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[1epBbIit OMbIT NPUMEHEHIS NEPUTOHEANbHOrO Anannaa y feten

B Pecnybnuke KasaxcraH

AnmbiHoea B.X., XeaH M.A., bambiw M.B.

HayuoHanbHbIl Hay4YHbIl yeHmp MmamepuHcmea u demcmea, AcmaHa, Kazaxcmax

BBeaeHue. lMNeputoHeanbHbin aunanus (M) ocrtaercs
METOZOM BbiOOpa 3aMeCTUTE/IbHOW MOYEYHON Tepanuu y
HOBOPOX/AEHHbIX U LeTeN paHHEero Bo3pacTa.

C nekabps 2009 r. mbl Bnepsblie nposenn M4 y 19
neten. VI3 HUX 2 HOBOPOXAEHHbIX B BO3pacTe 5-6 cyTok
C OCTPOM mnovyeyHol HepoctaToyHocTbio (OMH) nocne
KapAMOXMUPYPruyeckoro BMewaTenbCTsa, 2 geten 5-6
mecsaues ¢ OMNMH Ha doHe TAXeNnoW LeCTPYKTUBHOW MHeB-
MOHWM C MHEBMOTOPAKCOM, 3 AeTel C 3 MeCsYyHoro Bo3-
pacTa C BPOXAEHHOW runonnasuen novyek ¢ UCXO40M B
TEPMUHANbHYI0 XPOHMUYECKYIO MOYEYHYH0 HEA0CTAaTOUHOCTb
(TXMH), 3 peTen 5 MecALEB C reMOUTUKO-YPEMUYECKUM
cuHapomom (FYC) Ha oHe OCTpoii KMLEeYHON UHDeKL MK,
ocnioxHeHHbIM OlMH, 3 petent ¢ TXIMNH - nepeBeneHsbl ¢
remogunanunsa. B Teuenne 7 mecaues nonyyaet MAIJ pe-
6eHOK 12 NIeT C MCMXUYECKON 1 YMCTBEHHOW OTCTANIOCThIO
(amarHos F72).

Y BCex peTen 6bIIo TAXKENoe COCToAHMe, 0bycnoB-
NleHHOEe MpPOrpeccMpoBaHMeM OCHOBHOro 3abosieBaHuA C
pa3BUTMEM MOYEYHOW HELOCTATOYHOCTU, a B HEKOTOPbIX
Clyyaax - CMHAPOMA MOAMOPraHHOM HeAO0CTaTOYHOCTH
(CMOH).

Katetep ana MO tuna «TeHkxodd» yCTaHaBAMBANCA
nanapatomuyeckum nytem. Mpu OMNH MJ nposoaunca
PY4HbIM CMOCOBOM Cpasy Noc/ie yCTaHOBKM KaTeTepa C
MCNOJIb30BAHMEM AMANU3HbIX PACTBOPOB hpMbl «Baxter»
«du3moHun 40» c pa3Hoii 0OCMONAPHOCTLIO. YacToTa obme-
HOB B CpeaHeM cocTaBuia 1 obMeH B Yac, c 0bbeMoM 3a-
nuea 20-30 mn/kr. MNpu BblpaXeHHOM OTEYHOM CUHAPOME
M4 HaYMHanca C UCNONb30BAHWA PACTBOPOB, COAEPKALLNX
2,27% rnoko3y. o nokasaHuam B AMANNU3HbIA PacTBOP
BBOAMACA renapuH u3 pacyeta 500 E Ha 1 n pactsopa.
MpoponxutensHocTb N/l coctasnsna ot 1 go 15 cytok npu
OrMH. B 100% cnyyaeB auype3 BoccTaHoBuaca Ha 10-13-e
CYTKM OT Havana MMA.

4 peten C TEPMUHANBHON CTaguen XPOHMYECKOW

60M1e3HM NOYEK MO/MYYaloT aBTOMATU3NPOBAHHbI Nepu-
TOHeanbHbI ananu3 goma (annapat «Home Choice Pro»
dhupmbl «Baxter»). ApekaTHocTb [ paccumTbiBanach ¢
YYETOM pe3npyanbHOl (GyHKLMU MOYeK C KINPEHCOM MO
moueBuHe (Kt/V) Bbiwe 1,7 N KAMPEHCOM KpeaTUHMHA
Bbile 60 n/Hen /1,73 M2, ALeKBaTHOCTb Ananu3sa, PET-TecT
NPOBOAUNNCH C UHTEPBANIOM B 1 MecsL,, C UCMNO/b30BAHMEM
nporpammsbl «Adequest». Ha goHe neyeHus y 3Tux geten
CHM3MAACh NOTPEBOHOCTb B 3PUTPOMO3ITUHE U aHTUIUNEP-
TEH3MBHbIX NpenapaTax. B ogHOM cnyyae yepes 3 mecaua
oT Hayana MNA-neyeHns 6bI10 OTMEYEHO YyNydLIeHMe OCTa-
TOYHOW (DYHKLMM NOYEK.

OTMevanuch cnepyrolLne OCN0XKHEHUS:

- 1 cnyyait NepuMTOHMTA, YTO CBA3AHO C HapyLleHUEeM
npaBua acenTUKN U OTCYTCTBMEM A,0CTATOYHOrO OMbiTa Y
CpefHero MeAuLMHCKOro NepcoHana;

- 1 cnyyan nepmkaTeTePHOro NoOATEKAHNA AMANIM3HOMO
pacTBopa, YTO HbINO CBA3AHO C MOBbILIEHNEM BHYTPUOpPIOLL-
HOro AaBneHus Ha (oHe BbipakeHHOro MeTeopu3ma U
yBenYeHns obvema 3anmea 4o 30 MJI/Kr Ha 2-e CyTKM OT
YCTaHOBKM KaTeTepa (YMeHbWMWIM 06beM 3a/1MBa Ha Hepe-
N0, 3aTeM BHOBb 0Benn 06beM a0 30 Ma/Kr).

BbiBOAbI

1. NMepuToHeanbHbIN AMaANU3 ABNAETCA METOLOM Bbl-
6opa, a y HOBOPOXAEHHbIX U [eTEN paHHero Bo3pacTta
- €4WNHCTBEHHbIM MeTOLOM 3aMeCTUTEeNbHOW MOYeYyHOM
Tepanuu.

2. na npounakTMKM NepukaTeTepHOro NOATEKAHUS
[Manu3ara 1 naxoBblX FPbiX LLese00bpa3Ho orpaHMynBaTh
0bbeM Anann3HOro pacteopa B nepeble CyTku 20 MA/Kr, C
nocTerneHHbIM yBesindyeHnem ero go 40 Ma/Kr.

3. 3a11B AMANM3NPYIOLLMX PACTBOPOB MOXHO HAYMHATb
Cpa3y nocsie YCTAHOBKM NEPUTOHeaNbHOro KaTeTepa, yTo
npefoTBpaTUT 0bpa3oBaHNe CrycTKOB, HapyleHWe Ape-
HaXXHOM yHKLMK, yckopuT shdekT MA.

[epBbIi OMbIT Pa3BUTUS MPOrpaMMbI TPAHCNaHTaLuy Noykv aeTam B Pecnybrnke

benapych

Batixo C.B.", Cykano A.B.", Kanayuk 0.B.%, y6poe B.U.°

" Pecny6nukaHckuli yeHmp demckoli Heghposio2uu u novyeyHoli 3amecmumeribHOU mepanuu;

2 PHIIL mpaHcnnaHmauyuu op2aHoe U mkaHeu;

} Pecny6nukaHckull yeHmp demckoll yponoauu, MuHck, Benapyck

Lleniblo HACTOALLErO UCC/IeL0BAHNA BbINO OLLEHUTL pe-
3y/nbTaThl TPAHCMAAHTALMM nodku (Tx) aeTam B Pecnybnuke
benapych C MOMeHTa Hauyana WX NPOBEAEHUA B CTpaHe
(1997 r.).

MpoBefeH PeTPOCNEKTUBHbIA aHaIN3 UCTOPUIA Bone3HN
50 feTel, TPAHCMNAHTUPOBAHHbIX 32 2 NePUOAA BPEMEHU:

1-1 nepuog - 1997-04.2009 r. n 2- nepwuog, - 04.2009
(CTapT HaLMOHaNbHOW NpOrpaMMbl Pa3BUTMA TPAHCMIAH-
Tauuu novku getam) - 07.2011 r. NMosTopHas onepauus
Tpebosanach 2 mauueHtam. Jo 04.2009 r. BLIMONHEHO
17 nepecanok noyek, M3 HUX ToNbKo 9 (CpeaHuin Bo3pacT
neten 15,2 = 1,08 roaga: 13,67-16,33) 8 benapycu u 8 3a
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VI koHcheperums PLO

rpaHuuen: 7 B Mockse u 1 B bensrum. C 04.2009 r. npo-
BeAeHO 35 onepauun (cpeaHun Bo3pact 13,4 + 3,5 roaa:
5,83-17,75), n3 HUX ofHA 3a rpaHuuen. 3a 1-1n nepuop,
POACTBEHHbIE TPAHCMIAHTALMMW BbINOHANMUCH B 5,9% cny-
yaes, 3a 2-1 nepuog - B 14,3%.

MpuYnHbI pa3BUTUS TEPMUHANIBHOW XPOHUYECKON NO-
yeyHoi HepoctaToyHocTn (TXIH) y TpaHcnAaHTMpPOBaH-
HbIX AeTen (2-1 nepuod) bbiav cneayolme: runonaasus,
ANCNAa3uns Nnoyek n nHbpasesnkanbHas 06CTPyKLMS C -
ApoHedpo3om no 17,1% cnyyaes, HePOreHHbIA MOYEBO
ny3bipb Ha OHe spina bifida n xp. rnomepynoHedput no
14,3%, HecbpoHODTU3 daHKOHM Y 8,6% 6OMbHBLIX, MO 5,7%
NPUXOAMNAO0CH HA NOJINKMCTO3 NOoYeK, CUHAPOM «C/IMBOBOIO
XMBOTa», kKak ucxog OIMH, MMP 3-4-i1 CT. N Ha HeyTo4Y-
HeHHyto XITH.

M3 35 naumeHTOB, TpaHCNNaHTUPOBaHHbIX € 04.2009
no 07.2011 r., 22 nonyyanu neyeHne nepuToOHeasbHbIM
ananusom (NA) n 12 - remogmanusom (FA), 1 ucnonb3osan
W TOT 1 Apyron meToa, a Ao 04.2009 r. Tonbkoy 2 n3 17
neten ucnons3osanca N4 ao Tx.

LNnTenbHOCTb OXMAAHWA MOYEYHOrOo TpaHCMNaHTaTa
C MOMEHTA Hayana nporpammsl coctasuna 2,88 + 1,48
roga Ana poacTBeHHbIX Tx (pTx) n 1,26 = 1,33 r. ans
TPYynHbIX TX (TTX). 33,3% peunnmeHToB TPYNHOro TPpaHC-
naaHTaTa OXuaanu ero MeHee 3 mec., 26,7% - 4-12 mec.,
13,3% - 1-2 ropa n 26,7% - bonee 2 net. Noabop opraHa
NPOBOAUNCA C UCNOMb30BAHWEM TUMUPOBAHMS Mo | knac-
cy HLA-aHTureHoB (A n B) ans peunnueHToB TTX 1 no 2
knaccam HLA (A, B, Dr) ans pTx. KonuyecTso Mucc-maTyei
(HecoBmazeHun) B nepsom cayyae 6oino 3,6 + 0,6, BO
BTOpoMm - 2,4 + 0,9.

C04.2009 r. oTcnexumsancs pag LONOSHUTENbHbIX Na-
PaMeTPOB: BO3PACT TPYMHbIX AOHOPOB, KOTOPbIN COCTABUA
30,9 = 11 net, n xuBbix - 38,6 + 9,8; npnunHa cmepTM
Mo3ra y AoHopoB TTx - YMT B 85,2% cnyyaes, ocTtpoe
HapylleHne MO3roBOro KPOBOOOPALLEHUS U aHEBPU3MbI
no 7,4%. AnuTenbHOCTb onepauun no nepecagke ToNbKo
noyku coctasmna 2,95 + 0,38 4, ecin npoBoOAUNNCE A0-
NONMHUTENbHblE BMELIATENbCTBA, 3TO BPeMs YAJAUHSNOCH
no 3,84 + 0,98 u (p < 0,005). Takue BMelaTeNbCTBA
Tpebosanuch B 57,1% cnyyaes (ynaneHue MNJ-kaTetepa,
HedpaKTOMUA, HOPMUPOBAHME ANNEHANKOBE3NKONINO-
CTOMbI N0 MuTpodaHoBy 1 Ap.). Bpemsa XxonoLoBon nweMuu
npn TTx - 10,4 + 3,94y m pTx-3,7 £ 1,54. Y 15 u3 35
JeTell noyka MMNAAHTUPOBANACh B OPIOWHY MOMOCTb.
Y 17,64% 60onbHbIX OTMeYanacb OTCpoYeHHaa YHKLMS
TpaHcnnaHTata, y 5,9% - nepBuyHO He hyHKLMOHMPYIOLLUIA
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(TpeboBaBLWMIA B NOCNEAYIOLLEM YaANEHUS).

I PeKTUBHOCTb NOCIEONEPALNOHHOMO BeAeHUS OLe-
HWBaNacCh MO AMHAMUKE YPOBHEN KPeaTUHMHA, KOTOPbIN CO-
CTaBAAN NP BIMUCKE Y leTeN C MepBOHaYaIbHO HOPMasb-
HOM (hyHKLMeN TpaHcnaHTaTta 70,9 + 21,1 MKMONb/A npu
TTx n 73,4 £ 17,5 npu pTx, a npu oTCpoyeHHow - 145,7
+ 50,9; vepe3 3 mecaua 72,1 = 14,5, 73,4 + 34,2, 129,7
+ 12,1; yepe3 6 mec. 72,5 + 22, 73,8 + 20,7, 122,8 +
14,2;4yepe3 1 rog 70,2 + 14,7,78,5+18,3,127,2 + 21,5
nyepes 1,5r. 77,4 +5,2,77,0 £ 17,8, 126 MKMOAb/A.

Y Bcex geten ¢ 2009 r. Mcnonb3oBancs e4nHbIN Npo-
TOKOJ MMMYHOCYNPECCUBHON Tepanuu, BKAOYABLINIA B
ceba rIOKOKOPTMKOCTEPOUAbI, HauMHaa ¢ 60 Mr/m? no
npeaHn3onoHy B D1 ¢ nocteneHHbIM CHMXeHnem go 10
Mr/m? yepes AeHb k D90 1 MonHoW OTMEHOI K roay; Ta-
kponumyc (nporpad), HaumHas ¢ 0,3 Mr/kr/cyT ¢ nocne-
LYIOLLEeN KOPPEKTUPOBKOW [,03bl MO €ro YPOBHIO B KPOBU;
ModeTuna Mukoderonat (cenncent) no 600 mr/m?/cyr,
KpoMe TOro, BCeM nawMeHTam NpoBOAMNack MHAYKLMOHHASA
Tepanus nHrubutopamu peuentopos UJ1-2 paknnsymabom
(3eHanakcom -y 21 pebeHka) u 6azunukcumabom (cumy-
nekToM -y 14). MpoTNBOrpMOKOBYIO U NPOTUBOBUPYCHYIO
NpoMUNAKTUKY NOYYMSIN BCE MALMEHTHI.

Pe3ynbTaThl TPAHCMAAHTALMM MOYKM Y LeTen 3HAYU-
TENbHO Y/TYUYLUANCh C PA3BUTUEM NPOrPaMMbl 3TOW CYKObI:
BbI)KVMBAEMOCTb MaLMEHTOB B 1-M mepuoje CocTaBasna
66,7%, B0 2-M - 100%; noTeps TpaHCMNAHTaTa B PAHHU
nocneonepaumoHHbid nepuog fo 04.2009 r. - B 44,4%
(2 cnyyas oTTopxeHMa u 2 Tpombo3a apTepun TpaHC-
nnaHTara), nocne 04.2009 - B 5,7% (1 cnyyan paspbiBa
Kancynbl TpaHcniaHTata 6e3 Npu3HAKOB OTTOPXKEHUS W
1 Tpomb03 noueyHoi BeHbl) (p < 0,05). B TeyeHne 2-ro
nepuoga 94,3% nawuueHTOB BbIMMUCAHblI U3 CTaLMOHapa C
(YHKUMOHUPYIOLWMM TpaHCMaHTaToOM 6e3 cnydyaes ero
noTepu 3a NocneayoLnin nepuoa HabnwaeHus.

KntoyeBbIMU MOMEHTAMM B ALOCTUKEHWUW TAKUX PE3Yb—
TATOB CTA/IN NOC/I€,0BaTE/bHbIE LIArW, TaKWNe KaK BHECEHWE
ponosnHeHui B 3akoH Pecnybnuku benapyck «O TpaHcnnaH-
TauMM OpraHoB ¥ TkaHen yenoseka» (2008), kacatowwmxcs
perynupoBaHus 3abopa OpraHoB y AOHOpa C WCMOMb-
30BaHMEM «MNPe3yMNLUM COrnacus», pa3BuTme CUCTEMbI
KOOPAMHATOPOB, pa3paboTka M ycnewHas peanusauus
HaLMOHaNIbHOW NPOrpamMMbl MO PA3BUTMIO TPAHCMIAHTALLMM
OpPraHoB Y B3pOC/bIX BO/bHBIX, YTO HE MOTJ/I0 HE OTPA3UTLCS
1 Ha pa3BUTUM CNYXObl Nepecasky NoYKK AEeTAM.

