnokaszateneil KXK 6ompHbiX PKY
5 65 * T\ U 3I0POBBIX IETeil MpencTaBieHbl B Tad. 3.
60 \L]L‘Vr/i 1 Jlonoanumeavnoie pezyivmamot uccaedosanus
Tl C 11e71b10 BBISIBJIEHUS BO3MOXHBIX U3MeHeHuit K2K 60:1b-
55 Hbeix PKY B Bo3pacTHOM acrnekTe ObLJIO MPOBENEHO CpaB-
L 1 HEHME pe3y/bTaTOB aHKETMPOBAHUS MAIIMEHTOB B BO3pacTe
50 T 5-7 (n =10) u 8—12 ner (n =52). BBuay oyeHb Majoil BbI-
Oopku (n =2) aHkeTsl aereil 13—14 et maHHOMY aHaAJIU3Y
45 : 1' é é : He TIoIBepTraJiu.

[pynnbl geten

- 30 - co -4 ow

Puc. 1. CpaBHuTesnbHasl aMarpaMma IoKaszaTteseil MCUX0IMOLMOo-
HaJIBHOTO 3710pOBbsI TPYIIBI 310poBbIX neteit (1), 6onbHbx DKY
B Bo3pacte 5—7 net (2), 6onbHbIXx DKY B Bo3pacte 8—12 set (3).

IIpumeuanue. TlpencraBieHbl MenuaHbl W 25; 75-W TPOLIEHTUIIN.
D@ — sMormoHanbHOe (GyHKIMOoHMpoBaHUe, CD — coumaibHOE
dynkunonnposanue, Pl — dyHKuMOHMpPOBaHUE B LIKOJE / JET-
CKOM cajty, WJIH posieBoe (GyHKLIIMOHUPOBAHUE.

Ilpu cpaBHeHUM WHCCIEIyeMbIX TOKaszaTesieil y aereit
¢ ®KY B Bo3pacte 5—7 JIeT CO 3M0pOBBIMHU I€THMM OBLIO yCTa-
HOBJIEHO CTaTUCTMYECKM 3HAYMMOe CHIKeHue OamioB DD
(p <0,050) u ouenp 3Haummoe cHmkeHue (p <0,010) — DD.
Y GoNbHBIX B Bo3pacTe 8—12 JeT pa3andusi OTMEUYaIuch 10
BceM rokasatesisiM, B T.4. 1o CO u DI, BaxxHO OTMETHUTH,
YTO IO TICUXO3MOLMOHAIBHOMY 310p0oBbi0 (DD, CD, OIII),
u obmemy Oamry KK mkonpHuku ¢ ®OKY mmenu max-
cumanbHo 3Haummoe (p <0,001) oTnmyme OoT cBOMX 3M10-
pPOBBIX CBepCTHUKOB: 1Mo DM — 65 GamroB mporus 80,
o C® — 65 nporus 90, mo ®LI — 60 nmpotus 80, mo Ob —
69 npoTtuB 82, COOTBETCTBEHHO (puc. 1).



AKTYAJIBHBIE BOITPOCBI ITEAVATPUN

OGHapyXeHHble pa3inuus B nokaszarensx KK y mereit
¢ ®KY 1ouKosbHOro M HIKOJBHOIO BO3pacTa MO3BOJIUIU
Onpee/uTh Hanbosiee ySI3BUMbIN BO3PACTHOM MEPUOJ, KOTraa
3a CUET YBEJIMYCHUsI YMCTBEHHOW W (DM3WYEeCKOl Harpys-
KM HapacTaeT HaIpPSDKEHHOCTb BHYTPEHHHUX TCHXO3MOIIMO-
HaJIbHBIX TIPOLIECCOB, W MPOUCXOAUT CHUKCHUE COIUATBHOIM
ajanTaluy ¥ KauyecTBa XXU3HU O0JIbHOTO pebeHka. MeHHO
MEPEXOAHBINA MEPUOJ OT HOLIKOJBHOTO K INKOJbHOMY BO3-
pacty TpebyeT 0co0Oro BHHUMAHUSI CO CTOPOHBI POAMTENEH
M TeJaroroB M 0oJiee TIIATEJLHOTO BPauyeOHOTO KOHTPOJIS
(mMHaAMUUYeCcKoe HaOJIoIeHUE MeINaTPOM, HEBPOIIATOIOTOM,
JIMETOJIOTOM, TEHETUKOM).

