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MEDIATPIA « HA NMIACTABI AOCBIAY

O NeanaTPUYECKOMN FACTPOSHTEPOSIOTUU U HYTPULMONOTUM

E.B. LLlyToBa, XapbkoBckas MeauuMHCKas aKapgeMus NocneannioMHoro obpasosanus

Kenynoxamennan Gonesus y gemei
KaK NpogBneHUe NUNUGHO20 JUCMPECC-CUHGPOMA

B HacTosiLee BpeMs NATONOrMYECKME M3MEHEHUS B PA3JIMYHbIX OPraHax u cuctemax, popmupyiowmecs Bcnencreme
HOPYLUEHUS IMMUAHOrO METAGONU3MA, PACCMATPUBAIOTCS € NO3ULMIA NUNUAHOro auctpecc-cuiapoma (JIAC). Mop JIAC
NoAPA3yMEBUIOT CUCTEMHYIO NATONIONMYECKYIO PEUKLMIO OPraHU3MA HO OCHOBE HAPYLLEHUI NMNUAHOro o6meHa B Bue
NAaTo6MOXMMMUECKMX U NATOMOPGONOrMYecKMX NPOLLECCOB, BbIXOASLLUX 30 PAMKM OPraHa-MULLIEHH, CNOCOGCTRYIOLLLYIO
BO3HMKHOBEHMIO HOBbIX UJIU NMPOrPecCUPOBUHMIO UMeloLMXCa 3a6oneBaHuii [9]. dTMonaToreHeTUYEcKMe 3AKOHOMEPHOCTH,
o6ycnoeneHHble gUCAUNONpoTeuHeMuein, Npu GopMUPOBAHUU NATOSIOTUU PASAIMUYHbIX OPTAHOB U CUCTEM CXOAHbI U HE 3UBUCST

ot Ho3onorum [17].

TepMUH «WIMIMUIHBIA OHCTPECC-CUH-
JIPOM>» BIIEPBBIE OBLT YIIOTPEOJICH XUpypra-
MM, UTO HEYAUBUTEJIbHO, TaK KaK Haubo-
Jiee paHHUE ero MPOosIBJICHUS B BUIE HATU-
YUsl 3ePHUCTBIX KMPOBBIX MacC B CIU3UC-
TOI 000JI0UKE KETYHOTO TY3bIPS BBISIBIIS-
JICh TIPEXIEe BCEro IMpHU MPOBEACHUM XU-
pypruueckoro BmemiaTtenbcTBa [14]. Tpo-
BOAMMBIC B HallbHEHIIEM WCCIeI0BaHMS
MMO3BOJIVUIM  OTIPEICINTh CYITHOCTh 3THUX
U3MEHEeHWI (HapylleHre JTUIUIHOTO 00-
MEHa — IHUCIUIIONPOTCUHEMMS), TEPMHU-
HOJIOTUYECKN WX KiIacCU(pHUIIUPOBATh U
BBIICJIUTH TPYITITY 3a00JICBaHMI, TIPH KO-
Topbix JIIC sBiseTCs OMHUM U3 MEXaHU3-
MOB (hopMUpOBaHUSI.

Kpome xojecteposa XeI4yHOIo Mmy3bIps,
KOTODBI sIBJIIETCS Haubojiee paHHUM
KiamHudeckuM mnposinenuem JIJIC npu 3a-
00JICBaHUSIX MUIIEBAPUTEIBHOM CUCTEMBI,
B 3Ty TPYIIITY BOILIUIM TaK:Ke XKMPOBOIA rerma-
TO3, JIUTIOTEHHBIM TAHKPEATUT, WIIEMU-
gyecKast 00JIe3Hbh OPTaHOB IMUIIeBapeHUs [9,
14]. ITo HamIeMy MHEHHIO, B TPYIITY 3200-
JIeBaHW, OOYCIIOBJICHHBIX HapyIIeHUEM
MeTaboJIM3Ma JINTIHUIOB, CJICAYeT OTHECTH
TakXke XeJJYHoKaMeHHY10 00Jie3Hb (ZKKB).

HapywieHust nunugHoro odoMmeHa Mpu
3TUX 3a00JIeBaHUSIX XapaKTepU3yIOTCs 00-
mwuMu 3akoHoMmepHocTsamu. [lpu JIAC
MPOMCXOASIT M3MEHEHUsI, IPUBOISIINE
K CHIDKEHUIO aKTUBHOCTHU COCYIMCTBIX Ba-
30MJIaTaTOPOB, JE3arPETaHTOB, ITOBHIIIIC-
HUIO YPOBHS IIPOCTAIJIaHAWHOB, aKTHBa-
MM TPOMOOIINTOB M IEPEKUCHOTO OKMC-
JeHns TurmiaoB [9]. BemencTBue aToro ak-
TUBUPYETCS BOCHAIUTEIBHBINA TIpoliece,
pa3BUBaETCS WIN YCUIMBAETCS SHIOTOKCE-
MM, XapaKTepHas AJs1 O0JbHBIX C XPOHU-
yeckUMuU ovaraMu uHpexkuuu. MHorma
BOCMaJIeHWE aKTUBUPYETCS WHQEKINOH-
HBIMM areHTaMH, TaKUMHU KaK XJIaMUIUM,
XeMKoOakTepHasi UHMEKIUs, 3EPUXUN
[18, 20], B pesynprate OJIOKUpYyeTCS
anoB100-peuenToOpHBIII 2HAOLUTO3 JU-
TTOTIPOTETHOB HU3KOM IUTOTHOCTH
(JITTHIT), BeI3BIBasg B KIETKAaxX OCHUIIUT
MMOJIMHEHACHIIIIEHHBIX XUPHBIX KHUCJIOT
1 u3dbTok B kpoBu JITTHII, uto Tpanc-
(opmupyeT BocTiaJieHNe B JIMITUIHBIN ITHC-
Tpecc-cunapoM [19]. TTostomy JIC mox-
HO paccMaTpuBaTh KakK 3HAOTOKCUH3aBU-
CHUMBIH TIPOLIECC, MO3BOJISIIOLINMI C €MUHON
TOUYKH 3pEHUsI TPAKTOBATh HAPYILIEHUS JIU-
MUIHOTO OOMEHAa, aKTUBALIMIO ITEPEKUCHO-
ro okucienus aunuaos (I1OJI) u mporec-
ChI BOCITAJICHUSI.