Vicnonb3osaHue npocnbporeHHbIX hakTopoB ANS PaHHEN AUarHOCTUKM
TyBYnoMHTEpCTULMANBHOTO (1OPO3a Y AETEM C NY3bIPHO-MOYETOMHIMKOBBIM PEITOKCOM

3aiikoea H., l'ydymak B.

HayyHo-uccnedoeamenbckuli uHcmumym oxpaHbi 300poebsi Mamepu u pebeHka, KuwuHee, Mondoea

Llenb uccnepoBaHma: n3yyeHme paHHero AMarHoCTu-
Yeckoro 3HauyeHus moveBon akckpeunn TGF-1 un Angll B
onpesAeneHnn CTENeHN TAKECTN TybyIOUMHTePCTULMANb-
Horo ¢mbpo3ay peten ¢ MMP.

Matepuanbl n meToabl. B paboTe nposefeH aHanu3
MaTepuana, nosyyeHHoro npu obcnesosaHmn 41 601bHOrO
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¢ lNMP B oTaeneHuax Hedponoruun n yponorunu HAMO3MuP
(2008-2009), cpenHumn Bospact 8,4 + 2,7 roga, U3 HUX
31 peBouka (75,6%). Bcem 60/bHBIM 6bI1O NpPOBEAEHO
nonHoe Hedpoyponoruyeckoe obcneposaHue. Ctatuyeckas
OMCA-cunHTurpadms bbina nposeseHa yepes 3-6 mecaL,es
nocne noc/ieHero anNn3oaa MHMEKLMN MOUYEBbIX MyTeil.
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B yTpeHHei moue onpepensnu skckpeumnto TGF-B1 un
Angll meTogoM umMmyHodepmeHTHOro aHanu3a (ELISA) u
YypOBeHb KpeaTuHuHa. YposeHb TGF-B1 n Angll nepecun-
TbIBAIM HA MMOJIb KpEATUHMHA (HF/MMOJIb KPEATUHMHA).
Cbop Moun NPoBOAMICA Y AeTel C KIMHUKO-NabopaTopHOW
pemuccuen. COBOKYMHOCTb MOMYYEHHbIX HEDPOCLUHTU-
rpaduyecknx AaAHHbIX MO3BOAMIA PA3LENANUTb BONbHbIX
AeTell Ha rpynmnbl B 3aBUCUMOCTW OT CTEMEHU TAKECTU
TybonouHTepcTuymnanbHoro gpubposa (TUd). Cpenu
41 6onbHOro (82 mouku) B 39 nccaefoBaHHbIX MOYKAX Npu
I-1l ctenenmn NMMP n B 23 noukax c llI-V cteneHbto MMP 1
4acTo PeLMAMBUPYIOLLUM TeYeHEM NuenoHedpuTa bbian
BbisiB/IEHbI TUMN A 1 B pybLLOB (HECKO/IbKO 04YaroB ckeposa
B MOYEYHOW NapeHXUMe C COXPAHHOM MOYEYHOW MapeH-
XUMOMW), TOrAa Kak B 5 moykax npu HU3KKx cteneHsx NMMP
1 4aCTbiIX 060CTPEHMAX MHMEKLUN MOYEBLIX MyTeN U B 15
noukax ¢ Bblcokumu cteneHamu NMMP onpeaenann tun C u
D pybuoB (ouaroeo-paudcysHoe pacnpocTpaHeHmne ckne-
POTUYECKMX 0YArOB C COXPAHEHHbIM MOYEYHbIM KOHTYPOM
WK «MaNieHbKasn», aTpoduUpPoBaHHas NoYka). B 3aBucnumoctu
ot ctenedn TU® Mbl 06beAMHUAYN NALMEHTOB B CleAyioLLne
rpynnbl: nerkas (31 6onbHON) - TN A 1 B pybL,oB ¢ 0benx
cTopoH, Taxenas (10 geteit) - Tun C u D pybuos ¢ obenx
CTOpOH. KoHTponbHylo rpynny coctasuan 10 petei 6e3
naTosIornM MOYEBON CUCTEMDI.
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Pesynbrathl. B X04e nccnenoBaHus BbIIBIEHO [,0-
ctoBepHoe nosbiweHne TGF-BT n Angll B Moye BO BCex
rpynnax MMP npu cpaBHeHWM C rPynnoi KoHTpona (p <
0,05). Mpwn n3yyeHnn moueson 3kckpeunn TGF-BT 6bino
YCTAHOBNEHO €ro NOBbILIEHHOE COAepPXaHNe B CPeHEM B
2,1 pasay aeten He3aBucumo ot ctenenu MMP (p < 0,05).
OTMeyeHa TeHAEHLMA K NOBbILWEeHHOW 3kckpeuun TGF-B1 B
MOUYe B Fpynmne C TAXeNon cteneHbio TU® npu cpaBHeHUN C
nerkovi cteneHbto (p > 0,05). Y aeten c I-1l cteneHbto MMP
cpenHui yposeHb Angll B Moye 6bin NOBLILWEH B 2,5 pa3a,
npu llI-1IV cTenenmn - B 2,9 pa3a no CpaBHEHUIO C Fpynmnon
KOHTponiA. YpoBeHb Angll B MOYe Npun TAXKENON CTeneHu
TU® 6bin HUXe, yeM npwu nerkon ctenenn (p < 0,05).
CpasHeHue ypoBHeit TGF-B1 1 Angll B Moue B 3aBUCMMOCTY
oT cTeneHn TP nokazano, YTo No Mepe ero HapacTaHus
pacTeT U ypOBEHb IKCKPELUN AaHHbIX NMPodrUOporeHHbIX
(hakTopoB B Moye. Tak, N0 AAHHbIM KOPPENALUOHHOrO
aHanm3a BbIABNEHbI MOMOXUTENbHbIE CBA3N MEXAY MOBbI-
weHHoW 3kckpeunen TGF-B1 1 ymeHblweHHoM Angll B Moye
n TAxenon creneHbio TU® (r = 0,55; p < 0,05).

3akntoyeHue. lNosbiweHHas akckpeumns TGF-B1 n cHu-
XeHHas Angll B Mouye OTpaXalT CTeneHb BblPAXEHHOCTU
TybyNnoMHTEPCTULMANBHOTO (hMbpPO3a U MOTYT pacLeHun-
BaTbCA KaK LOMOJHUTENbHbIE MAPKePbl IPOrpeccUpoBaHUS
TybynouHTepcTULManbHoOro hmbposay 6onbHbix ¢ MMP.

KnuHmuko-mopdponornyeckast xapaktepucTuka riomMepynspHbIx 3abonesaHui y aeTei i

nogpocTKoB KasaxcraHa

Kanam6aeea A.b., Haywab6aeea A.B., Tananos X.Y., Abeyoea b.A., Huzmamynnuna H.B., Typuujesa O.A.
Kasaxckul HayuoHanbHbIlU MeduyuHckul yHugepcumem uM. C.[. AccheHdusipoea, Animambi; Pecny6nukaHckas

demckas KnuHu4eckasi 6onbHuUya «Akcali», Anmamabl;

HayuoHanbHbIl Hay4HbIU yeHmp oxpaHbl MamepuHcmea u demcmea, Acmara, KazaxcmaH

brnoncua noykn ¢ MopdonormyecknuMm ncciefoBaHneM
noyeyHoro buonTtara, BK/IOYAIOLULUM CBETOBY, UMMYHO-
(DNIOOPECLLEHTHYIO M 3NEKTPOHHYO MUKPOCKOMNUIO, SBAAETCA
«30/10TbIM CTAaHAAPTOM» AMATHOCTUKW T/IOMEPYASPHBIX
3abonesaHun (M3). 3To CBA3aHO C TeM, YTO MPU HAANYUK
BCEro YeTblpeX OCHOBHbIX KNMHUYECKUX CUHAPOMOB [3
MOTYT UMeTb B OCHOBe boJsiee fecaTy 0606LWeHHbIX Fpynn
Mopdonoruyecknx BapuaHTos. B KasaxcraHe Takue wuc-
cneposanma o 2004 r. He NPOBOAMINCS.

3a nepwuog ¢ 2004-ro no 2011 r. Hamu obcnenoBaH
181 nauwneHT B Bo3pacte ot 1 go 18 net ¢ mopdonorn-
YeCkn MoATBEPXAeHHbIMU 3. BONBIWIMHCTBO NALMEHTOB
6bi1n ¢ HepoTuueckum cuHapomom (HC) - 45,8%, vawe
CO CTepoOUA-pPe3nUCTeHTHbIM ero BapuaHToMm. Hedputu-
YeCKW CUHAPOM BCTpeyancsa B 25,4%, M30NMPOBAHHbIN
MOYeBON CUHAPOM - B 21,5% 1 BeicTponporpeccupyowmi
HedpUTUYECKMI CUHAPOM - B 2,2%. CoueTaHue HC n HuC
0TMevanochb y 5% naumeHTOB.

UpeckoxHas buoncus modyku npoBoaunack nog Y3-
KOHTpoJieM BUONCUIAHBIM NMUCTONIETOM MPOU3BOACTBA
CWA (Magnum) unu Utanum (Gallini). Mopdonoruyeckue
NCccnefoBaHNA BKAOYANM CBETOBYHO, MMMYHOdO0OpeC-
LLeHTHYH W 3NeKTPOHHYI0 MUKPOCKONWUMW U NPOBOAUANCH B
JIONAGB (r. CankT-MeTepbypr, 2006-2011 rr.) u natono-
roaHaToMuyeckoli nabopatopun HUW TpaHcnnaHTonorum
(2004-2006 rr.)

/3 Mopdonornyeckmx BApuaHTOB Yallle BCEro BCTpeya-
nace UIrA-Hedponatus (27,6%) kKak B M\301MPOBAHHOM BUAe
(bonesHb bepixe), Tak 1 B CUCTEMHOM ee BapuaHTe (HedpuT
LeHnelHa-FeHoXa). POKaNbHO-CErMEHTAPHbIN FIOMepy-
nocknepos otmevancay 19,3% nauuneHTos. YacToi Haxo4 -
KO 6b110 HeMMMYHHOe nopaxeHue FBM - HacnefCTBeHHble
aHomanum F'bM (rnaBHbIM 06pa3oM, XapakTepHble A8 Ha-
cnepcTBeHHoro HedpuTa) y 13,8%. bonesHb MUHUMANbHBIX
M3MeHeHUi Habnwoganach y 10,5%, pasnuuHbie Kaacchl
monyc-Hedpua (I, lll, IV, V) y 9,4%, npu 3ToM 6onee yem
Y MONOBUHBI - V Kacc. IKkCTpakanuanspHoli 'H oTMeyancs
y 2,8%. C yacToTO, He NpeBbiWwaloLLen 2,3%, BCTpeYanmch
MeMbpaHonponndepaTuBHbIn rnomepynoHedput (MMTH)
1-ro u 2-ro TUNOB, aMUIOMUAO03, TpoMboTMYeCKas
MWUKPOAHTMOMNATUs, HEYTOYHEHHbIe BONe3HU HAKOMIEeHUA
(Te3aypucmMosbl), Anddy3HbIi Me3aHrManbHbIA CKNEpo3,
MaNIoOUMMYHHbIW TH, nanonatnyeckuin MeMbpaHo3HbIN
MH (MIH). HeyToyHeHHble BapWaHTbl FNOMEPYNAPHbIX
3aboneBaHunit oTMedanuce B 4,9% cnyvaes. CnepyeT
OTMETUTb, YTO Y HaWMX MALKWEHTOB aMUIONLO3 He Dbl
peakocTbio (2,2% - 4 nauumeHTa). B 3 ciyyanax oH 6bin
BTOPWYHbIM Ha (hOHE XPOHMUYECKMX FTHOMHO-BOCMANNTEbHBIX
3aboneBaHuii (xpoHuyeckas rpaHysemaTo3Has 60ne3Hb,
octeomunenuT). ManonMmyHHbIn TH ¢ nonynyHuamu
MoyTu B MONOBUHE KNybOukoB MMen Mecto y 1 pebeHka,
npyu 3TOM KAMHMYECKas KapTuHa bbia npeacTaBieHa
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M30NIMPOBAHHOW MPOTEUHYpPUEW U remaTypuen npu
COXPaHHOW DUAbTPALMOHHOW (DYHKLMN MOYEK.
Maumentam ¢ ®CIrC n HC 6bina Ha3HayeHa WHTEeH-
cnduumnpoBaHHas Tepanua uuknocnopuHom A (LicA) ¢
nynbcamu metunnpegHusonoHa (M) n nepopanbHbIM
npeaHusonoHomM (ol3). MpoTenHypus cHU3MNACL Ha
3ToM (oHe ¢ 7,7 no 0,02 r/c (p < 0,05) ¢ poCTMXEHMEM
nonHon pemuccun y 80%, YaCTUYHOW Y BCEX OCTaNbHbIX C
HopMmanu3aumeii (93,3 MA/MUH) CKOPOCTU KyBOUYKOBOM
dunbTpaumun. Tepanus MMMH ¢ HC 6bina npeacrasnexHa
ol13 B anbTepHUpYytoLem pexume ¢ MAMS pantensHo (8o 7
neT), NpW 3TOM NPOTENHYpPMA CHU3Unace ¢ 2,5 no 1,0 r/c,
a CK® noebicunach ¢ 65,2 1o 120,6 mn/muH. MaymeHTsl C
JKIH nonyyanu B/B nynbChl uuknodochammuaa (Ld), MMM,
ol13, modeTuna mukodeHonat (MM®) ¢ LocTmxeHmem ya-
CTUYHOW pemuccumn 'y 75%. Mpu Vknacce nonyc-HedpuTa,
MIH v BMU (rpynna nogouuTonatuii) Ha3Hadanuch LIcA ¢
nynscamun MM n ol13 ¢ gocTmxeHnem pemuccun y 85%, a
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npv BMU - 100%. Mpu UrA-HIMN npumeHsnucs nynbcol MM,
ol13, Ll® 8/8 nau nepopanbHo, MM® 1 ulld g TeyeHune pnun-
Te/IbHOrO BPeMeHu, Ha (hOHe Yero 0TMeYanoch BbipaXeHHoe
CHUXeHMe npoTenHypun - ¢ 2,5 po 0,4%.

Takum obpasom, B KazaxcTaHe 4acToN HAXO4KOW ABNSA-
toTca UrA-Hedponatus u pokanbHO-CerMeHTapHbIA FNO-
Mepynocknepos. Tepanus LIcA B cocTaBe MHTeHCMHULUPO-
BAHHOI CXEMbl IeYeHUs CNeKTPa NOLOLUTONATUN ABAAETCA
3t deKkTMBHON 1 be3onacHoi. KnuHuueckne npossieHus
rNIOMepynspHbIX 3a6071€BaHUN HEPEAKO He COOTBETCTBYIOT
MOP®dONOrMYeCcKM U3MEHEHUAM, U HaobopoT, Moptdono-
rnyeckas KapTuHa He COOTBETCTBYeT KAUHWUYECKUM Mpo-
ABNEeHMAM. JTO 0byC/0BNMBAET bonee WUPOKOe BHeape-
HWe BMoncMmM NOYKM B HEPONOrMYeCKUX CTaLLMOHApaX M
npoBefieHNe afeKBATHON Tepanuu U npepynpexneHue
HEHYXXHOr0 A0POrocCTOALEero MUMMYyHOCYNpPeCcCUBHOIO
NeYeHUs, YpeBaToro TAXeNbiMU NoboYHbIMK IhdekTamu
(BpOXAEHHbIe N HACNeACTBEHHbIE 3ab0NeBaHms).

[Monumopdpuam reHa CYP2C9 unroxpoma P450 1 6e3onacHoCTb Tepaniu BapdapiHoM y

[eTen ¢ HedhpuTamm
Maxoea E.I", Cyeopoea A.B., Bbixodueea I".N.

oy BI10O «Anmalickuli 2ocydapcmeeHHbIl MeduyuHckuli yHueepcumem Poc3dpaea», bapHayn, Poccusi

Ha meTabonn3m nekapcTBeHHbIX MPenapaTtos BAMAET
Lenbil pag hakTopoB: NoJ, BO3PACT, Macca Tesla, COCTaB
NULLEBOrO paLlMoHa, GYHKLMOHANbHOE COCTOAHME XKe-
NYLOYHO-KMILEeYHOro TpakTa U novek (Kykec B.l., 2004).
BaxxHOe MecTo B 3TOM pAAYy 3aHMMAIOT BPOXAEHHbIe
thapmakoreHeTMyecke ocobeHHOCTW nauueHTa. B psae
MCCNen0BaHUI MOKa3aHa pa3/iMyHas YyBCTBUTENIbHOCTb
nauueHTOB K AEWCTBMIO BapdapuHa. NHanBMayansHas
YyBCTBUTENILHOCTb K NpenapaTy obycnoBfieHa, B NepByio
ouepenb, nonumopduamom uutoxpoma P450 CYP2C9,
ABNAOLLUMCA KTHOYEBbIM (hepMeHTOM B okucneHun (Higashi
et. al., 2002).