Ananus KX B moarpynmax ¢ pa3HbIMM CPOKaMM Hadaja
JIEYCHUST OTNpEeNe/nl TEHACHIMIO K 0oyiee BHICOKOMY YpPOB-
Hio nokasatesieit KX y 60bHBIX, Y KOTOPBIX JIe4eHUe ObLIO
HayvaTto 0 3 MeC XU3HH, MPU 3TOM CTATUCTUUYECKUE Pa3jiM-
yusi ObLIM OYeHb 3HaYMMBI 1Mo rokasareaio CO (p <0,010)
n 3HauMMbl 1o mokaszaremo DI (p <0,050). Hecmorps
Ha paHHME CPOKM JICYCHMsI, Y JAHHOI TPYIIIbl MAlUEHTOB
COXPaHSUIMCh CTATUCTUYECKHU 3HaYuMble pasinuuus (p <0,050)
OTHOCUTENIbHO 310poBbIX neteit. CpaBHenue K2K B rpym-
nax 6osbHbIx OKY ¢ pasHbIMU cpoKaMu Hayvajia JIeYeHUs
MpecTaBIeHo Ha puc. 2.

KoppesiiimoHHbIN aHaIU3 MO3BOJIMI YyCTAHOBUThL 00paT-
HYIO 3aBUCUMOCTb [TapaMeTPOB MCUXOCOIMATBLHOTO 310POBbSI
(CD u @) or cpoka Hayaja JIeYeHHUsSI. YCTaHOBJIEHO, YTO
yeM To3xe ObUTO HAavyaTo JIeUeHHUe, TeM HYKe ObUIM ToKa3are-
mu CO u OII y gereit ¢ DKY. KoabduiireHT Koppeasimm
Cnupmena cocraBui = -0,336 (p <0,001) misa counaabHOTO
ur=-0,251 (p <0,050) — masa poseBoro (GPyHKIIMOHUPOBAHUST
B JETCKOM caiy / ILIKoje. YCTaHOBJIeHa ciabas (yHKIIMO-
HaJIbHasI CBsI3b MEXy BozpacToM nanueHTa u M1LI: yem crap-
mre obi1 mauueHT ¢ MKY, TeM HUXe oKa3aluch MOKa3aTen
€ro ajamnTalMd B JIETCKOM 00pa3oBaTeIbHOM YYpeKIeHUU
(r=-0,205; p <0,050).

Taxkum 06pa3om, B mpoliecce UCCAeT0BaHUsI MaKCUMallb-
HO 3HauMMasi Koppessiuusi Obula oOHapyxeHa mexay CO
U CPOKOM Hayaja JIeYeHMsl, Takxe ObLIM HalJeHbl clia-
oble yHKIMOHaNbHbBIe cBsi3u PIII ¢ Bo3pacToM MalMeHTOB
Y CPOKOM Hauajia JIeUeHUsl.

[Ipu cpaBHeHun KK OGoNbHBIX B 3aBUCMMOCTH OT pe-
ruoHa npoxusanust (L1O, KOO, YO u [10) Gbun Haiine-
HBl CTaTMCTUYECKU 3HAaYMMble pasiuuus. Tak, rmokasaTean
DD (73 6amna), DD (60 6amios), CO (60 GauoB) u Ob
(62,5 6amna) y 6onbHbIX YO OBUIM HUXKE MO CPaBHEHUIO
¢ takoBbiMHK y TiatieHToB 1O (87, 65, 70, 76 GasuioB, COOTBET-
cTBeHHO). [1pu 3TOM BeposiTHOCTD ook mist DD, DD, Ob
cocraBuia p <0,050, wis CO — p <0,001. Y nanuenros ¢ DKY
u3 [10 ormeueHo cHmxkeHue @D (73 6anna) B CpaBHEHUH C Ta-
meHtamu u3 LLO (p <0,050). D10 MOXET OBITH OOBSICHEHO TEM,
4TO JIeueHue pecrionneHToB 13 YO u [10 6but0 HauaTo B GoJiee
MO3HUE CPOKMU IO CpaBHEHMIO C pecrioHaeHTamu u3 L1O,
a TaKXKe MaJIOYMCIIEHHOCTBIO BHIOGOPKU M3 OTIAEIbHBIX OKPYTOB.