Kax yxe yxasbiBanoch Bbiie, JIIC sB-
JIsieTcs Hecriemraeckoii peakiyeit opra-
HusMa. Ero pasBuTHme compoBoXmaeTcs
(bopMupoBaHMEM KIIETOK COCTMHUTEIbHOMN
TKaHU: (UOpoO6IACTOB, MOHOLIMTOB, MaK-
podaroB, HeWTpopUIOB, TPOMOOILMTOB
[19]. Bemymiee mecto B maroreHese JIJIC
WUrpaeT NepeKUcHbIi MexaHu3M. [1pu akTu-
Bauuu [1OJI HapymaioTcst 0el0K-TUINI-
Hble B3aMMOJEHCTBUS C JUMUIAMU, U3ME-
HSIETCSI MX TTOBEPXHOCTHBIN 3apsil, MOAM-
(ummpyroTcs cTpyKTypa JWIUIOB M aro-
JIATIONIPOTEMTHOB HAa TTOBEPXHOCTU YACTHII
qununoB [1], Bo3HuKaeT aucOanaHc

CHCTEeM TeHEepaluu U JeTOKCUKAIIUU TPO-
nyktoB [TOJI, mpuyeM MakCUMaIbHO TPO-
ueccol ITOJI nmpoucxoasaT Ha ¢oHe TUIEP-
nunuaemMuu [1], koTopast COpoBOXKIAETCS
MOBBIIIEHUEM YPOBHSI CTPECCOBBIX TOPMO-
HoB B KpoBu. B pesyawrate JITTHIT monu-
(GULIMPYIOTCA 3a CYET CBOOOTHOpAAUKATb-
HOTO OKMCJICHUSI ¥ BBICOKOM CITOCOOHOCTH
MMOJMHEHACHIIICHHBIX XUPHBIX KHCTIOT,
HaXOMISIINXCS B COCTaBe JTUITUIOB, K TIepe-
KHUCHOMY OKHUCJIEHUIO.

Bpauy-niemmuatpy mpakTHIecK HE TpHU-
XOIUTCSl CTAJIKMBAThCSI C XPOHMYECKOU
WIIEMUYECKOl 0O0JIE3HBIO OPraHOB THIIIE-
BapeHMsT (OOJUTEPUPYIOIIMI aTepoCcKiie-
pO3 apTepuii OpraHOB OPIOIIHON MOJOCTH)
U JIUIIOTEHHBIM MTaHKPeaTUTOM ( HaKoILIe-
HMEe B TapeHXUMe, cocydaXx M IpPOTOKax
MOXKEJYTOUHOM Keye3bl JUIMHUIOB, YTO
COIPOBOXKIAETCS HapyIICHUSIMM 3K30K-
PUHHOI ¥ SHIOKPUHHON (PYHKIIMU Opra-
Ha). C ofiHOl CTOPOHBI, 3TO O0YCIOBIEHO
BO3paCTHBIMU OCOOEHHOCTSIMU pebOeHKa,
C Ipyroii — orpaHUYeHNEM JTUarHOCTUYeC-
KUX BO3MOXHOCTEI B CHJIy 9TUX OCOOEH-
Hocteil. 3HauutenbHo vaie JIJAC y nereit
CBSI3aH C TMATOJIOTMEl TremnaroouInapHoi
CHUCTEMBI.

B Hacrosiiee Bpemsi He TOUIEKUT COM-
HEHUIO TOT (haKT, YTO X0JIeCTEPO3 KEeIIHO-
IO TY3bIPsSI CBSI3aH C HAKOIUIEHHEM B €ro
CTEHKE JIMMHUIOB, IOCTYMAIOIIMX C KeJ-
Yypl0. AOCOPOLIMST XOJIeCTepUHa CIM3UCTOMN
000JI0YKOM XKETIHOTO IY3bIPsST 3aBUCUT OT
KOHIIEHTPAIIMU XOJIECTEPUHA B KeJIYu
U JUTUTETbHOCTU €T0 KOHTAaKTa CO CIIU3UC-
Toil 000J0ukOi. [ToCKOMBKY TpaHCHOPT
BOJIBI OCYIIECTBIISIETCS C TOBEPXHOCTHU
CJIU3UCTON 000JOYKU, TO KOHIIEHTpAlIMs
COCTaBHBIX YacCTeil Xeauu BbILIE B CIOSX,
MpuJeramx K ciusucToi. BenenctBue
9TOT0 TPAIUEHT KOHIIEHTPALUU JIUIUIOB
KETUM CIOCOOCTBYET HalbHEHIeMy Ha-
CJIOCHUIO U TIPEITUIIUTAIIM, YTO OOBSICHSI-
eT OTVIOXKEHHE XOJeCTeprHa IperMyIlec-
TBEHHO Ha ITOBEPXHOCTH CIIM3UCTOM 000-
Joukw [3].