®OYHKUMOHANbHO-3HAYMMble NOAUMOPGHU3MbI FeHa
CYP2C9, obycnasnumealowme pasinmyHbie ypoBHu ero dep-
MEHTATUBHOW aKTUBHOCTMU, SBAAIOTCA OAHOW W3 NMPUYMH
Pa3BMTUS MOBOYHBIX PeaKLMii 4SS TeX 1eKapCTB, KOTOPbIe
MeTabonM3npyTCs AaHHbIM (DepMEHTOM: Nepeso3npoBka
BapgapuHa NPUBOAUT K reMOPPArnYeCcKM OCIOXKHEHNAM,
npuyeM PUCK KPOBOTEUYEHMA MPU LOATOCPOYHON Tepanuu
BapapuHOM BbllLE MMEHHO Y HOCUTENEe alIeNIbHbIX Bapu-
aHTOB, ONpPeAeNAWNX CUHTE3 hepMeHTa C MOHMXKEHHOIA
aKTUBHOCTbIO. [pn neyeHUn 6ONbHLIX HedpUTamn BO3-
HUKAeT HeOOXOAMMOCTb B ANNTENbHON AHTUKOATYSHTHON
Tepanuu, u AHZ SBAAOTCA OAHWM M3 BapMAHTOB TaKoM
Tepanuu. B poccuiickoi nonynauum noammopdusm reHa
CYP2C9 BbisiBneH y 32% 60/bHbIX, NOAYYABLINX BaphapuH
(CupoTkuHa u coasT., 2006).

Llenb HacToALLero MCCieA0BaHNA - ONPeaeNuTb YacToTy
HOCUTENbCTBA M XapakTep NOAMMOPPU3IMOB anaesibHbIX
BapUaHTOB reHa untoxpoma P4502C9 (CYP2C9) y peTten ¢
HedpUTOM, KOTOPbIM Obl1a MOKa3aHa AJIMTe/bHAsA Tepanus
AHTUKOAryIAHTAMM.

MaTepuansi n metogbl. HOCUTENIbCTBO aifleNIbHbIX Ba-
PWAHTOB OMpenensanm MeToLOoM MOANMEPa3HO LLenHoN
peakuun: CYP2C9*1 (Arg144/11e359) - Haubonee yactas
dopma, CYP2C9-CYP2C9*2 (Arg144Cys) - nonumopdusm
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1-ro Tuna; CYP2C9*3 (lle359Leu) - nonumophusm 2-ro
Tuna. beino obcnegosaHo 37 AeTeii B Bo3pacTe oT 3 40
16 net, HaXOAMBLWKNXCA HA CTALWOHAPHOM JleYeHUMN B
ANTaNCKoW KpaeBol KNMHUYECKON BONbHULLE C OCTPbLIM U
XPOHUYECKUM HePUTOM.

Pesynbrartbl. V13 16 60/1bHbIX XPOHUYECKUM FIOMEPYNO-
HedpuToM (HedbpoTnyeckas Gopma) y 2 BbISBUAN reTepo-
3UroTHyt MyTaunto P450 2-ro Tuna, XI'H (Hedpputnyeckas
topmMa) bbina BbisBAeHa Yy 2 60NbHbBIX, 06a - FOMO3UIOTbI
(CYP2C9*1(Arg144/11e359). T. e. y 4 n3 18 60/bHbIX XTH
YyBCTBUTENILHOCTb K BaphapuHy okasanach bosee BbICOKON,
yeM y Nilofen, KOTopble UMET HOpManbHble TeHbl (hep-
MeHTOB MeTabonusma. lpn oCcTpoM riomMepysnoHedbpute
C HebpUTMYECKUM CMHAPOMOM 6 AeTen 0bcnenoBaHoO Ha
MyTaumm P450. U3 HUX C reTepo3nroTHoi MyTaumeit 1-ro
TNA MO YyBCTBUTENIbHOCTY K BapthapuHy - 2 60/bHbIX U 2 -
co 2-m Tunom nonumopdusma CYP2C9*3 (Ile359Leu). Mpn
OlH ¢ HepOTUYECKUM CUHAPOMOM U3 4 06C/Ie,0BAHHBIX
6onbHbIX y 2 BblNA YCTAHOBNEHA FeTEPO3UTrOTHAS MyTaL, U
no 1-my tuny. CooTBETCTBEHHO, Y 6 60/bHbIX U3 10 C
OCTPbIM FIOMepyNoHedpUTOM YyBCTBUTEIBHOCTb K Bapda-
pUWHY bbina Bbicokoi (60%). Cpeam AeTeli C NOCTKANUANAPO-
TOKCMYECKUM HedpuTOM BbINN 0b6CneaoBaHbl 2 60bHBIX, 1
y oboux onpepeneHa retepo3urotHas mytauua CYP2C9*2
(Arg144Cys). C TybynouHTepCcTULUANbHBIM HEedPUTOM
6b111 06Cnea0BaHbl 7 AeTen, y 3 06cie0BaHHbIX BbiBIEHA
retepo3uroTHas myTtauua CYP2C9*2 (Arg144Cys). Mpwu
obcnenoBaHun 37 peten ¢ Hedputamu y 13 Bbian BbisB-
NeHbl reHeTuyeckune nonumopdusmsl reHa CYP2C9, B Tom
yucne: reteposnrotHas mytauus no 1-my tuny CYP2C9*2
(Arg144Cys) - y 8 60nbHbIX; reTepo3nroTHas MyTaLus
2-ro Tnna CYP2C9*3 (lle359Leu) -y 5 meteit u y oaHo-
ro 60NbHOro - CoYeTaHWe reTepo3nUroTHBIX MyTaLMUi Mo
2 annenam.

3akntoyeHune. Kaxabii TpeTun pebeHok ¢ HedpuToM
MMeeT FreHeTUYeCKU U3MEeHEHHYH YYBCTBUTENIbHOCTb K
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BapdapuHy 1, BEPOATHO, K APYriM JIEKAPCTBEHHBIM Npe-
napaTam, T. K. pepMeHTbl cemMelcTBa LuTOXpoMa P450
OCYLLECTBAAOT OKUC/IUTENbHYI0 BUOTpaHCHOPMALLMIO TaKNX
NeKapCTBEHHbIX MPEnapaToB, Kak MHIMOUTOPbI NPOTOH-
HOW MOMMbl, AHTUTUCTAMUHHbIE MPenapaThl, UHTMOUTOPBI
PeTPOBMPYCHON NpoTeasbl, beH30AMa3EeNNHbI, BIOKATOPbI
KanbLmeBblX KaHanoe n apyrue. O4eBnAHO, 4TO nepej
Ha3HaYeHVeM IeKAPCTBEHHON Tepanumu aHTUKOAryISHTaMK
HenpAMOro AencTeus y AeTeln HeobxoaMMO NPOBECTU re—-
HeTuyeckune nccneposaHus metogom MNLUP ans obHapyke-

Vil kondbeperyms PO

Hua nonumop@dusmos reHa CYP2C9 c uenbo NporHo3npo-
BaHMs OTBETA M BbIOOpa pexnma Lo3vMpoBaHua BaphapuHa.
Ins nposepeHus adhdekTUBHOW 1 be3onacHoW Tepanuu
BapdapuHOM y 60bHbIX ¢ reHoTunom CYP2C9*1/*1 Ha-
yanbHas Ao03a npenaparta AO/KHA cocTasnath 5,0 mr/
cyT, ¢ reHotunom CYP2C9*1/*2 - 2,5 mMr/cyT, y 601bHbIX
¢ reHotunom CYP2C9*1/*3 - 1,25 Mr/cyT € perynspHbim
koHTponem MHO.

Viccnenosaxie Ncuxoduanonornyeckinx 0CoDEHHOCTEN 11 Ka4eCTBa XU3HN [ETel
3aD0NeBaHNSMYU OPraHoB MOYEBbIAENEHMS Ha (hOHe HeAMddEPEHLMPOBAHHON AnCnNa3uM

COBAVHUTENBHOW TKAH

Meuwepsikoea E.E., Koponeea U.B., Enusaposa C.F., HecmepeHnko O.B., Cudoposuy O.B., lopembikuH B.U.
oy BI10 «Capamoeckuli F'MY um. B.W. Pasymoeckozo MuH3dpaecoypaszeumusi Poccuuy,
kaghedpa hakynbmemckoli neduampuu, Capamos, Poccusi

Lenb nccnepgoBanus. ViccnegosaHue ncmxo@usnono-
rMYeCKMX 0CODEHHOCTEN M KAYecTBa XWU3HW AeTel C 3a-
60/1€BaHMAMM OPraHOB MOYEBbILENEHUS, MPOTEKAOLLUMU
Ha hoHe HeauddepeHLMPOBAHHOW ANCNNA3NN CORANHN-
TeNbHOMN TKaHMW.

Marepmansi u metoabl. 06ciesoBaHo 70 AeTen ¢ Xxpo-
HWYeCKUM nuenoHedpuToM B BO3pacTe oT 5 Ao 15 nerT.
M3 Hux y 50 3abonesaHune npotekano Ha ¢poHe HACT, y
20 petent - 6e3 npusHakos HACT (OHM COCTABUAM KOH-
TponbHyto rpynny). AnarHoctuka HACT ocyuwiecTsnsnach
Mo pe3synbTaTaM KAWHWYECKOro obcnepoBaHus ¢ NOMO-
L0 OLLEHOYHbIX Tabnuu, domuHoN. [ns 06beKTUBM3AL UM
ctenedn HACT npumMeHsncsa pa3paboTaHHbI HaMK Crek-
TpasibHbIN aHAN3 LBeTa ckaep. lMcuxodusmonornyeckme
0CODEHHOCTY OLLeHMBANIUCH C MOMOLLBID KOMMbIOTEPHOIO
komnnekca «<HC-ncuxoTecT». HaMn Mcnonb3oBanuch Me-
TOAMKUN. «KPUTMUYECKAA YaCTOTa CBETOBbIX MesbKaHUMN»,
«NPOCTas 3pUTENIbHO-MOTOPHAA peakLus», «peakuus Ha
OBVXKYLLUNCA 0BBEKT», «TENMUHI-TECT», «KOHTAKTHas
TPEMOPOMETPUSA», KKOHTAKTHAA KOOPAMHALMOMETPUA NO
npodunio», «OLLeHKa MbILUEYHON BLIHOCIMBOCTUY. Mcuxo-
nornyeckme 0CobeHHOCTM OLLEHMBANUCH NPY MOMOLLW PU-
CYHOYHbIX TeCTOB: «CeMbsx», «[lepeBo», «HecywecTytoLLee
XWBOTHOE». KayeCTBO XWM3HU OLLEHWBANOCh C MOMOLLbIO
onpocHuka Peds QL.

Pesynbratbl. [10 faHHbIM METOAUKMN «KpPUTUYECKas
yacToTa CBETOBbIX MefnbKaHun», y 75% peten ¢ HACT
NOABWXHOCTb HEPBHBIX MPOLLECCOB B KOPKOBOM OTAeNe
3pUTENbHOrO aHanM3aTopa Okasanacb CHUXeHa, OTMe-
Yanmcb NpU3HaKKM yToMneHua. B rpynne koHTpons y 65%
OTMeYanuch CpefHune 3HaYeHnUa 1 OTCYTCTBME NPU3HAKOB
YTOMJIEHUS; MO AAHHbIM «TEMMUHr-TecTax, y 80% meTen c
HAOCT «HUCXOAAWMNA TUM» KPUBOW. JaHHbIA TUN KPUBOWA
MaTOrHOMOHMWYEH Ans C1aboro Tuna HepBHOW CUCTEMBI.

Y 30% BblsBNEH «MPOMEXYTOUYHbIN TUM». B rpynne KOHTpons
y 50% perncTprupoBancs «npoMexXyTOUHbIN», Yy 25% - «<HUC-
XOOAWMNA», Y 25% - «POBHBIN» TUM KPWUBOW. Pe3ynbTathl
METOAMKMN «PeaKLMA Ha ABMKYLLUACS 0ObEKT» CBULETENb-
cTBoBasn, Yto 'y 85% neteit ¢ HACT npeobnaaatoT npouec-
Cbl BO3OYXAeHNUA Uy 50% - HEYCTOMYMBOCTb BHUMAHNA. A
npv NpoBeLeHNN METOANK «KKOHTAKTHAA TPEMOPOMETPUAY,
«KOHTAKTHas KOOPAMHaLMOMEeTpUs no npodunito» y 65%
neten ¢ HACT BbissBNEH BbICOKUIA Tpemop. MMpu oLeHke
ncuxocomartmyeckoro cratyca y aeten ¢ HACT y 43%
BblSiB/IeHA CKNOHHOCTb K AE€MOHCTPATUBHOCTH, Yy 50% - K
(haHTa3npoBaHuto, y 56% - K TPEBOXHOCTK, ¥ 25% - K no-
UCKY noapepxku. 99% petei ABASANCL KCTPaBepTaMMu,
npu 3TOM y BONbLWMHCTBA PErNCTPUPOBAJICS HEAOCTATOK
M HeymMeHue obleHUs. B rpynne KOHTPOAA 3HAYUMBbIX
pas3NMuniA Mo JAHHBIM PUCYHOUHBIX TECTOB HE BbIABEHO.

Mpun nccnepoBaHum kadectsa xu3Hu y aeten ¢ HACT
Obl710 BbIABIEHO 3HAYMMOE CHUXEHWe MokasaTenen hu-
3Myeckoro yHkUuMOHUpoBaHuUA (dd) (716), amoumno-
HasbHOro yHKUMOHMpoBaHUA (IP) (686) 1 nokaszatens
©KU3HbL B WKone» (626). Obwwui 6ann cocrasun 71,56.
B KOHTPONbHOW rpynne aHaNorMyHble MokasaTenu Tak-
Xe OblI CHUXKEHbI, HO B MeHbllel cTeneHun (dd 766,
3d 786 n «KU3Hb B WKone» 756). BhiABNEHO CTaTUCTU-
Yyeckn LOCTOBEPHOE CHMXEeHMe mnokasatenen oo, 3¢ y
peteit ¢ HACT no CpaBHeHMIO C KOHTPONAbHOW Fpynno
(p < 0,05.)

BbiBogb!. B pe3ynbTate nposefeHHOro 0bcies0BaHus
BbISIB/IEHbI CTATUCTMYECKN LOCTOBEPHbIE Pa3/iNyMs OCHOB-
HbIX MapaMeTpPoB NCMXOMMU3NONOrMYECKOro CTaTyCa, YTo,
HECOMHEHHO, OTPAXAeTCA Ha MOKa3aTensx KaueCTBa XU3HM
U A,0/DKHO YYMTHIBATHLCA NPY NMPOBELEHNMN Pa3pabOTKM NH-
AVBUAYaN3MPOBAHHOMO NOAXO0AA K NeyebHo-peabunnTa-
LLMOHHBIM MEPONPUATUSAM.
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OnbIT NeYeHIs oKanbHO-CETMEHTaPHONO rOMepynockneposa y Aeten B KasaxcraHe
Haywab6aesa A.E., Kahnam6aeea A.b., Jukan6aesa C.A., Typuwesa O.A., HuzmamynnuHa H.B.,

Mycmanaesa H.M.

Kasaxckuli HayuoHanbHbIlU MeduyuHckul yHugepcumem uM. C.[. AcgheHdusipoea, Animambi; Pecny6nukaHckas

demckas knuHuyeckas 6onbHUUa «Akcali», AnMamal;

Hauu0Haanbu7 Hay‘leIlj UeHmp oxpaHbl MamepuHcmea u demcmea, AcmaHa, KazaxcmaH

dokanbHO-CcerMeHTapHbI rnomepynocknepos (¢Crc) c
YBE/INYMBAIOLLECA YACTOTOM BCTPEYAeTCA BO BCEM MUpe,
B 3TOM OTHOLIEeHMM KazaxcTaH He ABNAETCA UCK/IOYEHNEM.
Llenbto faHHOMO MCCNeLOBaHNA SBUAUCH KTMHUKO-MOPGhO-
Norunyeckas xapakTepucTuka u oueHka addekra neyeHus
®CIC cpeam aeTeil M NOAPOCTKOB.

3a nepwuog ¢ 2004-ro no 2011 r. Hamu obcnenoBaH
181 nauueHT B Bo3pacte oT 1 no 18 net ¢ mopdosno-
rMyeckn nonateepxaeHHbiMu 3. Cpeaun Hux ®CIrC 6bin
ycTtaHoBneH y 35 (19,3%) naunenTtos. Cpeaun peten ¢
HedppoTuyeckum cungpomom (83) ®CrC cocrasun 42%.
be3ycnoBHO, 3TO CBA3AHO C MOKa3aHUAMMW K MPOBEAEHUIO
6MONCHUM MOYKM, OCHOBHBIM M3 KOTOPbLIX Y HAWMWX AeTel
bbla CTEPOUA-PE3NCTEHTHOCTL. YpeckokHaa buoncus
MoOYKU NPOBOAMUNACL MO Y3-KOHTPONAEM GUOMNCUNHbIM
nuctonetom npouseoncrtea CLUA (Magnum) unu Utanuu
(Gallini). Mopdonoruyeckume ncciesoBaHms BKAOYIN CBE-
TOBYI0, UMMYHO(IIOOPECLLEHTHYIO M 3IEKTPOHHYI0 MUKPO-
ckonuu n nposoaunuck B JIOMAB (r. CankT-lNeTepbypr,
2006-2011 rr.) 1 naTonoroaHaToMm4yeckol nabopatopum
HWUW TpaHcnnanTonorum (2004-2006 rr.)