BaxxHO OTMETUTb, YTO CPOKM Hayaja JIeYeHMsI 3aBUCIT
HE TOJIbKO OT CBOEBPEMEHHO IMPOBEIEHHOTO0 HEOHATAbHO-
ro CKpMHMHTA, HO BO MHOTOM — OT BpPEeMEHM COOOIIe-
HUsI U Pa3bsICHEHMsI €ro pe3ybTaTOB POIAMTENSIM, a TaKXKe
BO3MOXKHOCTH CEMbM aleKBATHO BOCIPHUHSITH IMOJYYEHHYIO
nHbopMmalMio 0 3abosieBaHUM pebeHKa, OBICTPO SIBUTHCS
K Bpayy JUIsl TOBTOPHOTO TECTUPOBAHUSI U CBOEBPEMEHHO Ha-
yarth JieueHue. Hepeako MMEHHO ynajJeHHOCTh HAaCeJIeHHOTO
IyHKTa OT MEANKO-TEHEeTUYECKOTO IEHTPa, HEeIOCTaTOYHAs
MHGOPMUPOBAHHOCTb CEMbU 3aTPYAHSIIOT HEMOCPEICTBEH-
HbIl KOHTaKT poauTesieil 6OJbHOTO ¢ BpayoM, UTO SIBJISIETCS
MPUUYMHOM GoJiee MO3AHEero Havyaia JUeTOTeparuu, a B 1ajib-
HelileM — 0oJiee HU3KOTO MCUXOCOIMATBHOTO U (hr3ndecKo-
TO 30POBbSI.

AHaIM3 aHKET pOJUTeNIeii He BBISIBUJI CTATUCTUYECKU 3HA-
YUMBIX Pa3JINYUil C OTBETAMU UX JETEH, YTO CBUIETEIbCTBYET
00 afeKBaTHOM OLICHKE POAUTENISIMU (DU3NYECKOTIO U TMICUXO0-
SMOIIMOHATLHOTO COCTOSTHUSI CBOMX JleTeil. MeXmy rpyrmaMu
pomuteneit nereit ¢ ®KY u 310poBbIX [ieTeil CTAaTUCTUIECKU
3HAYMMbIC Pa3INIKs UMEJTM MECTO 10 BceM rokaszaTessiM KoK
(Tabn. 4).

AHanu3 pernoHajabHbIX ocobeHHocTeit KK mo pesyibra-
TaM aHaJM3a aHkeT poauteseit 6oabHbIX OKY monrBepmmt
camxkeHnne CO (p <0,050) u @I (p <0,050) dyHkIIMOHUPO-
BaHUs y maureHToB YO 10 cpaBHEHUIO ¢ 60JbHBIMU 13 11O,
a TakXe TMPOJEMOHCTPUPOBAN 0Oojiee HU3KOE COIMATbHOE
dyukumonuposanue (p <0,050) neteit ¢ ®KY YO 1o cpas-
Henuto ¢ FOO. Paznuuust mo P u CD 6bUIM CTATUCTUUECKHT
He 3HaunMBblI (p >0,050).

TakuMm 06pa3oM, OlleHKa PETMOHABHBIX Pa3INdMii, Oc-
HOBaHHAsl Ha JIaHHBIX, TIOJYYEHHBIX TMPU OIpOCe Iap IeTH
¢ ®KY — ux poauresu, MOJHOCTbIO COBMajia B OTHOILIEHUU
camkennss CO y nanuentoB YO 10 CpaBHEHHIO C IalMEH-
tamu u3 LO.