XoJsecTepo3 XKeTIHOTO ITy3bIpsi — TaKXKe
JIOCTATOYHO penKoe 3aboyieBaHuE B JET-
CKOM BO3pacTe, HO CJIEJCTBUE €r0 — CHHU-
X€HUE COKPaTUTEJIbHON CIOCOOHOCTHU
JKETYHOTO My3bIpsi — MPeACTaBIsieT coOoi
HE YTO MHOE, KaK TUITOKMHETUUYECKYIO THC-
KMHE3UIO XETYHOTO ITy3bIpsl — XOJecTas,
KOTOPBIN CITIOCOOCTBYET HAPYIICHUSM JIM-
MUIHOTO OOMEHa M JISXKUT B OCHOBE (hop-
mupoBanusg KKb. Eciu B3riasgHyTh Ha
MPOOJIEMY C 3TOM CTOPOHBI, TO CTAHOBUTCS
OUYEBUIHON HEOOXOMUMOCTh paccMaTpu-
Batb XKKb ¢ Touku 3penus JIJC.

TenaTobuamapHas cuctemMa B OpraHu3me
YyesioBeKa MPUHUMAET OCHOBHOE Yy4YacTHe
B 0OMEHeE JIMMUIOB, TO3TOMY JI00OI MaTo-
JIOTUYECKU I Mpolecc, BeAYIIUIA K Hapyle-
HUIO (YHKLIMK TEYEHN M KETIEBBIBOIS-
LIMX IyTeii, COMPOBOXIAETCS U3MEHEHUEM
nokasareseil JunuaHoro oomena. Kiroue-
BBIM OPTaHOM PEry/ISILIUK ITPOLIECCOB MeTa-
00JIM3Ma JIMIIMIOB SIBJISIETCSI ITeYeHB, OCY-
IIECTBISTIONIAS CUHTE3 OCHOBHBIX KOMIIO-
HEHTOB XeT4u, a Takxke (opMupoBaHue

—o—

ee TpaHcniopTHoi hopmbl. OCHOBOI XO-
JIECTEPUHOBOTO TOMEOCTa3a SIBJISIETCSl JH-
Teporernatuyeckas LMPKYJISIIUS XOJecTe-
puHa. JIunuaHeli cocTaB KPOBU BCeraa u3-
MEeHeH Ha (poHe TTTy0OKHX METa00IMUECKUX
HapyweHuii. Bo3Hukawomuii aucbanaHc
MEXIy CHIKEHHBIM KOJIMYECTBOM KOHBIO-
TMPOBAHHBIX XKETUYHBIX KUCJIOT U OTHOCHU-
TEJbHO YBEJIWYCHHBIM XOJIECTCPUHOM
JITTHIT B chIBOPOTKE KpPOBU MPUBOIUT
K HapyIIeHWI0 KOJUTOMTHOTO PaBHOBECHS
YacTu MULIEJUT B XKeauu [5].

BompocaM M3ydeHUsT TUMTUIHOTO CIEK-
Tpa KpOBHU y ICTEi, B TOM YMCIIe y AeTeid
C TaToJIOTMell MUIleBapUTETbHOI CUCTe-
MbI, TTOCBSIILIEHBI HEMHOTOUMCIEHHbIE pa-
0OTBI MccaenoBaTeell MOCIEIHUX JIeT.
CorjlacHO JaHHBIM JIMTEPATYPhl, KaXIbIi
1IECTOl peOeHOK B BO3pacTe S5 JeT UMeeT
HapylIeH!s TUIMUIHOTO oOMeHa. [imepxo-
JlectepruHeMust BoisiBisieTcs y 7-50% 06-
CJIeIOBaHHBIX JIeTel B 3aBUCUMOCTH OT HO-
30JI0TUU ¥ Bo3pacTa pedeHka. ucnumnume-
MWH, SIBIISTIOINHECS (haKTOPOM pHCKa aTe-
POCKJIEPOTHYECKOTO Tipoliecca, y JeTeit
U TIOAPOCTKOB BCTPEUAIOTCSI JOCTATOUHO
yacto — cBbile 20% ciy4daes [4, 5].

IIpuzHakamMu JUNUIHBIX PacCTPOMCTB
y OOJIbHBIX SIBJISIETCSI MOBBILICHUE YPOBHSI
0o01Iero XxoJiecTepuHa I1J1a3Mbl KPOBU
u (MaM) U3MEHEHUST JIMTONPOTEMHOBOIO
npoduns. [unepxomectepuHeMus: He SIB-
JIIeTCs eMMHCTBEHHBIM (DAKTOPOM, CBUIIE-
TETBCTBYIOIINM O HapYIIEHUN METa0O0 M3~
Ma XojiecTeprHa. B To ke BpeMs HOpMaJlb-
HBII YPOBEHb XOJICCTepUHA HEe MCKITI0YaeT
HapyIICHUI B CHCTEME BHEKJICTOYHOTO €TO
TpaHCIopTa.

OOMEeH JTUIMUAOB ONPENesIeTCs U COCTO-
SIHUeM MUKPOIKOJIOTMM KullleuHuka. [To-
MMMO MaTOT€HHOTO BJUSIHUSI CaMOl MUK-
podJIopkl, K HACTOSIILIEMY BPEMEHU 10CTa-
TOYHO XOPOILIO M3yYeHa POJIb MUKPOOHBIX
SHIOTOKCMHOB B TIaTOT€HE3¢ ITOBPEXKIIe-
HUI MTeYeHU W TUCIATIONpoTenHeMun [1].