Haunbonee yacTbiM MOPGHONOrMYECKUM BAPUAHTOM
OCrC y Hawmx nauueHToB ObIN BEPXYLIEYHbIA BAPUAHT -
y 17 (48,6%) peTeil. HeyTOUHEHHbIW BapMaHT OTMEYEH Y

17 (48,6%) peten u konnabupyownn -y 1 (2,8%). Bce
LeTU Noayyanu Tepanuio LUKNOCNOPUHOM A, Nynbcamu
MeTUANPEeAHNU30/I0HA U NepopanbHbIM NPeAHN30/10HOM
(M3). MonHas pemuccua gocturHyta 'y 21 pebenka (60%).
Y 0CTa/ibHbIX OTMEYEHO CHWXeHWe npoTenHypuu. Y 4
(11,4%) peten yepe3 2-3 roaa BbleyKa3aHHOW Tepanuu
HC npu peunamneax He KynupoBacs, B CBA3M C YeM HaMM
ObIN Ha3HaueH nelikepaH B TeueHue 4 mMecaues (2 mMecsua
TepaneBTUYecKas A03a, 2 Mecala - NOALEePXKMBaAIOLLAs) B
COYETAHUU C aNbTEPHUPYIOLWMM KypcoM [13, yTo npueeno
K LOCTUXXEHMIO MOJIHOW M MPOAO/IKUTENbHON PEMUCCUM
B TeyeHune 1-3 mecaues. Cneayet OTMeTUTb, YTO BCE 3TU
4 peten UMenu BepxylleyHsli BapuaHT ®CIC.

Takum obpazom, ®CIC y HawmMX AeTeN yalle BCero
NPoABASNCA HEeDPOTMYECKUM CUHAPOMOM, MOphoaorn-
YeCKM - BEPXYLWEYHbIM M HEYTOYHEHHbIM BapuMaHTaMU.
LinknocnopuH A B COYETAHWUM C NyNbCAMU METUANPELHU-
30/10HA M NepopabHbIM NPeLHN30/I0HOM MOKa3a BbICOKYHO
3(DheKTUBHOCTb B AOCTUXEHWUN MOJHOW PEMUCCUUN NpPU
HedpoTnueckom cuHapome. Mpu peumnpmeax HC, pesn-
CTEHTHbIX K BblLLIEYKA3aHHOM Tepanum nokasaHo npuMeHe-
HMe NnerikepaHa B COYETAHMUM C aNbTEPHUPYIOLLUM KYPCOM
NPeAHM30/10HA, YTO MPUBOLUT K LOCTUKEHMIO CTONKON U
anutenbHomn pemmccun HC.

[unepruapaTaLus 1 apTepuanbHas rnepTeHans Yy feTel ¢ TepMUHANbHON CTauel

XPOHUYECKOM MOYEYHOI HEJOCTATOHHOCTH

Mankpamenko T.E.!, 3mupoea X.M.?, A6aceeea T.;0.", 3eepes /[.B.°

" MOHUKWN um. M.®. Bnadumupoecko2o, omdesieHue demckozo duasusa u 2eMOKOPPeKyuU;

2 Mockoeckuii 20cydapcmeeHHbIl MeAUKO-cmomMamo io2uyecKull yHugepcumem;

*IFKB Ce. Bnadumupa, demckuli ueHmp Auanusa u epagumayuoHHol xupypauu kpoeu, Mockea, Poccus

ApTepuanbHas runepTteH3us (Al) y 60nbHbIX C TEpMU-
HaNbHOM CTaANEN XPOHNYECKON NOYEYHOW HeLOCTAaTOYHO-
cTv (TXTTH) sBnsieTca BeAyLLen NPpUYNHON CepaeYHo-Cocy-
DUCTbIX OCNOXHEHWIA U NOBbILLEHHOW CMepTHOCTU. CBs3b Al
C runepruaparaunen He Bcerna oueBmaHa, Tem bosee yto
KAMHUYECKU OLLEHUTb BbIPAKEHHOCTb rMMeprugpaTaunm
C/I0XHO. MeTog, buonMnesaHCHOW CMEKTPOCKOMNUM Mo-
3BOJISET TOUHO ONPEAENUTL 06BEM U3ObITOYHON XKUAKOCTH,
Kak abCoNOTHbLIN, TaK U OTHOCUTENbHO A,0/IKHOrO 0bbeMa
3KCTPALENIONAPHON KULKOCTH.

Llenb uccnenoBaHms: OLEHWUTb BAWSHME rUNepruapaTa-
LMK HA YPOBEHb apTepUIbHOIO AaBneHus y aeten ¢ TXMH,
MONyyaloLLMX 3aMeCTUTeNbHY0 noyeyHyto Tepanuio (3M1T).

Matepuanbl u Metogbl. MeTofoM buOVMMMNEAHCHOW
cnekTpockonuu (npubop Body Composition Monitor (BCM),
Fresenius Medical Care, Germany) 06beM BOAHbIX CEKTOPOB
opraHmsma onpegeneH y 30 nauneHToB (17 ManbynKoB,
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13 peBouek) B Bo3pacte oT 6 fo 17 net, nonyvatowmx 3MNT
(14 - remoananus, I'll; 16 - NOCTOSHHbIN aMByNaTOPHbIN
nepuToHeanbHbin gnanus, NA). 25 naunento (10-TA, 15
- /) obcnenoBaHbl NOBTOPHO B AMHAMUKE, CPOK Habo-
nenus - 1-15 mec. (MeanaHa 6,5 mec.). Mpu Kaxaom 06-
CnefloBaHUN PErMCTPUPOBAICA YPOBEHb CUCTONNYECKOTO U
AvacTonnyeckoro aptepuansHoro gasnenms (CAL v AAL).

Pesynbrartbl. [Mneprugpataums (M36bITOK XULKO-
CTU >7% OT A0/XHOro obbema 3KCTpaLEeNIoNsPHO
xupkoctn, ECW) BbisiBneHa y 22 nauueHToB (73,3%), u3
Hux y 10 naumeHnToB (33,3%) runeprugparauus 6uina
BbipaXeHHoW (>15% oT gomxHoro obvema ECW). Bbi-
PaXeHHOCTb abCONTHOW M OTHOCUTE/NILHOM TUNep-
ruppartaummn He 3aeBucena ot suga 3MT (1,67 + 1,54
n, 11,8 = 10,9 % y 6onbHbIXx Ha T4, 1,70 = 2,03 n,
13,1 = 9,8% y nauneHTos Ha /). BbisBneHbl 40CTOBEP-
Hble MOMIOXMTENbHbIE KOPPENALUN YPOBHA OTHOCUTE/IbHOW
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runeprugpataumm u CAL (r = 0,42, p = 0,02) u AL (r
= 0,47, p = 0,008). Y 6onbHbIX C runeprugpatawuueit no
CPaBHEHUIO C BONbHBIMI B HOPMOTUAPATALUN B CPEAHEM
CA/L 6b1n10 Heckonbko Bbilwe (132 = 26 MM pT. cT. vs 116
+ 26, p =0,1), a AL - noctoBepHO Bbile (83 + 16 MM
pT. CT.vs§ 69 + 11 MM pT. cT., p = 0,03). AHanormuHo npu
obcnenoBaHNM OLHUX U TEX Xe NaLMeHTOB B AMHAMIKe, B
COCTOSIHUM MaKCUManbHOM ruapataumm (17,2 + 8,0% ECW)

Vil kondbeperyms PO

cpennve yposun CAL n AL 6blin LOCTOBEPHO BbIllE,
yem nNpy MUHUMANbHONW ruapatauun (3,9 + 6,4% ECW) un
coctasunun: CAL: 133 £ 30 MM pT. cT. vs 113 + 21 MM pT.
cT., p = 0,0007; LAL: 78 = 21 MM pT. CT. VS 66 + 16 MM
pT. cT., p = 0,009).

3akntoyeHue. [unepruaparauns WMPOKo pacnpocTpa-
HeHa cpeaun petei ¢ TXIMH, ABNseTCS OQHOW M3 MPUYKH
apTepuanbHON rMNepTeH3UN 1 yCyrybnseTt ee TeyeHue.

CMHIPOM KaxyLuerocs u3bbiTka MUHEPanoKoPTUKOMAOB

Manux C.B., lMpuxoduHa J1.C., Qnun B.B., Typnumko O.H0.

ory «MHUN neduampuu u demckol xupypauu» MuH3dpaecouypaseumus Poccuu, Mockea, Poccusi

MpepcTaBneH CNOXHBIN AMAFHOCTUYECKUIA Cnyyvan
60/1bHOIO C HEKOPPUIMPYEMOI apTePUaANbHOW rMnepTeH-
3ueii (AT), BbISBNEHHOW B paHHEM BO3PacTe, B COYETAHUU C
rMNOKaNNEMNYECKUM MeTabOMMYECKUM aNKaN030M, HU3KUM
YPOBHEM PEHMHA W aNbA0CTEPOHA KPOBMU.

Jeouka K.A. 3 neT, oT pofcTBEHHOIO bpaka, y AeAyLIKH
no AuvHum otua Al, nonuypus, nonuauncus. PebeHok oT
3-1i bepemeHHOCTH (1-5 BepeMeHHOCTb - BHYTPUYTpPOobHas
rmbenb naoaa Ha 36-1 Hegene; 2-1 6epeMeHHOCTb - 34,0
poBas AeBOYKa), 3-X poAoB Ha 38-39-1 Hedene rectauuu.
Poaunach ¢ npusHakamyu BHYTPUYTPOOHOW runoTpodum -
Macca 2600 r (3-i nepueHTUb), anmHa 48 cm (10-25-i
NepLeHTUNb), paHHee pa3BUTME B COOTBETCTBMM C BO3-
pacTHbIMU HOpMamu. B Bo3pacTe 8 mecaueB noseneHue
NONMANUNCKMN U NOANYPUK (A0 2-2,5 N/CyT), HeLOCTATOYHAA
npubaeka B BeCe, BANOCTb, TMMNOTOHWS BCEX TPYMMN MbILLL.
Mpu obcnenoBaHun B Bo3pacTe 1 roaa BbiSBAEHbI MMMO-
kanuemusa (1,85-2,38 MMONb/N), LEKOMMNEHCMPOBAHHbIN
MmeTabonuueckuit ankanos (pH 7,5, BE +9,0), ysenuyeHue
pa3mMepoB MoYyek C HeJOCTAaTOYHO yeTkoW AuddepeHum-
poBkon Ha cnow npu Y3W. ALl He n3Mepanocb, ypoBeHb
kopTunsona, AKTI, nponakTuHa KPOBM B Npesenax HopMbl.
B otpenenun Hedponorun ery «MHUM negmatpum u
LETCKON Xupypruu» Habnopaetca ¢ 2 net. Mpu nocTy-
NAeHUN NOAUAUNCKA/NONNYpUs Ao 2,5 n/cyT, rMNOTOHUSA
MbILILL, B3ZyTWE XMBOTA, PU3MYeCKoe pa3BUTUE CpefHee
AVNCrapMOHUYHOE 3a cyeT aeduuuta macchl (25-i nep-
LLeHTUIb MO POCTY, MeHee 3-r0 MepLEeHTUNs Mo Mmacce).
Al npwn pa3osbix uamepeHusx 130/80-140/85 mm pr. cT.
(bonee 95-ro nepueHTUAA MO NOJY, BO3PACTY U POCTY) C
anu3ogamu nogbema fo 160/85 MM pT. cT. be3 Hapywe-
HUWS CaMOYyBCTBMS pebeHKa. Mpu 0b6cef0BaHNM BbISBIEHA
runokanuemus (1,8-2,3 MMOJb/N) U LeKOMMNEHCUPOBAHHbIVA
MeTabonuueckuit ankanos (pH 7,6; BE +23,6) C BbICOKUM
ypoBHeM bukapboHatos (HCO; 45,2 MMonb/n), ocMonsap-
HOCTb Maa3Mbl HA HUXHEN rpaHuLe HopMbl - 280 (Hopma
280-295 mmMonb/n). BbiSBNEHO CHUXEHME YPOBHA PEHUHA
- 0,1 (Hopma 3,1-16,2 Hr/mn/u), aHrnoteHsuHa - 0,14
(Hopma 2,4-17,0 Hr/mn) n anbpoctepoHa kposu - 11,9
(Hopma 1 mec. - 2 roga 20-1100 nr/mn). YposeHnb AKTT
M KOpPTM30/1a KPOBK B Mpejenax BO3PacTHOM HopMbl. Ha-
pyLeHNn 6esKOBOro, IMNUAHOIO U YINEBOLHOMO 0bMeHa
He BbisBeHO. [Mpu Y3W: noukun yBennyeHsl B pa3mMepax, Bbli-
ABNEeHbl ANDPY3HbIE M3MEHEHUS NAPEHXUMbI, MEJTKUE KUCTbI
MeLyNNSPHOro cnos napeHxumsl. flonneporpacduyeckoe
nccnefoBaHme NPU3HAKOB CTEHO3a COCYA0B MOYEK He Bbl-
ABNEHO. BbISBIEHO CHUXEHNE KOHLLEHTPALLMOHHON (BYHKLLM
(ymenbHbIvi Bec Moy 1002-1010) npu HOpManbHOM YPOBHE

CK® (no Weapuy) 136 ma/muH/1,73 Mm% Ha IKI cHuxeHne
cermeHTa ST, crnaxeHHocTh 3ybua T, Ixo-KI - He3Ha-
ynTeNbHaa runepTpodma MMOKapAA NEBOr0 XKeny[ouka,
rnasHoe gHo 6e3 natonorun. Mpu MPT - HaANOYEUHUKM
6e3 NaToNorMYeckMx U3MEHEHWUN. YUUTbIBAA HaNUune He-
KOHTPO/IMPYEMON apTepuasibHON TMNePTEH3UN B COYeTa-
HUM C TUNOKAIMEMUYECKMM MeTabOoIMYECKMM aNnKaio30oM,
HW3KUM YPOBHEM PEHMWHA, aHTMOTEH3WNHA, aNbA0CTEPOHA
KpOBM npu HopmanbHOM yposHe AKTT nposoauncs and-
(hepeHUMaNbHbIA AMArHO3 MeXAy CUHApoMoM Jlnpana
U CUHAPOMOM KaXyLLeroca nm3bbiTka MUHEPANIKOPTUKO-
naoB. 0ba COCTOAHUS XapaKTePU3YIOTCS aHANOrUYHbIM
CMMMNTOMOKOMIIEKCOM MPU Pa3/UYHbIX MOJIEKYNAPHbBIX
pedekTax M naToreHeTMYeCKMX MexaHusmax. Ha doHe
Tepanuu BepownupoHom (5 mr/kr/cyT) n npenapatamu K*
(0,35-0,4 r/cyT) He LOCTUrHYTO HOPMANM3aLL MK Kanus Kpo-
BU M FUMOTEH3UBHOTO 3(hhekTa, Npu CMeHe BEPOLINMPOHA
Ha amunopug (0,3 mr/kr/cyT) u runotnasmg, (0,6 mr/kr/
CyT) NONOXMTENbHAA AMHAMMUKA - HOPManu3aums yposHa K+
KpoBu (3,1-3,7 MMO/b/N), yMeHbLUEeHWe MeTaboNyeckoro
ankanosa (pH 7,47-7,48; BE +7,0-+8,3), ncuesHoBeHue
nosinypum/noananncumn npu coxpaHeHumm Al. MNpu noatan-
HOM MOAKOYEHNN HOPBACKA C MOCTEMEHHbIM YBENNYEHNEM
2o3bl 8o 0,3 Mr/Kr/cyT, 3aTem Ko3aap B go3e 1,5 Mr/kr/cyT,
MoJIHON HopManu3zauuu ALl He AOCTUTHYTO, COXPAHANUChH
noavemsl AZl no 140/80 MM pT. cT. 3a 1 rog HabnwoaeHNs
OTMEYEHO MOBbIWEHNE TEMMNOB (PU3NYECKOrO Pa3BUTUA
(50-1 NnepLeHTWAb MO POCTY M Macce), HOpMaM3aLms To-
HycCa BCexX rpynn mblwwL,. KNCNOTHO-OCHOBHOE COCTOAHME 1
ypoBeHb K™ KpoBu CTabunusnpoaHbl Ha hoHe MOCTOSHHOTO
npuema xnopuga kanus u amunopuaa (pH 7,47-7,49, BE
+2,9-4+13,9,HCO, 27,0-36,7, K* 3-4,6 mmonb/n). Hecmo-
TpA Ha NpoBeAEeHMe TPEXKOMMOHEHTHOW MMMOTEH3UBHOW
Tepanuu (@QMUIopUA, HopBack, ko3aap), coxpaHseTca Al B
TeyeHue CyTok ¢ anu3ogamu noavema AL o 150/85 mm
pT. CT. C HAYa/IbHOW CTaZMeN peMOLeNMPOBAHNS MMOKapAa
nesoro xenynoyka. CoxpaHAeTcs HU3KUI YPOBEHb PEHU-
Ha - 0,26 Hr/mn/u (N 3,1-16,6), aHrnoteH3unHa - 0,20 Hr/
mn (N 2,4-17,0) n anbgoctepoHa kpoBu - 17,8 nr/mn
(N 20-1100). MonekynsapHO-reHeTMYeCKOe UCCNeOBaHNe
reHa ENaC (aMunopupa-4yBCTBUTENbHbIA 3MUTENNANbHbIN
HaTpWEBbIV KaHa/1) He BbIABMIO MyTaLMIA, YTO MO3BONIO
UCKNIOYUTL cMHApOM Jlnaana. Takum obpa3om, npeanono-
XUTEbHLIM AMATHO30M ABIAETCA CUHAPOM KAXKYLLEroCa U3—
ObITKA MUHEPAIKOPTUKOU OB, 0OYC/OB/IEHHBIA HAPYLLIEHN -
€M npeBpaLLeHns KOPTM30/1a B KOPTU30H U3-3a gedmumTa
11B-HSD (ruapokcucrepounp, aerungporeHasa). Boigensor
ABa mn3odepmenta 11B-HSD: reH HSD11B1 nokanv3oBaH
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VI koHcheperums PLO

Ha 1932-q41, ren HSD11B2 nokanu3osaH Ha 16ql2.
Ona noATBepXAeHUs AuarHo3a HeobxoauMo BbiAB/EHKE
HW3KOrO YPOBHS KOPTM30HA B MOYE W/UNW MpOBeAeHue
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MOJNIeKYNIAPHO-reHeTuyeckoro nccnegosaHus. OgHako B
HacToslLee BpeMs MpoBefeHne AaHHbIX UCCeL0BaHUN B
Poccum 3aTpyaHuTENBHO.