Oocyxnenne

O1eHKa TCUX03MOIMOHaNbHOro cratyca u KoK 601b-
Hbeix DOKY pasjinuHbIX BO3PAaCTHBIX TPYI MPOBOAMIACH
MHOTMMHU aBTOPAaMM C MCIOJb30BaHUEM DPAa3TUYHBIX WH-
CTPYMEHTOB: OTMPOCHUKOB, TMpeIHa3HAYEHHBIX IJIs1 OOJb-
HBIX XPOHUYECKUMU 3a00JIeBAHUSIMU, aHKET AN OLEHKH
MOBEICHYECKMX PeakKIuii, pa3IuyHbIX Moaudukauuii 1Q-
TecTa U IIp.

B 2000 r. rpynma HeMeUKHUX YYeHBbIX OIyOJMKoBaia
pe3ynbrathl obciemoBanust 42 GonbHbIx DKV B Bo3pac-
Te 10—18 sneT, CBOeBpeMEHHO U JIMTEJbHO MPOXOAUBIINX
JIUETOTEPAINIO C LEIbIO OMPEAETUTh, SBISIOTCS JIU 3MOLIU-
OHaJIbHbIE U TOBeAEHYECKHE MpoOaeMbl crielndrUuecKuMmu
st naureHToB ¢ MKV, 1 3aBUCST JIM OHUM OT MOrPEIIHOCTE R
nueTbl 1 conepxkaHust @A B kposu [8]. CpaBHEHME MTPOBO-
UM C TPYINOiI OOJBHBIX caXapHbIM JUA0ETOM U TPyMHIoi
3[I0pOBBIX eTeil. B mpolecce nccienoBaHusi He ObUIO yCTa-
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Puc. 2. CpaBHeHUe KadyecTBa XKM3HU OOJBHBIX C PA3HBIMU CPOKaMU
JledeHust: paHHee JedeHue (1), mosnHee sedeHue (2).

Tpumeuanue. DD — busuyeckoe GyHKmoHuposanme, P — smo-
uroHaabHoe pyHkimonuposanue, CO — counanbHoe GYHKIIMOHU-
posanue, PII — GyHKIIMOHUPOBAHKE B IIIKOJIE / IETCKOM Cay, WiIn
poneBoe dbyHkMoHupoBaHue, Ob — obwuit H6an.
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Taﬁ.lmua 4. CpaBHeHI/Ie KauecTBa XXU3HU JIeTel ¢ CbeHVII[KCTOHypVIeﬂ " X 300POBBIX CBEPCTHUKOB B COOTBETCTBUU C OTBETAMU UX pOLlI/ITCJTCﬁ

AcneKTbl Ka4ecTBa Menuana, Pomurenu aereit ¢ ®KY | Pogurenn 310poBbIX aAeTeit BeposiTHOCTD OIIHOKH
KU3HH TPOLEHTIIN (n =64) (n=64) p