B ctpykType xpoHruecKux 3a00J1eBaHU I
MUIIEBapUTEIEHOM CHUCTEMBI y JETei BCce
Oosiee 3HAUYUTEJSBHOE MECTO 3aHWUMaeT
XKKDb, paccmarpuBaeMast Kak MposiBJieHUE
JIMIIWIHOTO aucTpecc-cuHapoma. Ogpuiim-
anbHas cratuctuka (0,5-1,0%o cpeau roc-
MUTATU3UPOBAHHBIX NETeil) He OoTpaxaeT
noaauHHo vactoThl KKbB, mockoabky
YUMUTBIBAIOTCS JIMILIb CIyyad KaMEHHOM
craguu 3aboneBaHus. B Ykpanne KKb
BcTpevaeTcs ¢ yactoroit 0,2 Ha 1000 nereit
[2, 16]. B otmenbHbIX pernoHax Poccuu xo-
JIETUTHA3 B JETCKOM BO3pacTe, IO JaHHBIM
obpataemocTu, cocrasiser 1,8-3,3% [11,
13].

MajnpunKyi ¥ JeBOYKHM B BO3pacTe IO
3 neT 00JCIOT OAMHAKOBO 4YacToO; OT 4 10
7 nAeT MalbuyMKM OOJIEIOT B 2 pasa uyaile,
yeM neBouku. B Bospacre ot 8 10 9 et co-
OTHOIIIEHUE MaJbUMKOB K NE€BOYKAM CTa-
HoButcd 1:1, B 10-12 ner — 1:2, a B moa-
poctkoBoM Bospacte — 1:3 [15]. Ecnn 15-
20 neT Ha3zax IMAarHO3 XOJeJIUThAa3a ycTa-
HaBJIMBAJICS MOCTAaTOYHO PENKO U JIUIIb
B CIIyJasiX ye 0o0pa30BaBIIMXCS KaMHEI,
TO ceifyac 3TO PSIOBOM AWMATHO3, TIPHYCM
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OCHOBHYI0 Maccy OOJIbHBIX COCTaBJISIIOT
JIETH ¢ HayaJIbHBIMKM TIPOSIBJICHUSIMU 00-
JIE3HU, KOrma XeauyHble KaMHU elle OT-
CYTCTBYIOT, HO OTMEUAlOTCS TOCTATOYHO
XapakTepHble OMOXUMUYECKUE U Ouopu-
3UYeCKre M3MEHEHUS Kel4yu, Mpeallec-
TBYIOILIME XOJIEIUTHA3y. DTOT MEepUON 3a-
OoJicBaHMsI HAa3bIBAlOT HAvaJIbHOM, Ipen-
KaMeHHOM MM (DU3MKO-XMUMUYECKOM CTa-
el 3aboneanust [3, 16]. K coxanenuro,
JI0 HACTOSIIIIETO BPeMEHM HayaJlbHbBIe TPO-
SIBICHUST XOJIEIUTHA3a, XapaKTepU3yIoIre-
c OMOXMMUYECKUMU U OUO(PUINIECKUMU
HapylIeHUsSIMA CBOMCTB JXKETYM, HE Juar-
HOCTUPYIOTCS U TIOTJIONIAIOTCS AMAarHo3a-
MU «OuMapHas AUChHYHKIMS» (IUCKUHE-
3Us) WIA XPOHUYECKUH XOJCUUCTUT.
B 3HauuTenbHON CTEMEHU 3TO CBS3aHO
C OTCYTCTBHEM OOINENPU3HAHHONW CHUCTe-
MBI KPUTEPUEB MPeIKaMEHHOTO TIeproaa.
O6menpunaToit knaccupukanuu 2KKb
y neteit HeT. CorJacHO COBPEMEHHBIM
npencraBieHusiM o natorenese XKKb, pas-
paboTtaHa pabouas kiaccu@ukalus, B oc-
HOBY KOTOpPOIi TOJIOXeHa Kiaccuduka-
umst, npunsaras 111 cbe3moM HayuHOro 00-

1ecTBa racTposHTeposoros  Poccuu
B2002 .
Kaaccudpukaums XXKB y aerein

| cTaAMs HaYaAbHAs!, MAM MpeAKaMeHHasi:
a) rycTas HEOAHOPOAHAS! XKeAUb;

6) (hopmMpoBaHMe BGUAMAPHOTO CAAAXKA:
® C HaAMYMEM MUKDPOAMTOB,

® C HaAMUMEM 3aMa3KO00pPasHON XKeAun,

® coyeTaHme 3aMa3Koo6pa3Hoﬂ Keaun C
MUKPOAUTAMMU.

Il craams - chopMHpOBaHME XKEAUHbIX
KamHei:

a) Mo AOKaAM3aLUM:

® B JKEAYHOM Ny3bIpe,

® B 006LLEM KEAYHOM MPOTOKE,

® B MeyeHOYHbIX NMPOTOKax;

6) MO KOAMYECTBY KOHKPEMEHTOB:
® OAMHOYHbIE,

® MHO>KECTBEHHbIE;

B) MO COCTaBY:

® XOAEeCTEepMHOBbIE,

® MUrMeHTHbIE,

® CMeLlaHHble;

r) N0 KAVHUYECKOMY TeYEeHMIO:

1) AaTEHTHOE TeyeHue;

2) C HaAVUYMEM KAMHMYECKMX CUMMTOMOB:

® GoreBas  opMa C  TUMUYHBIMK
>KEAUYHBbIMM KOAVMKAMM,

® aucnencuyeckas opma,
® 0A MACKOM APYrvx 3a60AEBaHMIA.

111 crapust XpoHMUECKOro peLMAMBUPYIOLLLETO
KaAbKyA€3HOTO XOAeLMCTUTA.