BbipaeHHOCTb MPOTEIUHYPUY — PaHHIIA NPEAMKTOP MPOTPECCHPOBAHIA CTEPONT-
PE3VCTEHTHOrO HePOTUYECKOTO CUHAPOMA Y AETel!

MpuxoduHa J1.C., Anun B.B.

ory «MHUN neduampuu u demckol xupypauu» MuH3dpaecouypasseumus Poccuu, Mockea, Poccusi

CTepouna-pe3nCTeHTHbI HedpOTUYECKUI CUHLPOM
(CPHC) xapakTepun3yeTcs NporpeccvMpylowmm TeyeHnem
¢ passutuem XMH 6onee yem y 50% y AeTeii B TeueHue
5-10 neT oT MaHudecTauum 3abonesanus. MNoTteHumanbHas
B3aMMOCBA3b MEXAY BblPaXXEHHOCTbI MPOTEUHYPUU, CO-
XPaHSOLLENCA NOC/e CTePOULHONM Tepannumn MaHudecTaLmm
3aboneaHus, v nporpeccuposaHuem CPHC y peTteli octa-
€TCA Hen3y4yeHHON 4,0 HACTOALLErO BPEMEHMN.

Llenb nccnegoBaHus: yCTaHOBUTL, ABAAETCA /N Bbl-
POXEHHOCTb MPOTENHYPUM NOC/Ie CTEPOUAHON Tepanuu
mMaHndectaunm CPHC knnMHMYeCKMM NpeauKTOpOM Npo-
rpeccupoBaHus 3aboneBaHus y LeTeil.

MauuneHTbI M MeTOABI. B NpoCneKkTMBHOE NCCNef0BaHME
6bI1n BKOYEHbl 94 pebeHka (42 M/52 [1) ¢ nepBUYHBIM
cnopaguyeckum CPHC B Bo3pacte 15,0 (10,0-17,0) ner.
MpW rMcToNornyeckoM MUcciefoBaHun HedpobMonTaTos
®CIC BhisBneH y 44 (46,8%) 601bHbIX, MEMbPAHO-NPO-
nudepatuBHbIv rnomepynoHedput -y 17 (18,1%), me3aH-
rmonponudepaTUBHbI rnomepynoHedput -y 16 (17%),
HedPOTNYECKUN CUHAPOM C MUHUMASIbHBIMW U3MEHEHUAMM
-y 12 (12,8%), membpaHo3Has HedponaTua - y 5 (5,3%).
Bce netn npu mMaHudectauun 3abonesaHus nonyyanu
CTePOMAHYIO Tepanuio B f03e 2 Mr/Kr/24 4 (MakCUManbHO
60 Mr/24 ) B TeueHne 6-8 Hegenb. MNauneHTsl ObIIN pac-
npezeneHbl Ha 3 rpynnbl B 3aBUCUMOCTY OT BbIPAXKEHHOCTH
MPOTENHYPUN NOC/Ie CTEPOUAHOV Tepanuu: 1) NpoTenHy-
pua >1r/24 4 v runoansbymuuemus <25 r/n (n = 39); 2)
npoTenHypus >1r/24 41 ypoBeHb anbbyMuHa B KpoBu >25
r/n(n=49); 3) npotennypus <1 r/244(n = 6). NMporpec-
cupylollee TeyeHMe onpeaenanoch npu cHuwxeHun pCKe
<60 Mn/mMuH/1,73 M?, yTo cooTBeTCTBYET 3-11 cTagum XBI1.

Pesynktatbl. Y nauueHToB 1-M rpynnbl C NPOTENH-
ypuein >1 r/24 4 u runoanbbymmHemunen <25 r/n B
oTAnYmMe OT 6OMbHBIX 2-W U 3-I rpynn yCTaHOBJ/IEHb

CTAaTUCTUYECKM 3HAYMMbIE PA3/TMYMA B BUAE MOBbILIEHHOW
yacTtotbl pCKd <60 ma/mMun/1,73 Mm% 76,2% np. 23,8% (p
=0,001); OP = 6,1 (95% AWN: 2,0-18,8) n 0% (p = 0,075);
OP = 9,1 (95% AW: 0,5-173,6), cHuxeHus pCKd B rog >4
Ma/mMun/1,73 m% 71,8% np. 55,1% (p = 0,13); OP = 2,1
(95% AN: 0,9-5,1)n 16,7% (p = 0,017); OP = 12,7 (95% A :
1,3-121,7) cootBeTcTBEHHO. CPAaBHUTENbHbIN AHAN3 KN -
HUYECKMX XapaKTEPUCTWK NaLMeHToB 1, 2 U 3-1 rpynmsl
He BbISBWJT CTAaTUCTUYECKM 3HAYMMbIX Pa3INYMI B YACTOTe
®CIrC: 51,3% np. 49% n 0% (p = 0,06), BO3pacTe MaHUe-
cTtaumu 3abonesaHus: 10,0 (4,5; 14,0) np. 9,0 (4,2;12,0) n
8,5(4,1;12,0) net (p = 0,79), NpoA0/IKMTENBHOCTH KypCa
CTEPOUAHOW Tepanuu npu MaHudecTauun 3abonesaHus:
6,5 (6,0; 8,0) np. 6,0 (5,8; 8,0) n 7,5 (5,5; 8,0) Hepenb (p
= 0,70), anutensHocTu 3abonesanus: 35,0 (23,0; 58,0)
np. 48,0 (26,0; 66,0) u 57,0 (41,0; 74,0) mecaues (p =
0,17) 1 cpokaM KaTaMHecTuyeckoro HabnwgeHus 24,0
(16,0; 42,0) np. 36,0 (18,0; 47,0) n 38,0 (22,0; 55,0)
mecaues (p = 0,24). MNoyeyHas BbDKMBAEMOCTb Y Nauu-
€HTOB 1-1 rpynnbl Gba CTAaTUCTUYECKM 3HAYUMO HUXE
Mo CpaBHeHWI0 C BONbHBIMK 2-1 1 3-ii rpynn: 5-neTHss
-62% np. 92% n 100%, 10-neTHas - 33% np. 86% 1 100%
cooTBeTCcTBeHHO (p = 0,0004). YHMBApMAHTHbI aHANU3 B
perpeccmoHHon Moaenn Kokca BbisIBUII, YTO NPOTeNHYpuUs
>1 r/24 4 c runoansbymuHemuen <25 r/n, coxpaHs-
lowanca nocae CTePOUAHONW Tepanuu MaHudbecTaumm
CPHC, sBnseTca He3aBMCUMMbIM MPeAUKTOPOM Mporpec-
cupoBaHus 3abonesanua (p = 0,001); HR = 5,2, (95% AMU:
1,9-14,5).

3aknioueHue. Y getent co cnopagmnyeckum CPHC coxpa-
HAOLWAACS NpoTenHypus >1 /24 4 c runoansbymmuHemuen
<25 r/n nocne cTepouzHO Tepanuu MaHubecTaLum Mo-
XET PacCMaTpPUBATbLCSA B KAYECTBE PAHHEro KJANHWUYECKOro
npeanKTOpa NporpeccupoBaHns 3abonesaHus.

[onumopahHble Mapkeps! reHa HedppuHa (NPHS 1) 'y netei co crnopamyeckiim cTepomas-

PE3NCTEHTHBIM He(prTquCKMM CHAPOMOM

Mpuxoduna J1.C.", Puixkosa O.11.% Monsikoe A.B.2

"@®ry «MHWUN neduampuu u demckoii xupypauu» Muxsdpasecoupaseumusi Poccuu;
2Ty «Meduko-2eHemuyeckuil Hay4HbIi yeHmp PAMH», Mockea, Poccus

CTepona-pe3ncTeHTHbIA HepPOTUYECKUA CUHAPOM
y neten (CPHC) xapakTepu3syeTcs Nporpeccupyrowmm
TeyeHneM ¢ passutuem XMH b6onee yem y 50% naumeHTOB
B TeueHue 5-10 neT oT MaHudecTaunm 3abonesanus. o
HaCTOALLEr0 BPEMEHM 0CTaeTCA HeW3y4YeHHbIM BOMPOC
KMHWYECKOrO BAUAHWA reTepo3nroTHBIX MyTaLun u/unm
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nonMMopdHbIX Mapkepos reHa NPHS1, koaupytowero
benok weneeon anacdparmsl - HehpuUH, HA TeYeHKUe CNo-
paaunyeckoro CPHC y peTeit.

Lienb uccneposanus. Onpenenutb VMeeTcs An B3an-
MOCBA3b MOAUMOPPHbIX MapkepoB reHa HedpuHa (NPHS1)
C nporpeccuposaHunem cnopagunyeckoro CPHC y peten.
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MauyueHTbl M MeToAbl. B nccnepoBaHue BKIOYEHO
53 pebeHka (22 M/31 [1) co cnopaamnyeckum CPHC B BO3-
pacte 16,0 (12,0; 17,0) neT. Kputepum BKAOYEHUSA B UCCe-
L0BaHMeE: NepBUYHbIN, MOPHONOrMYECKN NOATBEPKAEHHDI
CPHC; Bo3pacT nawMeHTOB Npu MaHudecTaumm 3abonesa-
Hua >1,0 n <17,0 net. Kputepuu nUCKI04eHMA U3 uccne-
[OBAHUSA: BPOXAEHHbIW U MHDaHTUAbHLIA HC, ceMeiiHbIR,
no3aHuM u BTopuuHblii CPHC. Mpu ructonornyeckom mc-
cneposaHun HedpobuonTaTos PCIC BbisBeH Y 26 (49,1%)
60N1bHbIX, Me3aHTMONPONNHEPATUBHbIN FIOMEPYNOHEDPUT
-y 12 (22,6%), membpaHonponnthepaTuBHbIA rnomepy-
noHedput -y 8 (15,1%), MmembpaHo3Has Hedponatus -y
4 (7,5%), HCMW -y 3 (5,7%). AnnTenbHOCTb 3aboseBaHus
coctasuna 60,0 (36,0; 84,0) mecaues. KaTamHecTuyeckoe
HabnoLeHne 3a NauueHTaMy OCYLLECTBASIOCH B TeYeHMe
42,0 (24,0; 60,0) mecaues. MonekynapHo-reHeTmyeckoe
nccneoBaHmne 29 3k30HOB U NPUEralLnX PerynsTopHbIX
obnacten reHa NPHS1 BbinonHeHo y 53 peteit ¢ CPHC. Y
51 13 53 (96,2%) 0bcneoBaHHbIX NALMEHTOB NPOBEAEHO
nccneposaHue 8 3k30HOB reHa NPHS2, koaupylowero
MOAOLMH, MyTaLUKU He BbIIN MAEHTUDULMPOBAHBI. KOH-
TPONbHAA rpynna Aas BbiABNEHUS MyTaLuii n noaumopd-
HbIX MapkepoB B reHe NPHS7 cocTosna u3 obpasuos AHK
KNMHUYECKN 34,0pOBbIX AeTen (32 M/18 [l) B BO3pacTe oT
2,0 po 17,0 net, NpoXuBaKOLWMX B PA3/INYHbIX PernoHax
Poccuu (n = 50).

Pesynerathl. Y 1/53 (1,9%) pebenka ¢ ®CIrC naeH-
TUULMPOBAHA paHee He OMMCAaHHas MyTauua canTa
CNiafCuMHra B reTepo3nroTHOM CoctosHum c.1218 G>A
(p.Ala406Ala) B 3k30He 10 reHa NPHS1. MaHudecTaums
CPHC ¢ ¢CIrC Habntopanach B Bo3pacTe 12 net, npw
ANUTeNbHOCTU 3abonesaHus 66 mecaues. CK® >90 mn/
MuH/1,73 M2 Y 33/53 (62,3%) nauuneHtos ¢ CPHC 6bis10
BbIABNIEHO 4 BMAA 3aMEH HYK/IeOTUAHbIX NOCNe0BaTe b
HOCTEN, OMUCAHHbIX B FEHETUYECKON 6a3e AaHHbIX SNP:
¢.349G>A (p.Glu117Lys) (rs3814995) B 3k30He 3 (n =
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27), ¢.791C>G (p.Pro264Arg) (rs34982899) B 3k30He 7
(n = 3), c.1175C>T (p.Leu392Pro) (rs3432060) (n = 3) un
€.1223G>A (p.Arg408GIn) (rs33950747) B 3k30He 10 (n =
4). Bce BbisBNeHHbIe NonnmMopdHbie Mapkepbl reHa NPHS1
ObINN B reTePO3UrOTHOM COCTOSIHUM, KPOMe 4 MaLneHTOB
- HocuTeneit ¢.349G>A, roMo3uroTHelx no annenu A. Cym-
MapHas yactota noauMopdHbIX Mapkepos reHa NPHSTy
neten co CPHC cTaTucTyeckn 3HaYMMo He oTamvanach ot
rpynnbl koHTpons: 31/53 (58,5%) n 34/50 (68%) cooTBeT-
cTBeHHO (p = 0,47). PacnpepeneHne annenbHbIX 4acToT U
reHoTunos NPHS1y peteit ¢ CPHC B cpaBHeHWM C Fpynnon
KOHTPOAS HaXOAMAOCb B COOTBETCTBUM C PaBHOBeCHEM
Xapan-BaiiHbepra. KnuHuyeckne xapakTepucTkn 6onb-
HbIX, CMEKTP MOPhOIOrMYecknX BapraHTOB 3ab0/1e€BaHNA,
3(hhEKTUBHOCTb 1-ro Kypca MUMMYHOCYNPECCUMBHON Tepa-
MW CTAaTUCTUYECKM 3HAYMMO HE Pa3NMYanmnCh y NauneHToB
B 3aBUCUMOCTM OT HANMUYUA MOAUMOPPHbLIX MAPKEPOB reHa
NPHS1. He BbISBIEHO CTAaTUCTUYECKM 3HAUMMBIX PA3/INUUA
(hYHKLMOHaNbHBIX MOKa3aTenei NoYek Cpeam naLueHToB C
CPHC c HannMumneM 1 OTCyTCTBMEM MNOMMOPGHbLIX MapKepOoB
reHa NPHS1: pCK® Ha nocnenHee HabnwogeHune - 135,4
(75,4; 168,5) np. 123,6 (73,0; 149,4) ma/mMuH/1,73 m?/
rog (p = 0,17); yactota pCKd <60 Ma/MuH/1,73 M? -y
7/31 (22,6%) np. 4/21 (19,1%) (p = 0,52); TeMnbl KU3-
meHenun CKo B rog - 6,7 (1,8; 12,3) np. 6,0 (0,3; 11,6)
ma/Mun/1,73 mM?/rog (p = 0,38). KymynaTueHas noyeuHas
BbIXKMBAEMOCTb CTATUCTUYECKM 3HAYMMO He pa3nmyanach y
60nbHbIX CPHC ¢ nonnmopdHbiMu Mapkepamu reHa NPHS1
B OT/IMYME OT NALLMEHTOB 6e3 AaHHbIX MApPKepPOB: 5-NeTHAS
- 89,9% np. 85,5%, 10-neTtHas - 53,8% np. 63,2% cooT-
BeTCTBEHHO (p = 0,94).

3aknioueHue. TakuM 0bpa3oM, pe3ynbTaTbl UCCIEL0-
BaHMA NOKa3anu, YTO HaAMyMe NOSMMOPPHbLIX MapKepoB
reHa NPHS1 He OKa3biBaeT MOANMPULNPYIOLLErO BANAHMUA
Ha TeyeHue cnopaamnuyeckoro CPHC y netein n He accoum-
MPOBAHO C NPOrpeccMpoBaHnemM 3abonesaHus.