Me 75,0 84,0

[olo} 25 63,5 68,0 <0,050
75 87,0 93,0
Me 60,0 70,0

20 25 52,5 60,0 <0,010
75 70,0 80,0
Me 70,0 80,0

co 25 50,0 67,5 <0,010
75 85,0 90,0
Me 55,0 65,0

DI 25 45,0 55,0 <0,010
75 65,0 75,0
Me 67,9 73,0

Ob 25 58,7 66,5 <0,010
75 77,7 83,0

HOBJICHO Pa3IMYMil 1O CTENEHN BBIPaKEHHOCTU U3MEHEHUIA
U B CTPYKTYPE TICUXOJIOTUIECKOTO CTaTyCa MEXIY OOTbHBIMU
®OKY u naumeHtamu ¢ caxapHbiM auabetoMm. OgHAaKO OT-
Meyaiiach pa3HHWIa B YKa3aHHBIX MMOKAa3aTeNsIX Y 3A0POBBIX
pecrnoHaeHToB u 0oabHbIX Kak PKY, Tak m caxapHbIM
nuabetoM. He ObUTO OOHApy:XKeHO M B3aMMOCBSI3U MEXIY
TICUXOJIOTMYECKUMU XapaKTepUCTUKaAMU, OMOXUMUYECKUM
KOHTpoJieM, Tmoka3zaTteassmu [Q, a Takxke ColMaibHO-3KO-
HOMUYECKMM CTaTyCOM OINpPOIICHHBIX mainueHToB ¢ OKYVY.
ABTODBI MPUIILIN K BBIBOAY O TOM, 4TO 60s1bHBIE ¢ DKY nme-
0T MOBBILIEHHBIA PUCK TMCUXOCOLUMAIBHOM Ae3ananTallu,
HO HEe YCTaHOBMJIM CBSI3U CO crieluduKoil 3adosaeBaHus,
MOBBILIEHHBIM YPOBHEM (peHualaHnHa, a AJIS TOJOXU-
TeJbHOM MepCcreKTUBbl pa3putus aereir ¢ ®KY npemnoxu-
JI1 00s13aTeJIbHOE OKa3aHUE TMCHUXOJOTMYECKON MOAIEPXKKHU
HX CEMbSIM.

B uccnenosanuu 2008 r. E. Simon u coasr. [13], ucnonb-
3yst onpocHuK Profile of Quality of Life in the Chronically
Il (PLC), noxka3anu, uyto mauueHTsl ¢ MKY B Bospacte
17—34 ner v pecrnoHAEHTHl C APYTMMU XPOHUYECKUMM 3a-
0oJIeBAaHUSMU HE MMEIW 3HauyuTelbHbIX pazauuuii B KOK.
Y 6onbHBIX DKY npociexunBanach TeHACHIIUS K 00jee o3~
HeMy (OPMUPOBAHUIO B3POCIBIX COIMATBHBIX OTHOILIECHUIA
u GoJiee JTUTENIbHOM 3aBUCUMOCTH OT POAMTEIEH.

B ynusepcutere . BunbHioca B 2002 r. mpoBOAKIM OMPOC
45 nereit ¢ ®KY B Bo3pacte oT 2 10 14 jieT U UX pOAMTENEiA,
pe3yJIbTaThl KOTOPOTO TOKA3alu, YTO B MOIPOCTKOBOM BO3-
pacte netu ¢ OKY uMenu 3HaAYUTETBHO OOJIBIIE TICUXOJIO-
TMYECKUX TpobjeM, YeM B MIIaiiieM Bo3pacTe. Pazmmuums
B TICUXO3MOIIMOHAJILHOM CTaTyce ObLIM BBISIBICHBI TaKXkKe
MPU CpaBHEHUM OTBETOB MOAPOCTKOB ¢ DKY 1 mx 3mopoBbIx
CBEPCTHUKOB [14].

A.E. Ten Hoedt u coasr. B 2011 r. mpoBesiu UccienoBaHUE
KK ponutesneit 60IbHBIX MeTei ¢ pa3TUIHBIMUA HACTEICTBEH-
HBIMU METabOJIMYEeCKUMU HapylieHUussMU. BbIlo TokasaHo,
yto BocnuTaHue pebeHka ¢ MKY wmnm ramakrosemueit He
OKa3bIBaJI0O 3HAUYUTEJIBHOTO YIIepOa TMCUXOJIOTUIECKOMY CO-
CTOSIHUIO POAUTENICil M ObUIO COMOCTABUMO C MOKa3aTes MU
K2K pomnureneit 3mopoBbix nereii. B cembsix, e netu crpana-
JIA IPYTUMU METabOIMIeCKUMY HAPYIIEHUSIMU (JTU30COMHBIE
00JIe3HN, MUTOXOHAPUATbHAS TTATOJIOTHUS U [IP.), TIOKA3aTeIn
KK pomuteneii 6butn Huke [15].