IV cTapns oCAOXKHEHWH.

®opMUpoOBaHUE XOJIEIUTHA3a TIPEICTaB-
JisleT co00il MHOTOCTaIUIMHBIA MPOIOJIKH-
TEJIbHBIN TIpollecc, MpUYeM O0pa3OBaHUIO
KaMHe} TpealecTBYIOT HapyleHus: (pusu-
KO-XMMMYECKUX CBOMCTB XXEJI4YM TOJA BO3-
nelicTBeM (DaKTOPOB BHYTPEHHEH 1 BHEIII-
Heil cpenbl. DakTopaMu pHCKa DPa3BUTHS

IIponomxkenue Ha cTp. 48.




ZU 2012 pediatr 2.gxd

18.06.2012 18:23

Page 48

10.B. Benoycos, a.M.H., npodeccop, 3apeayomni kadeapor NeguaTpu4eckon racTpO3IHTEPOSIOrMMU

v Hytpuumonoruu, E.B. LLlyToBa, XapbkoBckas MeauUMHCKAs aKaaeMus nocneamniaoMHoro obpasosaxus

Kenynokamennad boneanb | gemei

KaK nposBMEHUE NUNUQHOZ0 QUCMpECC-CURgpOMA

IIponomxkenne. Havamno na ctp. 47.

3a00JIeBaHUS SIBIISTIOTCST TeHeTUIecKue (ce-
MeiHasi TIpepacroIoKeHHOCTh, Ne(eKThI
cUHTe3a (hePMEHTOB, PETYIUPYIOIINX CHUH-
TE€3 OCHOBHBLIX KOMIIOHEHTOB 2KE€JI4YM, aHO-
MaJIy OMJIMApPHBIX TyTeit); nemorpaduyec-
Kue (reorpauueckoe MecTo MpOXKUBAHUSI,
BO3pacT, IMoJj), auetndeckue (nehexkThl
BCKapMJIMBAHUS, HapyIlleHWE TPUHIIUIIOB
MMUTaHUS B pa3JIMYHbIe BO3PACTHEIE ITEPHO-
IIBI), MEIUIIMHCKYE (OXXKMpEHNE, CaxapHBINA
nrabet, 3a0o0jeBaHMS KUILIEYHUKA W [1p.),
colaabHbIe (HECOOIONCHNE TTPUHIIUIIOB
(opmMupoBaHUS 300POBOTO 00pa3a KU3HU
pebeHka).

CorylacHO JaHHBIM JIUTEPATYPHI, PUCK
HacnenoBaHus XKKb cocrasasier ot 30 a0
75%; puck pasputus XKKb yBeanunBaercs
B 5-6 pa3 npu HaJIMYMK U3OBITOYHOM Mac-
chbl Tena [10].

OcHOBHBIMU (pakTOpamMu (HOPMUPOBaA-
HMS XOJISJIUTHA3A Y JeTel SIBISIOTCS: IUC-
XOJIUS TIEYEHOYHOTO TeHe3a, XoJiecTas
1 BocmayieHne. B HopMe mpu cTabMIbHOM
KOJUIOUTHOM COCTOSTHUU XETUU XOJIeCTe-
PYH, KeJTIHBIe KUCIOTHI U (hOCHOTUITUIBI
CHUHTE3UPYIOTCS B OIPENCICHHBIX COOTHO-
IIeHUsIX. BeilencTBre TeHeTUIEeCKOTo MITH
MpUOOpeTeHHOro AedeKkTa CUHTE3a 3THUX
3JIEMEHTOB MEYEHb MPOIYLUPYET JIUTOTEH -
HYIO XeJT4b, B KOTOPOI HAapyIlIEHO COOTHO-
IIIEHWE OCHOBHBIX KOMIIOHEHTOB. 3acToil
JKETYM CITOCOOCTBYET YCUJICHUIO BCachIBa-
HMSI BOABI U BOAOPACTBOPUMBIX 3MYJIbIN-
POBAaHHBIX BEIECTB, B pe3yJbTaTe Yero
KOHIICHTpAIMs XoJiecTeprHa U OejKa
B KCJTYM TTOBHIIIAETCS, a XKETUHBIX KUCIOT
CHIXAETCS, BCIICACTBHE YETO Pa3BUBACTCS
mucxonusi. HakoHem, mpu BoCIaJleHUH
KOHIIEHTPALIS XKETUYHBIX KACIOT B JKEJTIN
CHMXKACTCA BCJCACTBUEC HUX YCHJICHHOIO
BcacbiBaHus. KpoMe Toro, orMeuaercs ru-
MePHpPOAYKIUS CIU3UCTON 000I0YKOM
JKEIYHOrO TMy3bIps MYLMHA U KaJbluf,
COCTaBJISIIOIINX OCHOBY JUISI 00pa30BaHUS
KpUCTAJLIOB [6].