PacnpocTpaHeHHOCTb XPOHYECKON NOYEYHON He0CTAaTOYHOCTI Y fieTer B Mopaosum

PasdonbkuHa T.U., Mockoeckas E.®., HexxdaHoea M.B., Fnomosea O.J1., Bonzaeea E.B.
oy BI10 «Mopdoeckutli 2ocydapcmeeHHbIl yHueepcumem um. H.M. Ozapeear;
ry3 «fJemckas pecnybnukaHckasi KnuHuyeckasi 6onbHuua Ne 2», CapaHck, Poccus

AKTYanbHOCTb U3y4YeHUs PErMOHANIbHBIX 0CODEHHOCTEN
pacnpocTpaHeHHOCTH 1 cTPYKTYpbl XIMH y neTel 0bycnos-
NeHa HeobX0AMMOCTbIO OKa3aHus UM af,eKBaTHON MOMOLL M
¥ MPOTrHO3MPOBAHNSA IKOHOMUYECKMUX 3aTpaT Ha pa3BuTHe
CNyX6bl 3aMecTUTeNbHOI nodedHon Tepanuu (3MT). bonb-
WWHCTBO CYLLECTBYIOLLMX AAHHbIX OTHOCUTENbHO 3NKae-
muonoruu XMH y aeten KOHLEHTPUPYHOTCS, B OCHOBHOM,
Ha CTaauy TePMUHANIbHON MOYEYHON HeA0CTAaTOYHOCTU
(TXMH). 3aboneBaeMoCTb U PaCNPOCTPAHEHHOCTL bone3Helk
noyek B cTagusax, He Tpebywowwnx 3MT, cpeam AeTCKOro
HaceNeHUs U3yYeHbl Maso.

LUenb pa6oThl: NPOBECTM aHaM3 PacnpPOCTPAHEHHO-
CTW XPOHUYECKOW MOYEeYHOW HeLOCTaTOYHOCTU Y AeTel B
Mopaosun.

Matepuans U MeToAbl uccrieqoBaHus. [1poBeeH aHa-
U3 3NUAEMUONOTUMN, NepBUYHON 3abonesaemoctu XMH
Ha OCHOBE PETPOCMEKTUBHOMO aHa/IN3a UCTOPUI bonesHu

JeTen, HaxoAMBLIMXCA noa, HabnwaeHnem B JPKB Ne 2 r.
CapaHcka 3a nocnegHue 20 net (1991-2010 rr.). Kpome
TOro, ONpeAensMCh NoYeYHas BbKMBAEMOCTb, 0becrneyeH-
HOCTb 3aMeCTUTeNbHOI NOYeYHOMN Tepanuen. 3a uccnepye-
MbIi nepuod XIMH pa3nnyHomn cTeneHn BbIpaXkeHHOCTY bbiia
[AMArHoCTMpoBaHa Ha 6ase HethpoNOrMyeckoro n ypono-
ruyeckoro otaenenun APKB Ne 2 y 29 nauuneHToB. Manb-
ynkoB bbio 18, mesovek - 11, BO3pacT AeTel HA MOMEHT
anarHoctuposaHua XIMH coctaBun ot 6 mecaues go 16
(9,5 + 3,6) neT. Ansa npoBeAeHMs aHaNN3a AMHAMUKN pac-
npoctpaHeHHocTn XMH ¢ 1991-ro no 2010 r. nauneHTsl
OblIM pa3geneHbl Ha ABE FPYNMbl. B nepsyto rpynny BOWM
neTu, Habnogaswueca no nosogy XMH B 1991-2000 rogax
(n = 12). Bo BTOpYylo rpynny 6bl1n BKAOYEHbI BOMbHbIE, Y
koTopbix XMH bbina anarHoctuposaHa 8 2001-2010 rogax
(n =17). CratucTnyeckas 06paboTka AaHHbIX NPOBOAMUNACH
C ncnonb3oBaHuem nporpammbl MelCalc - version 11.5.1.
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JLOCTOBEPHOCTb pa3NnynMin onpepensnacb nNo KpUTeputo
t-CTblofeHTa. PacyeT NoYeYHOI BbIXXMBAEMOCTU NMPOBEAEH
no metony KannaHa-Meliepa (HauasbHOM TOYKOW OTCYeTa
CYMTaNM BO3PACT NOABNEHUS KAUHWKO-abopaTopHbIX
MPU3HaKOB OCHOBHOIO 3aboneBaHns, KOHEYHOI - BO3pacT
avarHoctupoBanus XMH).

PacnpocTtpaHeHHocTb XIMH 33 aHanM3npyembii neprog,
BapbupoBana B npegenax 4,9-67,4 Ha 1 MUNNUOH AeTen
0-14 netwn 3,9-60,5 Ha 1 MunnnoH B nonynauum 0-18 ner.
Mpuyem 3a nocnegnue 10 net bonee yem B 3 pasa oT-
MeyaeTcs yBelIMueHuMe 3TUX NokasaTesieil, COCTaBMUBLLMX B
cpenHem 45,9 + 12,1 Ha 1 MUANMOH LEeTCKOro HaceneHns
£o 15 net n 46,2 + 13,1 Ha 1 MUAAMOH B NONyAALMK LO
18 net, B To BpeMsa Kak B 1991-2000 rogax oHu 6binu B
npegenax cooTeeTcTBeHHO 13,3 = 7,6, p < 0,001 n 13,1
+7,3,p <0,001. BBO3pacTHOW CTPYKTYpe LOMUHUPOBA-
A naumenTsl 7-14 net (55,2%) No CpaBHEHUIO C PaHHUM
Bo3pactoMm (17,2%), 6onbHbIMK 4-6 neT (6,9%), 15-17 net
(20,7%). HeobxoAMMO OTMETUTb, YTO B TeYEHMEe nocnen -
HEero AeCATUIETUA AMArHOCTMPOBAHO 3HAUNTENILHO boNbLUe
(Ha 67,1%) «HOBbIX» cnydaeB XMH Ha 1 MUNANOH AeTei A0
15 net (13,2 + 3,1), 4yem 3a npeablayune gecstb net (7,9
+ 2,8; p < 0,05). Cpean naumneHToB ¢ XMH npeobnapanu
ManbyuKku, Kak B Lesom (60,7%), Tak v 3a nepuogbl c 1991
r. no 2000 r. n 2001-2009 rr. (cooTBeTCTBEHHO 58,3 ”
62,5%). Bo3pacT 60NbHbIX NMPU NEPBUYHON AMATHOCTUKE
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3a00/1€BaHNA MOYEBLIBOAALLEN CUCTEMbI C MOCIEAYIOLLUM
ncxopom B XMH coctasun B cpegHem 5,8 + 3,9 (1 mecay,
- 15 neT), a cpeaHUn BO3pacT AuarHocTuku XIMH, BHe
3aBUCUMOCTHM OT ee cTaaum - 9,5 + 3,6 roga (6 mecsaues
- 16 net). Mpu 3ToM MeAMaHA NOYEYHOMN BbIXKUBAEMOCTM
coctasuna 9 nert.

Takxe OTMeYaeTcs pocT, HO 6e3 AOCTOBEPHbIX pa3-
nnYuin, pacnpoctpaHeHHoctn TXMH, kotopas B 1991-
2000 ropax coctasnana 4,9-10,8 (6,8 + 2,4) Ha 1 MunAnoH
neTtckoro Hacenexnus po 15 net n 4,5-8,1 (6,5 + 1,9) Ha
1 MUAAKOH B nonynsauuu 40 18 neT no cpaBHeHUIO C ne-
proaom ¢ 2001-rono 2010 r. (cooTBeTCTBEHHO 8,2-15,8;
11,1 +3,1,1n6,2-20,9; 12,7 + 4,5).

CymmapHas obecnevyeHHocts 3MT (M4, NMA, TpaHc-
nnaHTaums nouku) B pecnybnuke c 2004-ro no 2010 r.
coctasnana 6,2-21,9 Ha 1 MUAAMOH B nonynauum Ao
18 neT. PacnpocTpaHeHHOCTb MALLUEHTOB, MOJYYaBLINX
avanusnyto Tepanuio (M4, MA), 3a 3T0T nepmoa Bapbupo-
Basa B npegenax 11,7-6,2 Ha 1 MunaAnOH B nonynauuu 4o
18 net. ObecneyeHHOCTb TPAHCMNAHTUPOBAHHOW MOYKOW
B nocnegHue roabl (2006-2010) coctasnana 6,5-21,9 Ha
1 MunnuoH B nonynauuu go 18 ner.

Takum obpaszom, B Mopposuu 3a nocneguue 10 net
OTMEeYaeTCA 3HAUMTENbHOE YBe/INYeHre pacnpoCTpaHeH-
HOCTWM M AMArHOCTMPOBAHUA «HOBbIX» cayyaes XIH y
neteir. Cpean bonbHbix XMH npeobnapaloT Manbyuku, B
BO3PACTHOW CTPYKTYpe AOMUHUPYIOT NaLueHTsl 7-14 nert.

3aboneBaemocTb novek y AeTen Yamyptekon PecnyOnuku 3a nocneaHee AecstuneTue

Cmpenkoea T.H., Kapnoea A.I1., Pozoea M.B., 3uHoebesa C.J1.
Pecnyb6nukaHckasi 0emckas KnuHuveckasi 6onbHuuya, Mxxeeck, Poccusi

B nocnesHue ropbl 0TMEYAETCA 3HAYUTEbHBIN POCT
yuncna 3abonesaHuii opraHoB MoyeBol cuctembl (OMC), uto
CBA3aHO C yXYALIEHWEM 3KOHOMUYECKON CUTYaLUU, yXyh-
WeHNeM 34,0POBbA KEHWMUH PenpoAyKTMBHOIO BO3pacTta
1 bepeMeHHbIX, CHUKEHMEM UMMYHUTETA, LWMPOKUM UC-
Mo/1b30BaHMEM aHTMOMOTUKOB, CHUXEHUEM MATEPUAIHOIO
bnarononyyus, POCTOM UCKYCCTBEHHOIO BCKAPMJIMBAHUA.

Llenb uccnegoBaHusi: 13yuyuTb CTPYKTypy 3abosneBae-
MOCTW MOYeK y AeTen YAMYpPTCKON Pecnybnuku.

MeToabl uccnegoBaHua: NpPoOBeAeH aHaau3 CTPyK-
Typbl 3a60/1€BaHN NOYEK 1 MOYEBLIBOASWMX NyTen y
9146 peTen, HAXOAMBLIMXCA HA 06CIeA,0BAHUMN U NEYEHUN
8 2000-2010 rr. B Pecny6/1MKaHCKON LETCKON KIMHUYECKON
6onbHULE, B OTAENEHUMN HEDPONOTUN.

Pesynbratbl uccnegoBaHus. Havbonee yacton natono-
ruew SBAANNCL MUKPOBHO-BOCNANNUTeNbHbIE 3ab0eBaHNA
noyek, KOTOpble COCTABNANM 72%, Yallle roCnMTanM3npoBa-
NNCb AETY C NUEeNIOHe(PUTOM, U3 HUX C OCTPbIM NPOLLECCOM
66110 32% feTel, C XPOHUYECKUM - 68%. BTOpUUHBINA nne-
NoHedPUT AMarHoCTMpoBaH y 95% 60/bHbIX. OCHOBHbIMU
NPUYUHAMM ABUNUCH BPOXKAEHHbIE AHOMANUM MOYeEK, TaKkue
Kak aHOMaJIML KOJIMYECTBA Yalueyek (YaleyHo-10XaHOYHOM
CcUcTeMbl), ruapoHedpo3, amcnnasus (rmnonnasus) novek,
aHOMaNMU MOYETOYHMKOB, AUCTONNA, HePONTO3, a TaKXKe
(hyHKLMOHaNbHble M3MeHEeHUA - pedtoKChl, AucMeTabo-
nnyeckue HedponaTun. CHU3UAOCH MOCTYNEHNE BONbHBIX
C MHbEeKLMAMM MOYeBbIBOAALLMX NyTen ¢ 16 no 12%. Mog,
TEPMUHOM «MH(MEKLMA MOYEBBIBOAALLMX NyTeN» ClefdyeT
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MOHUMAaTb MUKPOOHO-BOCMANMUTENbHBIA MNPOLECC B MOYe-
BOM TpPaKTe, KOrZa ele HeT LaHHbIX O TOMMKe UHMEeKLNK,
LeTu obcnenyoTcs v nevyatca ambynaTtopHo. BpoxaeHHbie
aHOMa/IM OpPraHOB MOYEBOM CUCTEMbI NMPEACTABNAIOT CO-
6o akTyanbHyto npobnemy, bonbluas rpynna 3abonesaHuii
Cpeau HedponaTuin UMeeT OpraHUYECKyto MPUPOAY, PacTeT
4nCo BOMbHBIX C AUCMNA3MEN MOYEYHON TKAHM.
CnenyowwmmMm no yactoTe ABNSANCH BO/bHbIE C AUCME-
Tabonuyeckumu HecdponaTuamm (AMH) - 9,8%, B yacTHOCTK
C OKCaaTHOW KpucTanaypuen - 76% u3 yucna rocnuta-
NU3NPOBaHHbIX AeTen ¢ AMH. YaMypTus senfetcs sHAe-
MWUYHbIM PaiOHOM MO AaHHOW naTonoruu. [letn TpebytoT
NPUCTAILHOrO BHUMaHMA, MOCKONIbKY JaHHble COCTOAHUA
ABNAIOTCA NMPeALecTBeHHUKAMU TybynonHTepcTuLManb-
HOro HedpuTa, NUenoHedpPUTa N MOYeKaMeHHOW bonesHm
(MKB). Tunepokcanypuu, runepypaTtypuu, MHGeKLUN MO-
YeBbIX MyTEN, 3aCTON MOYM SBAAOTCA OCHOBHbIMU (hakTO-
pamy pucka kamHeobpas3oBaHMs. HecMOTPs Ha yka3aHus
o pocte MKB y neteil, Mbl He HabnwAann yBenmyeHus
yncia Takmx 6onbHbIX (3-4 yesoBeka B rof), BEPOATHO,
bonbwas Mx 4acTb MPOXOAUT Yepe3 yponoruyeckoe oT-
neneHune. bonbHble C rnomepynoHeppuTamu COCTaBUIMN
6,2% cpeau rocnuTann3npoBaHHbLIX, Npuyem 42% - 3TO
LeTu ¢ HedpoTuyeckor dhopmoii 3abonesaHus, KoTopas
BCTPEYAETCsA Y AeTell paHHEero M AOLWKOJbHOro BO3pac-
Ta, NPeuMyLLeCTBEHHO Ma/IbuMKOB (B 2 pasa valle, yem y
LeBoyek). 3a nocsefHue rogbl HabMLAETCA TEHLEHLMS
K CHUXEeHWI0 HehpoTUYECKOW hopMbl r1oMepynoHedputa
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B CPaBHeHWUW C Apyrumu rnomepynoHedputamu. Jleuenue
605bHbIX HethpoTUYeckor HOPMOV XPOHNYECKOrO FoMe-
pynoHedunpuTa OCTaeTCs TPYAHON Npobnemoii B AeTCKON
Hedponorun. OCHOBHbLIM NaTOreHeTU4YeCKUM CpeaCcTBOM
neyeHMa ABNAOTCA KOPTUKOCTEPOULbI, YYBCTBUTENbHOCTD
K KOTOPbIM ONpesenseT TeUeHne 1 NPorHo3 3abonesaHus.
[MprMeHeHMe LUTOCTAaTUKOB MPU FOPMOHO3ABUCUMOM WU
4acTo PeLnUaMBMPYIOLLEM TeYeHMN 3abo1eBaHNA B HACTO-
fAllee BpeMs NPOBOAUTCA Nocae NpoBeaeHns Hedpobuon-
cum B PAKB Mockebl nnn CankT-MeTepbypra. HazHaueHue
LLUTOCTATMKOB - BCErA4A HEMPOCTOW BOMPOC B CBA3M C OC-
NOXHEHWAMM, KOTOPble OHU MOTYT BbI3bIBaTb. KonnuecTso
LeTel C HaCNeACTBEHHbIM HepPUTOM yMeHbwnaoch ¢ 10
yenosek 3arog (2000 r.) no 54enoBek (2010 r.). bonbHbIe,
Kak npasuno, NOCTynaioT B NAaHOBOM NOpPsALKe B CBA3M C
M3MEHEHUAMU B MOYe: reMaTypuen, npoTenHypuen. NHo-
rAa HACNeACTBEHHbI HePUT MAHUDECTUPYET NOA MACKON
rnoMmepynoHedpuTa UAU UHTEPCTULUANBHOIO HedpuTa.
TwarenbHO cOCTaBAeHHAs POAOC/IOBHAA elle A0 NpoBese-
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HUS LOMONIHUTENIbHbIX UCC/IeL0BaHMI NO3BONAET C BbICOKOW
[LLOCTOBEPHOCTbIO MOCTaBUTbL NMPeABaAPUTENbHbIN AMArHO3
60/1bHOMY 1 BbIOPATb BEPHYIO TAKTUKY B JIEYEHUW. YUNTbIBAS
POCT HaCNeACTBEHHBIX U BPOXAEHHbIX AHOMAJIUIA MOYeK Y
feTen, TpebyeTcs MOCTOSHHASA HACTOPOXEHHOCTb Meaun-
aTpOB B 3TOM OTHOLUEHWU, BblAE/EHNE TaK Ha3blBAEMbIX
rpynn pucka, B KOTOPbIE LOMKHbI BOUTU AETU, UMEIoLLMe
He MeHee ABYX W3 CNeAyloW X NPpU3HaKoB:

- 3ab0neBaHns MoOYeEK B CEMbE;

- PeunanBUpPYOLLMIA abA0MUHANbHBIA CUHAPOM;

- apTepuasibHas runep- Win runoToHUS;

- MHOXECTBEHHble MaJible aHOManuu pa3BuTUs (He
MeHee 5).