Pesynbratel JTaHHOTO MCCIEAOBAHUST CBUIETEIbCTBYIOT
O CTaTUCTUYECKU 3HAYUMOM CHUXKEHUU BCeX ToKasaTeleil
KK y 6ompHbix ¢ PKY 10 CpaBHEHHMIO CO 3I0POBBIMU
NETbMMU.

OTmeuaeTcs afeKBaTHOCTh OLIEHKU POIUTENISIMU COCTOSI-
HUST CBOUX JIETEI, UTO YKa3bIBaeT HA TECHYIO B3aMMO3aBUCH-
MOCTb JIETE U POAUTEINIEI, KOTOpasi ClIOCOOCTBYET XOPOIIEMY
KOHTPOJIMPOBAHUIO TIPOLIECCa JICYEHUS] W Pa3BUTHUS JETeid,
C OIHOI CTOpPOHBI, U (HOPMUPYET OoJiee NIUTETbHYIO 3aBU-
CUMOCTbH JIeTeli OT CBOMX pommTesieii — ¢ npyroil. B cioydae
¢ 6ospHbIMU PKY 3TO MOXHO pacueHUBAaTh KakK IMOJOXKM-
TeJbHbIN (akTop ISl TOAAepXaHus Oojiee IIUTETbHOTO
YIOBJIETBOPUTEIBHOTO KOMITJIaeHCAa.

VY GoapHbix PKY He ycTaHOBIEHO pa3inyuil B MOKa-
zarensix KXK B 3aBUcMMOCTH OT mosia pebeHKa, a TaKxke OT
conepxaHus (heHUJIalaHMHA B CIBOPOTKE KPOBU 0 Hayaja
JIMETOTepanuu U NpUBEPXKEHHOCTH JieueH10. BoaMoxHo, 310
CBSI3aHO C T€M, YTO B MOArpymmnax OOJbHBIX C Pa3TUYHBIMU
CpOKaMM Hayaja AUMeTOTepanuy MPUCYTCTBOBAIM MALIUEHTHI
KaK C Y/I0BJIETBOPUTEIbHBIM, TaK U C HEYIOBJIETBOPUTEIbHBIM
KOMILIAeHCOM.

JleTtanbHblil aHaAM3 IO3BOJMJI YCTAHOBUTh WM3MEHeE-
HUs, npoucxoasiue B rpymnrme 6onbHbIX DKY o Mepe nx
B3pociieHus. Tak, y OIIKOJbHUKOB OTMeYall U3BMEHEHUS,
CBsI3aHHBbIE ¢ (DU3MYECKMM M 3MOILIMOHAIbHBIM (BYHKIIMO-
HUPOBAaHUEM, B TO BpeMsl KaK B TPyIIe MJIaAIINX IIKOIb-
HUKOB M MOAPOCTKOB obiee cHuxeHue KK ycyryoss-
JIOCh yXYAIIEHWEM ToKa3aTelJieil COIMalbHOTO U POJIEBOTO
(GYHKIIMOHUPOBaHUs. YKa3aHHas TUHAMHKa MOXET OBbITh
BbI3BaHA HapacTaHWEM XPOHMYECKOTO CTpecca BCIIEICTBHE
YBEJIMYEHUST YMCTBEHHOI, (GU3UUECKON 1 IMOIIMOHAIbHOMI
Harpy3KHu.

YcraHosieHa ctatuctniyecku 3Haunmas (p <0,050) pas-
HUIA TTOKa3aTeJieil COLMAaIbHOTO M POJIEBOrO (PYHKIIMOHU-
poBanus y 601bHBIX DKY B 3aBUCMMOCTH OT CpoKa Hayajia
JICYEHUS: TPYU paHHEM Hayajie JMETOTeparuu TaHHbIe TOo-
kazatequ KK Obuin Bbimie. Ilpu aToM uist coumaibHOTO
ynkunonupoBaHust K03 OULMEHT KOPpeNsILUU OKa3aJicst
MaKCUMaJTbHO 3HAUUMBIM.