HaganbHolt cTagueit XonenuTrasa siBisi-
eTcsT (PU3UKO-XMMHUIeCcKass WM TIpeIKa-
MEHHasl, XapaKTepu3yIoIascs HapyleH!-
eM OMou3NIeCcKUX 1 OMOXUMMUUYECKHX Ta-
pPaMETPOB KEJTIH CO CHIDKECHUEM €€ KOJIIO-
WIOHOM CTaOWMJIBHOCTH, YTO TIPUBOIUT
K TMPUOOPETEHUIO XKEJIUYbIO JIUTOTEHHBIX
CBOWCTB MIPU OTCYTCTBUM COOCTBEHHO JI-
THasza. B manbHeiilieM HapylleHUE TUAPO-
JIN3a U YTUIM3ALMKU XoJiecTeprHa, ¢pocdo-
JIMTTUIOB U KETYHBIX KHUCJIOT TMPUBOIUT
K IeCTaOMIN3alIUN XeTIHBIX Mulie1. Cos-
JTAIOTCS YCIIOBUS JIJIST KPUCTAUTA3AINHU XO-
JIECTEPUHA C MOCJIEAYIOIIUM 00pa30BaHUEM
XOJIECTEPUHOBBIX M CMEIIAHHBIX KETTHBIX
KamHell. Kpucramimaeckuii MOHOTHApaT
XOJIECTepUHA — TTIaBHBII KOMITOHEHT OoJiee
yeM 80% KeTIHBIX KOHKpeMeHTOB. OCHO-
BOIi (DOPMUPOBAHUSI XOJECTEPUHOBBIX
KaMHEN SBJsIeTCS Ne4YeHOYHas CCKpeLMA
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Puc.1. BunuapHbii cnapx
(MukponuTbi)

PSONC

BE3MKYJ, O0OramieHHbIX (HAChIILIEHHBIX)
XOJIeCTepMHOM. MeXaHN3MBI (hOpMUpPOBa-
HUSI caMUX BE3UKYJ U (haKTOpbI, KOHTPO-
JIUPYIOIIME 3TOT MPOILIECC, U3YYeHbl HEI0C-
TaTOYHO U SIBJISIOTCS MPEAMETOM MCCea0-
BaHMs [6]. [IMUrMeHTHBIE XKeTYHbIe KOHKPE-
MEHTBI, COCTaBJSIOLINE TMPUOIUZUTETHHO
20% oT 001Iero KOJIMYECTBA XKETYHBIX KaM-
HEW, coaepxkar KaJlbLus OWIMpyOUHAT Ha-
psy C APYTMMU HEPACTBOPUMBIMU COJISIMU
Kanblus (KapOoHAThI, (hocaThl, TaTbMU-
TaThl). BEIIEISIIOT 1Ba TOATHIIA TAKUX JKEJI-
YHBIX KaMHEH: YepHble M KOPUYHEBEHIC.
YepHbIe KeTIHBIE KOHKPEMEHTHI 00pasy-
I0TCS B pe3yJibTaTe TOro, YTO HEKOHBIOTH-
POBaHHbBIN OUAMPYOUH B3aMMOJEHCTBYET
C KaJblIMeM yXe MPU HU3KON KOHIIEHTpa-
[IUU, TIpY 3TOM (POPMUPYIOTCS HEPACTBO-
puMble cou. Yepe3 HeKoTopoe BpeMst Ou-
JIMPYOUH B TaKUX OCaJKaxX OKUCISIETCS 1 3a
CYET KOBAJEHTHOTO CBSI3bIBAHMSI ITOJMME-
pusyeTcsi ¢ oOpa3oBaHMEM CYOCTaHLMIA
YepHOTO 11BeTa. Takue ToJIMMephl OUIUpYy-
OMHA HEPaCTBOPUMBI B OOJIBIIMHCTBE W3-
BECTHBIX pacTtBopuTensx. Mdakropamu,
CIMOCOOCTBYIOIIMMU 00pPa30BaHUIO YEPHBIX
IMUTMEHTHBIX JKEJTIHBIX KAMHEH, SIBIISTIOTCS
COCTOSIHMSI C YCKOPEHHBIM OOMEHOM TeM-
colepKalllMX BELIECTB, MpPeXIe BCEro re-
MOTJI00MHA (TreMOJUTUYECKUE aHEeMUU),
1 HapylleHus oOMeHa MopUpUHOB (LIMP-
pO3bl TMMEYEeHHW, BPOXKICHHbBIE U IpUOOpe-
TeHHble Topdupun). BuigeneHue HeKo-
HBIOTUPOBAHHOTO OMJIMPYOMHA C KEITIbIO
YBEJIMYCHO Y TAIIMEHTOB C MJICOLICKAIEHOMI
¢opmoii 6one3nu Kpona. [Ipenmnonaraercst
HaJInuue M30MpaTeabHOU MajabadcopOLuu
XOJIATOB TIPM JAaHHOM 3a00JIcBaHWUU, KOTO-
poe COTIPOBOXIACTCS YCHIICHUEM peadbcop-
OLIMM HEKOHBIOTUPOBAHHOTO OWJIMPYOMHA
1 TakKuM 00pa3oM MPUBOAUT K 0Opa3oBa-
HUIO MUTMEHTHBIX KEeIYHBIX KamHel [7].
KopuyHeBbie XeauHble KOHKPEMEHThI 00-
pasylorcss B CUTyaUMAX, IPUBOISLINX
K 3aCTOI0 XKeJYM B COUeTAaHUU C KOHTAMMU-
HalMeil ee OaKTepUsIMU, TUAPOIU3UPYIO-
IIAMA KOHBIOTUPOBAHHBIM OMINPYOMH
u dochonunuasl. B pe3ynsrare mpoucxo-
JIUT TOBBIIIEHUE KOHUEHTPALUUU OWIHPY-
OWHA U XUPHBIX KUCIIOT, JOCTATOYHOE IS
00pa3oBaHus U MPEeUUNUTALIMU TIJI0XO pac-
TBOPUMBIX  OWIMPYOMHATOB  KaJabLUS
Y KaJIbLIUEBBIX COJIEH XXKUPHBIX KUCIIOT.