Takum 0b6pa3oM, yunTbIBaA CTPYKTYpPY, YacTOTY BPOXK-
JEeHHbIX aHOMannN noyek, He0bXoAMMO NOCTOAHHOE CO-
BepPLEHCTBOBAHMWE 3HAHWN Bpayel U ANAFHOCTUYECKUX
TEXHOJIOTWI MO PaHHEN ANArHOCTUKE 3abosieBaHMN.

OnbIT NPUMEHEHNS LHaKanbLeTa Y [eTell C XPOHYECKO! NOYEYHOM HEJ0CTAaTOUHOCTbH

Cmpenkoea T.H., Pozoea M.B., Kapnoea A.Il.

Pecny6nukaHckas demckas KnuHuveckas 6osibHuua, Mxeeck, Poccusi

JleTCKMI 1 NOAPOCTKOBbIA BO3PACT ABNAETCA KPUTUYE -
CKWUM A7 pOCTa M pa3BUTUA KOCTHOW CUCTEMBI 1 COCYL0B.
XMH nospexpaeT perynauuio MUHepasbHOro obmeHa
C nocnefyolMM HapyLIeHMeM poCTa, MOALENNPOBAHUS
W peMOAennpoBaHus kocten. Kpome Toro, HapyweHue
MUHepanbHOro obmeHa npu XIMH yacTo conpoBoxaaercs
KapAMOBaCKYyNAPHON KanbundrKaLmen.

[naBHble hakTOPbl Pa3BUTUS MNOYEYHOW OCTEOAUCTPO-
¢un (NOL) - HapyweHue Ca-P-romeocTasa, metabonusma
BuTaMuHa D u napatropmoHa (MTl), a Takxe U3MeHeHus
comaToTponHon ocu. BcneacTeme kak camoi XIMH, Tak
u B pesynbtate nevenus MNOJ dopmupyetca BbICOKWI
nna3mMeHHbI ypoBeHb hocthopa 1 yBennyYMBaeTcs npons-
BeneHune CaxP obmeHa. MTI ABNSETCA OLHUM U3 TNABHbIX
ypemuyecknx TOKCMHOB U y4aCTByeT B Pa3BUTUM KApAMUO-
BACKY/ISPHON Kanbumbukaumu. flmnepnapaTmpeos cnocob-
CTBYET Pa3BUTUIO apTePUaNbHON TMNEPTEH3UN U aHEMUU.

LnHakanbLeT obnagaeT KalbLUMUMETUYECKUM Len-
CTBMEM, HEMOCPeLCTBEHHO CHMXAKLWMUM KOHLEHTpaLMio
MTl, noBblwas 4yBCTBMTENbHOCTb AAHHOMO peLenTopa
K BHEK/J1eTOUHOMY Kanbuuio. CHMXEHMe KOHLEeHTpauuu
MTI conpoBOXAAETCA CHMKEHMNEM COLEPXKAHMA KaNbLLUA B
CbiBOpOTKe KpoBU. CHMXKeHMe KoHueHTpauuu MNTT koppe-
NIVPYET C KOHLLeHTpaLMell LMHakanbLeTa

Llenbto nccnenosaHms 6bii1a oLeHka 3O HEKTUBHOCTM 1
6e30MacHOCTM LMHaKanbLeTa y 60/bHbIX AeTel C XPOHW-
YecKOoW MOYEYHON HeLOCTATOYHOCTHIO, HAXOAAWMXCA Ha
3aMeCcTUTeNbHOW NOYeYHOW Tepanum B YCNOBUSX KPYrio-
CyTOYHOrO CTaLMOHapa.

Marepwuanb! u metoabl uccnegoBatus. ObcneoBaHO 5
naumeHTOB B BO3pacTe 0T 2 A0 17 neT. MaumeHTbl nonyya-
N NPOrPAMMHbIN FEMOAMANN3, NePUTOHEANbHbIN ANANN3
M MeLMNKAMeHTO3HOe NleyeHne B OTAeNeHUn Hedponoruu
PecnybnnMKaHCKOW AETCKOM KAMHUYECKON BONbHWLbI B
2010-2011 rr. FemoauanusHyo Tepanuio nposoaunn 3
pasa B Hegento no 4 yaca. IddeKkTUBHOCTL Ananusa: Kt/V =

1,4. Ananun3 C nCnonb3oBaHMeM AUann3aTopoB Gupmbl
«dpeseHnyc» FX40, F4, F3 Ha ananu3Heix annapatax 4008
1 5008. MepuToHeaNbHbI A1anu3 no 4-6 06MEHOB B LEHb.
AnekBaTHOCTb guanusa: Kt/V = 1,6.

[ns oLeHKK cTeneHn u 3hheKTUBHOCTI NPOBOLUMON
Tepanuu BceM 6OsbHBIM UCCnefoBanu cogepxaHme Ca-P
obmeHa, MNTT, wenoyHon docdarassl (LLP), remornobuHa
(Hb). OueHka nokasaTesieil KPOBM [0 Hayana JedyeHus,
yepes 1,3,6 mecaues.

bonbHble Nepes HauanoM Tepanuu buiin pasaeneHbl Ha
2 rpynnbl no Bo3pacty. B | rpynny Bxoaunu aetu B Bo3pac-
Te oT 2 40 10 neT (3 yenoBeka), HaxoAALULMECS HA FEMO-K
nepuToHeanbHOM auanuse. |l rpynny coctasunu petu B
Bo3pacte ot 10 po 17 net (2 uenoseka), nonyvawowme 3MNT
B BUAeE reMoAunanu3a.

WUcxopHbiii yposeHb MTI y 6onbHbIX B | rpynne 1000
+ 130 nkr/mn, cogepxanue Ca - 2,25 + 0,5 mmonb/n,
cogepxanune P - 1,15 + 0,8 mmonb/n, yposeHb W - ot
600 no 1100 U/I, ypoBeHb Hb y 6onbHbIX B 3TON rpynne
coctagun 105 = 10,2 r/n. Bo Il rpynne ncxogHoe MTI
coctaBuno 850-1100 nkr/mn, Ca - 2,3 mmons/n, P-1,5
MMmonb/n, Wd - 700 = 100 U/I,Hb -110 = 5 r/n. I rpynna
nonyyana uuHakanoueT B gosmposke 0,05-0,1 mr/ kr, B
3 npuewma, Il rpynna - B8 fo3uposke 30 Mr 1 pa3 B AeHb,
BO BpeMS efibl.

Pe3ynbTaTbl NpefCTaBieHbl B TabaunLe.

Y 60onbHbIX yepe3 1 mecsy, WL gocturna yposHs 600 +
200 U/I, yposeHb MTI cHu3unca go 850 + 120 mMkr/4 B
| rpynne, Ho 3aTeM HabawAanM BHOBb HapacTtaHue MTI u
L B anHamuke.

Bo Il rpynne yepe3 1 mecaw ypoBeHb [MTT cHu3maca po
600 + 58 nkr/mn, yposeHb LL® coctasun 520 = 120 U/I,
Ha oHe Tepanum LMHAKAIbLETOM K 6-My MeCALy Tepanum
YAAN0Ch AOCTUYbL LeneBoro yposHsa MTT n L.

B nocnenyouem npu HabnwogeHun B TeyeHne bonee
6 MecaLeB y O4HOro pebeHka u3 | rpynnbl NpW yBeaNYeHUH
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Tabnuya
[vHamuka nokasatenen NTI u W® y 6onbHbIX TXIMH,
HaxoAsLMUXCS HAa 3aMeCTUTENIbLHON NOYeYHOW Tepanum Ha hoHe
neyeHMs LMHaKanbLeToM

1 Mecsy, 3 mecaua 6 mMecaLes
nTr, LD, MTr, LD, ATr, LD,
nkr/mn | U/l | nkr/mn u/l nKr/mn U/l
oo | 750+ | 899 1 820 + 800 +| 820 = | 1000
py 120 : 100 | 200 | 140 | =200
130
520
600 + 480 + | 300 + | 240 +
Il rpynna 58 ]go 50 30 50 300

MeavaTpuyeckas Hecpponorus

£,031poBKkM bonee 0,1 Mr/kr oTMeYany obubHYO PBOTY.
Y Tpex AeTel PerucTpupoBaiy MOBbIWEHHbIA anNMneTuT,
OZLHAaKO JOCTOBEPHOM CBA3WM C MPUEMOM LMHaKanbLeTa
He BbIABNIEHO.

BbiBogbl

1. UmHakanbuet ansetca 3 ekTUBHBIM 1 6e30MacHbIM
npenapaTtoM Npu JIeYeHUN OCNOXHEHUN HapyweHus Ca-
P-obmeHa y feTeln cTapliero Bo3pacTa, HaXo4AULMUXCSA Ha
3aMecTUTeNIbHOW NOYeYHON Tepanuu.

2.Y peten Mnaglero Bo3pacTa B Nepsbivi MecsL, npu-
eMa npenapaTa Mbl OTMeYanu CHWXKEHWe nokasaTenei
MTr n Wo, Ho 3aTeM LMdpPLI 3TUX NOKA3aTene HapoCu,
YTO rOBOPUT O TPYLHOM nofbope afekBaTHON AO3VPOBKH
npenaparTa.

I deKTUBHOCTb AONOMHUTENBHONO BBEAEHNS NEBaMU30Na npu BakLuHaLm npotus HBV-

MHCEKLMM eTeN Ha remoauanie

YuHeaaeea I H.", Kabyn6aee K.A.", Huzmamynnuxa H.B.?, Mycmanaeea H.M.2, Xean M.A.%, Xampaeea Y.C.?
! Kazaxckuli HayuoHanbHbIl MeduuuHcKuli yHugepcumem, Anmamel;

? HayuoHanbHbIll Hay4HbIl yeHmp MamepuHcmea u demcmea, Acmana;

} Pecny6nukaHckasi demckasi KnuHu4eckas 6onbHuya «Akcali», Anmamel, Kazaxcmax

BakumHauua HBV - cepbe3Has npobnema y nauueHToB
C TepMUHaNbHOW NoYeyHoW HepocTaTouyHocTbio (TIH).
Bcneactere umMmyHoaehmumuTa y 3TuX 60/1bHbBIX CTaHAAPT-
Hbl€ 1 YCKOPEeHHble CXeMbl BAKLLMHOMPOMUNAKTUKM OKa3a-
nncb Mano3ddekTnBHbIMK. B nocnegHune rogbl n3ydyaercs
LOMNONHUTE/IbHOe Ha3HAYeHNe UMMYHOMOZAYNATOPOB WK
LLUTOKMHOB ANSA YNYYLIEHUS UIMMYHONOMMYECKOrO OTBETA HA
BaKLMHauUMo y nauneHTos ¢ TIMH. OcHoBHOM Npobnemon
NMPUMeHeHNs NPenapaToB, CTUMYIUPYIOLLUX UMMYHHbIN
oTBeT, y nauneHtoB ¢ TIMH ABnseTca orpaHMYeHHOCTb
LaHHbIX, Hanuuue noboYHbIX 3h(HEKTOB U CKIOHHOCTL K
KyMynauuu. B HacToswwee BpeMsa TeCTUPOBAHbI HECKObKO
npenapaTos, OAHWM M3 Hanbonee WU3yYEHHbIX CPEeACTB
ABNAETCA NEBAMU3OI.

LUenb uccnepgoBaHus: aHanu3 3dekTUBHOCTN UMMY—
HOMOZYNATOpa NIeBaMU30/1 Yy feTeil Ha remofaunanuse B
KOMBMHALMM C BAKLIMHOWM «IHIKEPUKCE».

MeTogbl uccnegoBanus. Y 11 geten, noiydyaswmx npo-
rPaMMHbIA FreMOAMNANN3 C OTCYTCTBMEM MOCTBAKLLMHANbHO-
ro UMMYHWTETA, ObI1 HA3HAYEH 1eBaMM30/1 B 4,03e 1 Mr/Kr
noc/ie KaXAoro ceaHca remMogmanusa C Hayaaom CTtapTa
BaKLMHauuW. BakumHauma bbina nposefeHa B yABOEHHON
no3e (20 mkr) no cxeme 0-1-6 mecaues. Mpynny cpaBHeHWS
COCTaBWAN NALLMEHTbI HA FEMOANANN3E, BAKLMHUPOBAHHbIE
B YZIBOEHHOW 03e no cxeme 0-1-2-6 mecaues. CTaTuctu-
YeCKM LOCTOBEPHbIX Pa3Nvumnii NO CpefHeMy BO3PacTy B
nccnepyembix rpynnax He soisigneHo - 13,7 + 0,851 13,0
+ 0,60 rosa cooTBeTCTBEHHO. B 0benx rpynnax npeob-
najanu peTu CTaplero Bo3pacta.

MonyuyeHHble pesynbraThl. [1py aHanuse TUTpPa aHTU-
Ten B CPABHMBAEMbIX FPYNNax yCTaHOBAEHO, YTO B Fpynmne
[LeTen BaKLWMHALMSA, NMPoBefeHHas B KOMOMHALUN C UM-
MYHOMOAYNATOPOM, XapakTepu3oBanacb AOCTAaTOYHON
ceponpoTekunen yepes 1 Mecsal mocse 3aBeplieHUs
BaKLMHALUM MO CPABHEHWIO C FPYMNMNON, B KOTOPOW Bak-
LUMHaLMa BbUla npoBedeHa 6e3 CTUMYNALUM UMMYHUTe-
Ta. Tutpbl aHTU-HBs coctasunm 987,9 + 10,1 n 408,6
+ 47,1 MME/mn cooTBeTcTBeHHO (p < 0,001). B rpynne
60/1bHbIX, MONYYMUBLINX UMMYHOCTUMYNATOP, TUTPbI AHTU -
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Ten 6bIIN, KaK y 340pOoBON nonynauuu. B rpynne peten,
BaKLMHMPOBAHHBIX 6€3 MMMYHOMOAYNATOPA, OTMEYANIOCh
NPOrpecCUBHOE CHUXEHWE TUTPA NPOTEKTUBHbLIX AHTUTEN K
3-My roay HabnwaeHus - 8o 95,4 = 21,5 MME/mn, Toraa
Kak B rpynne C 1eBaMU30/10M LETH B TEYEHWE AJINTENbHOIO
BPEMEHMN COXPAHUNMN JOCTATOYHYH CEPOMNPOTEKLMIO, C He-
3HAUMTENbHbIM CHUXEHMEM TUTPA aHTUTEN Yepe3 3 roga
HabnoaeHus - o 842,7 = 25,9 MME/mn (p < 0,001).

Mpu aHanu3e 4yacToTbl CEPOKOHBEPCUU U CepOonpo-
TeKUWUW B UCCeAYEMbIX FPYNNAX YCTAHOBNEHO, YTO Yepes
MecsL, B rpynne C /IeBamMn30/10M BONbLINHCTBO AeTel - 8
(72,7%) nmenn pOCTATOUHYH CEPONPOTEKLUI0 C YPOBHEM
aHTu-HBs 6onee 1000 MME/mMn u 3 (27,3%) - TuTp OT
500-1000 MME/mn. Moka3aTenb CeEPOKOHBEPCUU COOT—
BETCTBEHHO 6bin 100 1 92,5% kak B rpynne 60/bHbIX,
BaKLMHMPOBAHHBIX B KOMOUHALMM C NEBAMWU30/IOM, TaK U
6e3 UMMyHOMOZynaTOpa Yepe3 1 MecsL, NocC/ie 3aBepLleHus
BaKLMHaLMKN. B AMHaMuKe yepe3 rog cpefHue 3HaYEHUs
TUTpa aHTU-HBs B rpynne ¢ nepamm3o0/OM OCTanuCb Ha
NpeXHeM ypOBHe.

B rpynne nauueHToB 6e3 seBaMM30/1a YMEHbLINIOChH
KonnyectBo 60sbHLIX ¢ TMTPoM 500-1000 MME/Mn - ¢
7 0o 1 (3,7%, p < 0,05), COOTBETCTBEHHO YBENMUYUNOCH
¢ Tutpom 100-500 MME/mn - po 18 (66,7%, p < 0,05)
n Tutpom 10-100 MME/Mn - po 6 (22,2%), KonnyecTso
[eTeil C OTpULATENbHbIM TUTPOM OCTaNOCh HA MPEXHEM
ypogHe (7,4%).