CpaBuenue otBetoB Aeteil ¢ ®KY 3 pa3IMuHBIX peru-
oHOB P® 1M03BOIWIO YCTAHOBUTH CTATUCTMUECKU 3HAUYMMOE
(p <0,050) cHmxeHUe TOKaszaTeseil pu3uueckoro (yHKIU-
oHupoBaHUs OonbHBIX U3 [1O M mokazaTteneit CoOlMaIbHO-
ro, poyieBoro m usndeckoro (yHKIIMOHUPOBAHUS TallU-
eHTOoB YO 10 CpaBHEHMIO C TaKOBHIMU Yy 00JbHBIX U3 11O,
4YTO, BEPOSITHO, CBSI3aHO € 0oJiee TIO3MHUM HavyaJoM JICUeHUS
Y MAIIMEHTOB U3 BhIIIEYKA3aHHBIX PETUOHOB. [ TTOTydeHUST
Oosiee yOeAUTETbHBIX JAHHBIX TT0 PETMOHATBHBIM PA3IMUUsIM
KK 6ompubix DKY 1emecoobpa3Ho yBeIUnINTh YUCIIO YIaCT-
HUKOB MCCIIEIOBaHUSI.
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3akjoyenue

PesynbTarhl McciaenoBaHus ellle pa3 MOATBEPXKAAIT He-
obxomuMocTh paHHero BoissBiieHHsI PKY 1 cBoeBpeMeHHOTO
HayvaJia aJieKBaTHOTO TUETUUYECKOTO JIeYeHUsI. DTO BOZMOXKHO
Mpy CTAOMJILHOM TIPOBEICHUM HEOHATAJIBHOTO CKPUHWHTA
U obecrie4eHUn OOJIBHBIX CIHEIUATN3UPOBAHHBIMU TIPOIYK-
TaMU Ha OCHOBE aMUHOKUCIIOT 6e3 (heHWIalaHWHaA, OKa3a-
HUM CBOEBPEMEHHON HHMOPMAIIMOHHOW M KOHCYJbTallM-
OHHOW TIOMOILM POIUTENISIM OOJIbHBIX feTeil. OueHb BaXXHO
M B JaJibHEMIIeM OCYIIECTBISATh aleKBaTHYIO TCHUXOJOTHYe-
CKYIO TIOMIEPXKKY U COIPOBOXICHME ceMeil 60ibHBIX DKY
C LIEJIbIO OKa3aHMsI UM CBOEBPEMEHHOI MOMOIIIM B BOTIPOCAX
JIMETOTEpaIiy, OPraHU3aLMK YIOBIETBOPUTEILHOTO KOMILIA-
eHca, MHTeJUIEKTYyaJIbHOTO Pa3BUTHUSI U BOCIIUTAHUSI IETE, UX
COLIMAJIbHOM aanTauu 1 npodeccuoHaIbHON OpUeHTAIIUY.

Konduukr unrepecon

ABTOpBI JaHHOW CTAaTbU IOATBEPAUIM OTCYTCTBHE (hU-
HAHCOBOW MOMIEPKKKN / KOH(MINKTa UHTEPECOB, O KOTOPHIX
HEeOOXOIMMO COOOIIUTD.

B]:lpa)l(el-ll/le NPU3HATECJIbHOCTH

ABTOpBI OJ1arOIApST 3a COTPYAHUYECTBO PYKOBOAMTENEH
W Bpayeil TOPOICKMX M PETMOHATBHBIX MEIMKO-TeHETUYECKUX
ciyx0: E.B. [lenucenkosy, JI.U. Ky3neuosy, M.B. Cteipuny (Mo-
ckBa), H.K. Kamnycruny (Bpstack), H.W. Kononenko (Kypck),
B.I1. ®enoroBa (Boponex), C.A. Marynesuu, T.A. T'omixuHy
(Kpacnonap), H.B. Huxuruny, E.}O. TuynoBy (ExatepunOypr),
W.I1. Andeposy (Yensiourck), A.K. Mapmanosy (Ya).
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