KiuHuyeckue nposiBieHus npeaKkaMeH-
Holi ctaguu 2KKb HecrielimduyHbl 1 00yc-
JIOBJIGHBI THUIIOM (DYHKIIMOHAJBHBIX pac-
CTPOMCTB OMIMAPHOTO TpaKTa, HaIUIMEM
BOCTIAJIMTEIbHBIX U3MEHEHMI B KEITIHOM
ITy3bIpe M XKETUYEBBHIBOMAIINX MyTsIX. I1po-
1IeCC pa3BUBACTCS IMPEHUMYIIECTBCHHO Ha
(boHEe THIOKMHE3WU XKEITYHOTO ITy3BIPS
n guctoHuun cuukrepoB Ommu u JloT-
KeHca (Kak TUITePTOHMYECKOTO, TaK U TH-
MMOTOHUYECKOTO THUIIA).

AHanmu3 HabmoneHust 110 mereit ¢ oumu-
apHoIi marojioruei (B ToM uucie 77 ¢ u30Ju-
POBAaHHBIMM OMJIMAPHBIMU AUCGHYHKLIUSIMU

OR SPOREA 10w

Puc. 2. BunuapHbii cnagx
(sumazkoo6pazHas xenub)

Puc. 5. Kpucrannbl 6unupy6uHara kanbums

1 33 ¢ XpOHMYECKHUM XOJIELIMCTUTOM Ha
(bone OmnmnapHoit TUCHYHKIMK) MOKa3al,
YTO HamboJIee paclpoCTPpaHEHHBIM TUIIOM
OMIMapHBIX TUCOYHKIMI ObUI TUIIOKMHE-
TUYECKW B COUYETAHWM C IUCTOHUEH
cunkrepHoro armapara (80,0+3,8%).

V 76,316,0% o00cnemoBaHHBIX IETEN
KOMIUIEKCHOE WCCIeIOBAaHNE BBISIBUIIO
MPU3HAKU, CBUICTEIbCTBYIOIIME O HAJIU-
YUHU TIpeIKaMeHHOU ((hU3UKO-XUMHUEC-
KOI) CTaiuu XoJeauTrasa.

DxorpauyeckuM MPU3HAKOM (bU3HUKO-
XUMUYECKOW CTaauy XoJieJuTHasa SB-
JIgeTcs HaJluuyue OWIMapHOro cjamka —
B3BECU MEJIKMX YaCTHUIl, TTPOLYLIMPYIOIINX
HM3KOAMITTUTYIHOE 3X0, HO 0e3 aKyCTH-
YeCKOl TEHM; OHM TIIPEICTABIISIOT CO0OIt
JICIUTUH-X0JIECTEPUHOBEIE  CTPYKTYPHI,
OMM3KMe K SKUIKOKPUCTAINICCKUM,
a TakoKe KPMCTAJTI MOHOTHIPATa XOJIecTe-
pUHA; YACTUIKU OKYTaHbI MyLIMHOM U CBSI-
3aHbl C HUM CTpYKTYpHO [3] (puc. 1, 2).

[Ip1 M30IMPOBAHHBIX TUITOKWHETHYEC-
KUX OMJIMApHBIX AMCGHYHKIMIX HamboJsee
XapaKTepHbIM 3XorpaduyeckuM MpHU3Ha-
KOM OKa3aJloCh HapyllleHHe KOJUIOMAHOM
CTAOMJIBHOCTU XETYM B BHIE KEITIHOTO
ocanKa, KOTOPBIi XapaKTepu3yeTcsl Toued-
HBIMM DXOCTPYKTYpaMU ITTOBBIIICHHOM
AKyCTUIECKOI IIJIOTHOCTH 0e3 aKycThJec-
KOM TE€HM, MPEeACTABISIIOIIMMU COOOH rpa-
HYJIBI OVTMpYOMHATA KaTbLIUS W KPUCTaJI-
JIbl MOHOTHUJIpATa XOJIeCTepUHA.

IIpu couetannm TUCHYHKIIUU C XPOHU-
YeCKMM XOJIELIMCTUTOM Yallle BbISBISIUCH
XJIOTIbSI XKeTYU, HEOMHOPOAHBIE TUIIEPIXO-
TeHHbIE BKIIOUEHUST 0€3 YEeTKUX KOHTYPOB
B TIOJIOCTU XKETUHOTO MY3bIPsI, COCTOSIIIINE
U3 KUIKOKPUCTAJUIMYECKUX CTPYKTYD,
TBEPIOKPUCTAILTMIECKUX CTPYKTYp U My-
nurHa. B 11e10M axorpaduyeckast mmar{oc-
TUKA MTO3BOJISET B 85,3+5,6% BBIABUTH Ha-
PYIIEHUS KOJUIOMIHON CTaOMIBbHOCTH
KT,

Puc. 4. Kpucrannbl cymMapHbIX n1MNMAOB

Puc. 6. Kpucranns moHormapara xonecrepuia

BuoxumMuyeckuM 3KBUBAJICHTOM Hapy-
IICHUS KOJJIOMIHOM CTAOMIbHOCTH KEITIN
SIBJISIIOTCSL CHIDKEHHE XOJIaTO-XOJIECTepH-
HOBOTO KO3GbdUIMEeHTa B XEI4W MOp-
v B, koTopoe BeisiBIsIeTCs v 64,014,6%
JeTell ¢ U30JMPOBAHHON THUMOKMHETUYEC-
Kol onnmmapHoii guchynkuueit u 100% ne-
Tell ¢ XpOHMUYECKUM XOJELIMCTUTOM Ha (o-
HE TUIMOKMHE3UHN XKETIHOTO ITy3bIPsI.