Yepe3 3 ropa nocsie 3aBepLieHns BakLMHALWM B Tpyn—
ne C IeBAMU30/I0M YMEHbLUUIOCh KONYECTBO OOMbHBIX,
UMEBLINX TUTP aHTUTen 6onee 1000 MME/mn - o 1 (9,1%),
ocTanbHble umenn TuTp aHTn-HBs 500-1000 MME/mn, Tor-
[la KaK B rpynne 6e3 1eBaMu3ona yBeanuymnoch KoanyecTso
60/IbHbIX C MOTepeit UMMYHHOIO OTBETA Ha BaKLLMHALMWIO
£0 9 (33,3%), konuyecTBo nauueHToB ¢ TuTpom 10-100 u
100-500 MME/mn bbino paBHbiM - no 9 (33,3%). MokasaTens
CepOKOHBEPCHM B rpynre 60JibHbIX, BAKLLMHUPOBAHHbBIX B
KoMbuHauun ¢ nesammsonom, coctasun 100% 3a 3 roaa,
YTO FOBOPUT O BbICOKOW MMMYHOFEHHOCTU AAHHOM CXEMbI
BaKLMHALMW 1 rapaHTUpPYeT 3aWuTy B cydae MHOULNpo-
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BaHUA. B rpynne 6e3 negamuzona NC umen TeHLEHLMIO K
CHMXeHUI0 - 0,0 92,6%, 88,8% v k 3-My roay HabnwaeHus
JOCTOBEPHO CHU3MACA 8o 66,7% (p < 0,001).
3akntoyeHue. BakumHaLms fgetei C NpUMeHeHneM M-
MYHOMOAYNATOPA CNOCOBCTBOBANA Y/YULIEHMIO OTBETA Ha
BaKLMHALLMIO NPOTMB renaTuTa B c LocTaTouHoM ceponpo-

Vil kondbeperyms PO

Tekuuei y Bcex aeten (100%). B rpynne geten, BaKLUHN-
pOBaHHbIX 6e3 nesamu30/a, NokasaTesb CEPONPOTEKLNM
3a nepuog HabnwaeHUa LOCTOBEPHO CHM3MACA € 92,6
10 66,7% (p < 0,001), 4yTo yKa3biBaeT Ha HELOCTATOUYHYHO
CeponpoTeKkLMIiO U MNOBbILWAET PUCK MHPULMPOBaHMA HBV.

®octhopHo-kanbLeBbIN 0BMEH Y ETEN C XPOHUYECKOI NOYEYHON HEAOCTATOYHOCTbI

LWenemoe A.M., KaHam6aeea A.b., Hypbekoea A.A., Kapubaee E.A.
Kasaxckuli HayuoHanbHbIl MeduyuHcKull yHusepcumem umeHu C.[. AcgpeHOusipoea; Pecny6nukaHckas
demckas knuHu4yeckas 6osbHUUa «Akcali», Anmamsl, KasaxcmaH

M3yyeHue cocToaHUa hochopHO-KanbLMeBoro obmeHa
y LeTen C XPOHMUYECKOW MOYEeYHOM HEeLOCTaTOYHOCThbIO
(XMH) monxHO MMeTb 0COBYI0 BAXHOCTb B CBA3M C BO3PACT-
HbIMM 0COBEHHOCTAMM PaCcTyLLEero opraHusMa. OfHaKo 3TOT
BOMPOC 4,0 HACTOALLEro BpeMeH) HeLOCTAaTOYHO OCBeLLEH
B IMTEpaType.

Lenb. Llenbto Hawero nccnenoBaHns SBUN0OCL U3yYeHne
nokasarenen hochopHo-KanbLMeBoro obmMeHa, BKIoYas
MapKepbl HOPMUPOBAHNSA KOCTU Y AeTEN, HAXOAALLMXCA HA
neyeHun remogmanmsom (M) v nocne annoTpaHcnnaHTa-
LMm novku (ATI).

MeTogb! uccneposaHus. Bcero obcnenoBaHo 22 na-
umneHTa ¢ XMH. B nepBylo rpynny BKAYeHbl 15 geTein ¢
TepMUHanbHoW ctagueit XMH, HaXoAAWNXCS Ha edeHnn
Il B OTAENeHUN 3KCTPAKOPNOPanbHON AETOKCUKAL UK
POKB «Akcan», cpean Hux 8 (53,3%) nesouek u 7 (46,7%)
MaJIbuMKOB B BO3pacTe oT 2 A0 17 net (CcpeaHuUi Bo3pact
13,80 + 3,73 roga). MpomonxutenbHOCTb Nevyenns M B
cpepHeM bbi1a 12,60 + 8,77 mec. Bcem getam nposoaun-
nu bukapboHaTHbI [l ¢ MCNonb30BaHMEM KanWUAISPHbIX
ananusatopos Fresenius Polysulfone 3 pa3a B Hegento ¢
NPOAO/IKUTENbHOCTbIO CeaHCa He MeHee 4 4yacoB. KoHLLeH-
TpaLuMa KanbLus B 4MaNU3NPYIOLWLEM PAcTBOPE COCTaBAsNA
1,75 Mmonb/n. BTopas rpynna Bk/todana geten (4 Manb-
ymka 1 3 geBovku) B Bo3pacTte oT 12 ao 18 net (cpeaHun
Bo3pact 15,71 = 2,14 roga) nocne ATI. U3 7 peTen Tonbko
2 BbIIN NepecaxeHbl TPYMHbIE MOYKK, @ OCTa/IbHbIE NMOYeY-
Hble TPAHCMAAHTATbI MOYYNMN OT XKMBbIX LOHOPOB. Cpes -
HAA MPOAO/IKMTENbHOCTb NOC/E0NePALLMOHHOMO Nepnoaa
coctaBuna 22,71 + 18,78 mec. Y Bcex neten (yHKLMs
MOYeYHOro TpaHCNIaHTaTa bblNa YAOBAETBOPUTENbHOW, 1
BCE MOyYaNn TPEXKOMMNOHEHTHYIO MMMYHOCYNPECCUBHYO
Tepanuio (LMKNOCNOPUH A, NpeLHNU3010H U MUKOdeHoNaT
MoceTun). B KOHTPONbHYIO rpynny Bownu 8 Aesouyek u 6
MaJIbuMKOB B BO3pacTe oT 4 Ao 15 net (cpeaHui Bo3pact

10,93 + 3,36 roga) ¢ COXpaHeHHOW (YHKLMEN MoYek
(104,36 + 9,82 Mn/MuH), 6e3 NOPaXEHUs MOYeK U APYrux
OpraHoB.

MonyyeHHble pe3ynkTathl. Y AeTel C TEPMUHANbHOW
XIMH, HaxoanBwwmxca Ha ', K HaYany u B nepeble MecaLbl
nposegexus Il oTMeyanacb 4OCTOBEpPHAA TMMOKaNbLU—
eMuna Mo CpaBHeHU ¢ koHTponem (1,99 + 0,12 n 2,33
+ 0,09 coOTBeTCTBEHHO). YpoBeHb thocdopa, HaoboporT,
6bIn Bbie HOpMbl Y 64,28% Kk Hauany I'[. Mo mMepe npo-
BeaeHus [l ero yposeHb elie 6osblue NoBbiWwanca. B
pe3ynbTaTe npoussefeHue CaxP Bbiwe, 4eM B KOHTpONE,
yxe B Hauyane ['[], npu panbHenwem nposegeHun I oHO
COOTBETCTBEHHO MOBbLIWANOCL. TaKXe BbiB/EHA BblCOKasA
aKTUBHOCTb 06Len wenoyHon docdarassl (OLP) n no-
BblLLeHMe YpOoBHS ocTeokanbunHa (OK), cBMAeTeNbCTBYIO-
LiMe 0 3HAYNTEeNbHOM HapPYLIEHUN MUHEPAIbHOTO ObMeHa
KoCTeW. Y 3HaunTenbHoro 60nblunMHCTBa 60nbHbIX (84,6%)
YCTAHOB/EH rMMnepnapaTupeonamn3m C LOCTOBEPHbIM MOBbI-
weHneM ypoBHSA UMTT. Y 60/IbHbIX, MONYUYMUBLINX MOYEYHbIE
TpaHCnaaHTaTbl, OTMEYAeTCA yNnyylleHWe nokasaTesnen
thocthopHo-KanbLeBoro obmeHa. Mokasatenu Kanblus
n OK HopMann3oBanumch, ypoBeHb ocopa ocTaeTcsa no-
BblWeHHbIM Yy 33,3%, Ol -y 66,7%, n-MTI - nyywe, HO
yMepeHHO nosbiweH (157,50 + 91,51 nr/wmn).

BbiBogbl. Takum 0bpa3oM, y Bcex DONbHbIX AeTel C
TepMuHanbHon XMH BbISBMAM runepnapaTMpeonmsm, oH
npeBbian AaHHbie y 6onbHbIX nocne ATM B 10 pas, no-
KasaTesn KOHTponbHoW rpynnbl - B 40 pa3. Mokasartenb
kocTHoro popmupoBanms (OK) Takxke bbis1 Bbille y 60NbHbIX
Ha ['[l, 4To CBMAETENbCTBYET O BHICOKOM 0bMeHe kocTu. Mpw
OTCYTCTBMU MEAMKAMEHTO3HOW KOPPeKLMU HapylleHUs
thocthopHO-KanbLMeBOro 0bMeHa COXPAHAOTCS, HECMOTPS
Ha nposeaeHne ageksaTtHoro [ (12 yacos B Hezenw) c
MaKCMMabHO AOMYCTUMbIM YPOBHEM KaNbLiUs B AMann3aTte,
1 nocsie nepecasky NOYKN.
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OcobeHHOCTY DOPMMPOBAHIS XPOHIYECKOrO HEOBCTPYKTBHOTO NenoHedpuTa y AeTeil B
YCTIOBYSIX a3POTEHHOTO BO3AENCTBIS TSKENbIX METanmos

WmuHa U.E.", Peneukasi M.H.", 3emnsinHoea M.A.2, AMuHoga A./.?

'Oy BI10 «llepmckas 2ocydapcmeeHHass MeQuyuHckas akademusi um. akad. E.A. BazHepa» ®edepasibHO20
aceHmcmea o 30pagooxXpaHeHUr0 U cCoyuasibHOMY pa3eumuro;

2dBYH «®edepanbHbili Hay4YHbIU yeHMp MeOUKO-NPOUIAKMUYECKUX MeXHO02ull ynpaeneHusl puckamu

30dopoebto HacesneHus», lepmb, Poccusi

Llenb uccnepoBaHus - BbiSBUTL 0COBEHHOCTU hopMu-
POBaHMs XPOHUYECKOr0 HEOBCTPYKTUBHOIO NMenoHedpuTa
y LeTel, NPOXMBAKOLLUX B YCIOBUAX a3POreHHOMN Harpy3Ku
C NOBbILIEHHbIM COAEPXKAHNEM TAXKENbIX METATIOB B KPOBMU.

MeToabl uccnegoBanus. [1poBefeHO KOMNAEKCHOE
KNMHUKO-NabopaTopHoe obcnepoBarme 50 aeten, ctpaga-
IOLLUX XPOHNYECKUM HEOBCTPYKTUBHBIM NMUeNoHehPUTOM,
MPOXMBAOLLMX B YCIIOBUAX MOBbILIEHHON TeXHOreHHOM
Harpy3ku (rpynna Habnwogexus). Fpynny cpaBHeHUs Co-
ctaBunun 50 peten ¢ TeppuTOPUA OTHOCMTENBHOMO CaHU-
TAapHO-TUIrMEHNYECKOro bnaromnosnyyms.

MonyuyeHHble pesynkTathl. [py aHann3e gaHHbIX opu-
LLMANbHOM CTAaTUCTUKM YCTAHOB/IEHO, YTO 3a MOCNefHMe
naTb neT B MlepMckoM Kpae 6071e3HM OpraHOB MOYEBbIBOAA-
LLLeN CMCTEMbI Y fleTel He UMEKT TEHAEHLUUN K CHUXEHMIO.
CpeaHuii npupocT 3a60/1€Ba€MOCTY 3a AaHHbLIA NEpUoa,
MO MPOMbIWAEHHO Pa3BMTbIM ropofam llepmckoro kpas
B 2,2-2,6 pa3a Bbllle CpefHeKpaeBoro nokasatens. lNpu
3TOM TeMMbl NPUPOCTA BMEPBbIE BbISBIEHHOW MATONOMUN
B Kpae 6biau B 3,0-5,5 pasa Bblle CpeaHuUX nokasartenen
no Poccum.

Mpu cpaBHUTENbHOM aHaNM3e Yy AeTei B rpynne Ha-
bnoaeHNs coaepxKaHme TAXeNbIX MeTa//IOB B KPOBU (HU-
Keslb, CBUHEL,, XpoM®") npeBbilwano pedepeHTHbIE YPOBHU
B 1,4-2,0 pa3a 1 610 AOCTOBEPHO Bbille AHANOMMNUYHbIX
nokasatenen rpynnsl cpaBHeHus (p < 0,005).

Cpean neTel C NOBbILUEHHbIM YPOBHEM TSHXENbIX
MeTasiIoB B KPOBM MepBble MPOABAEHUS XPOHUYECKOTO
nuesoHedhpuUTa B BUAE PELUANBUPYIOLLEN NTENKOLUTYPUM
npuxoamnnuck Ha bonee paHHuUi Bo3pacT. [eTeii ¢ AebloToM
nuenoHedpuTa B Bo3pacTte 3-6 neT B rpynne HabnoaeHns
66110 B 1,7 pa3a b6onblie, YeM B rpynne cpaBHeHusa (48 u
28%, p < 0,05; ¥*> = 7,66; OR = 2,35). B rpynne cpasHe-
HWA LeTeil C BNepBble BbIABNEHHBIM AMArHO30M B BO3pacTe
11-14 net - B 3,7 pa3a b6o/blue OTHOCMTENLHO FPyMMbl
HabnoaeHns (6 n 22%, p = 0,002; y* = 9,34; OR = 0,24).

B rpynne HabnoaeHus 4OCTOBEPHO YalLe OTHOCKM-
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Te/IbHO FPYNMbl CPAaBHEHUS (HOPMUPOBAHME XPOHUYECKOIO
nuenoHedpuTa NPOUCXOAUNO Ha (DOHE annepruyecknx
3abonesannii (60 u 30%, p < 0,005; 4> = 3,84; OR = 3,5).

B xone nabopaTtopHoro obcnenoBaHua npeebileHne
tusnonoruyeckoro yposHs IgE obwero B kpoBu 0bHa-
pyxeHo y 70% neTeit rpynnsl HabnogeHus npotus 50% B
rpynne cpaBHeHusa (p < 0,005).

Mpu aHanM3e MMMYHOrpaMM NawueHToB obenx rpynn
BbIABJIEHbl PA3HOHAMPABNEHHbIE U3MEHEHUS BO BCEX
3BEHbAX UMMYHUTETA. Y AeTeil rpynmnbl HabAwAEHUA 40—
CTOBEPHO yalle oTMeyeHsbl serikonenus (60%, p < 0,005),
CHUXeHMe npoueHTa darountosa (28%, p < 0,005) u
ypoBHs IgM B cbiBopoTKe kposu (58%, p < 0,005). Y neten
rpynmnbl CPaBHEHUS, HAMPOTMB, Yalle BCTPEYANCA Neko-
umuto3 (50%, p < 0,005) u nosbiweHue IgA B CbIBOPOTKE
KpoBu (64%, p < 0,05).

BbiBogbl. B HacTosALLEe BpeMs COXPAHAETCA POCT nep-
BUYHOV 32060/1€BA€MOCTM OPraHOB MOYEBbIBOASLLEN CUCTE-
Mbl, 0COBEHHO Ha NPOMBbILLNEHHO PA3BUTBIX TEPPUTOPUSX. Y
LLeTEN C XPOHWUYECKUM HEOBCTPYKTUBHBIM NUENOHEPPUTOM,
MPOXMBAIOLLMX B YCIOBMSX a3POreHHON Harpy3kiu, coaep-
XaHue MeTannos (HUKeb, CBUHeL,, XpOM®*) B KDOBU NPeBbI-
WwaeT GOHOBbIE YPOBHM 1 MOKA3ATENIN FPYMMbl CPABHEHNA.
K 0cobeHHOCTAM (hOpMUPOBAHMA NATONOIUYECKUX COCTO-
AHUN CO CTOPOHbI MOYEBBIBOAALLEN CUCTEMbI Y AAHHOMO
KOHTUHIeHTa ABNSETCA bonee paHHAS UX MaHMbecTauus
Ha (hOHEe OTArOLWEHHOr0 anNeprosorniyeckoro aHaMHesa
B CPABHEHUW C AETbMU, MPOXMUBAKOLULUMU HA TEPPUTOPUAX
OTHOCUTENbHOIrO CAaHUTAPHO-TUTMEeHNYECKOro baarono-
Ny4yna. YCTaHOBNEHbI HAPYLWEHUS UMMYHOPEAKTUBHOCTM B
BUAE KOJIMYECTBEHHOrO (CHUXeHMe UMMYHOrnobynHOB)
M KayecTBeHHOro (aroumMTapHOro MHAeKca) aeduumn-
Ta ryMOpanbHOro U KJI€TOYHOrO 3BEHbEB MMMYHUTETA.
MonydyeHHble pe3ynbTaThl HEOOXOAMMO YYMTHIBATH MPW
onpeaeneHnn obbema neyebHO-NPoPUNAKTUYECKUX Me-
ponpuUATUN,