MUKpPOCKOMUS XEIUU B IMOJISIPU30BaH-
HOM CBETe ITO3BOJISIET BBISIBUTH MUHUMAJIb-
HBle M3MCHEHHUS B KCIUM; OIPEACINTH
BpeMsI TIOSBJICHUS YIIOPSIOYCHHBIX (ha3
(CKMIOKWMX U TBEPOBIX KPUCTAJJIOB) U UICH-
THGULIMPOBATh UX TEKCTypy. B mcchemye-
MBIX TMpernaparax OINpenessilioT Haluuue
aHU30TPOITHON XUAKOKPUCTAIIUYECKOM
¢asbl ¥ TBEPABIX KPUCTAJIOB, TUIbI KPUC-
TaJJIOB, BpeMsl UX MOSIBJICHUSI, MEXaHU3M
KpUcTa/uiu3auuu. B HopMe Xeaub mpen-
CTaBJsIeT COOOM OMNTUYECKHM TOMOTE€HHBIN
MUIEUIIpHBII pacTBop. OOHapyxkeHHe
KPUCTAJUIOB X0JIECTEpUHA B XKEJTUU SIBIISICT-
¢ 0ojiee TOYHBIM ITOKa3aTesleM IIpemKa-
MEHHOTO COCTOSHUS, YeM WHICKC HaChI-
IICHUS XOJECTEPUHOM, UTO ITOMOTAeT yC-
TaHOBUTH nuarHo3 2KKb B nepuoje, koraa
KOHKPEMEHTHI ellle He CHOpMUPOBAHBI
WJIY HE OTPENeISTIOTCS MHCTPYMEHTATbHbI-
MU MeTomaMu (puc. 3-6).

[IpoBeneHHble Ha Kadenpe meauaTpu-
YeCKOI racTpO3HTEPOJOTMU U HYTPULIMO-
JOruM uccnenoBaHust [16] mos3Boauan
BBIICIUTh YeThIpe THUIMa (MeXaHHM3Ma)
KPUCTAJUIM3AIIAN; ICHAPUTHBIN (HOpMaJlb-
HBII); DEHIPUTHBIN C YCKOPEHNEM CPOKOB
KpUCTANIM3alluu;  OTUCKIMHALMOHHBIA
(aHOMANBHBIN) ¢ MUHUMATBHBIMU H3ME-
HEHUSIMM; OUCKIWHALMOHHBIA C BbIpa-
JKEHHBIMU U3MEHEHUSIMMU.

JleHIpUTHBIN MeXaHU3M C YCKOpEeHUEeM
CPOKOB KpUCTa/JIU3aLlMU XapaKTepeH st
TMIOKUHETUYECKU-TUCTOHNYECKUX Hapy-
LIEeHUI OUIMAPHOI CUCTEMBI, B TOM YHCIIe
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B COYETAaHUM C BOCHAIUTEIHHBIMU M3MeE-
HEHUSIMM XKeTIHOTro my3bipss. OO yckope-
HHUU CPOKOB KPUCTAJUTA3AIIAN CBUICTEIIBC-

TBYeT TMOSIBICHUE  KPUCTAJUIMUECKHMX
CTPYKTYp B IMpemnapaTax cpasy rmocjie 3a00-
pa XKeuu.

JVCKIVMHAIIMOHHBI MEXaHM3M KpUC-
TaJUTM3alMi ¢ MUHUMaJbHBIMU W3MEHe-
HUSIMM CBUAETENBCTBYET O (PU3UKO-XUMU-
YeCcKOM CTaauu XOJeanuTra3a u XapaKTepu-
3yeTcs MOsIBJIEHUEM KPUCTALIIOB CyMMap-
HBIX JMIUAOB B BUIE KPYIHBIX IMPSIMO-
YTOJBbHMKOB IO Kpalo Iperaparta, poMoo-
BUIHBIX KPUCTAJIIOB MOHOTHIpATA XOJIeC-
TepWHA B OTACIBHBIX TMOJISIX 3pEHUS, a TaK-
Ke TTOSIBJIEHMEM B TIpeTiapaTax eqMHUIHbBIX
KPUCTAJITIOB CO CTYMEHYAThIM POCTOM.

JVCKIMHAIIMOHHBI MEXaHU3M KpHC-
TaJUTM3alUU C BBIPaXKEHHBIMU U3MEHEHUSI-
MU XapaKTepU3yeTcsl CTPYKTYPHOI HEOTHO-
POIHOCTBIO, KOHIJIOMEPATHBIM POCTOM
KPUCTAIJIOB CYMMAapHBIX JUITMAOB, OO~
€M KpHCTa/UIOB MOHOTHIpATA X0JIeCTeprHa,
TOSIBJICHUEM TJIBIOOK OMIMpYOMHATa Kallb-
11T 1 MUKPOCHEPOTUTOB KapOOHaTa KaJlb-
s, JlaHHBIE M3MEHEHUS CBUACTEIbCTBY-
0T O CTaINM MUKPOKAJIbKYJIe3a UK JIaTeH-
tHoii cranmuu KKbB (kameHHast ctamust).

[To maHHBIM HAIMX WCCEAOBAHUI IS
(bU3MKO-XMMUYECKOI CTaUU XOJIeINThA3a
Ha (oHEe M30JMPOBAHHON TUITOKUHETH-
YyecKoi OMJIMapHOi AUCYHKIIMU XapaKTe-
pPeH JIUCKIMHALIMOHHBIA MeXaHU3M KpHC-
TALIM3alUMU  XeIYd ¢ MUHMMaJbHBIMU
(64,915,4%) v BeipaxkeHHbiMu (13,0+3,8%)
usMeHeHusIMUA. [Ipy XpoHMYECKOM XoJie-
LIMCTUTE TpeodaamaeT AUCKIMHAIIMOHHBIN
MEXaHU3M C BBIPAXXCHHBIMUA M3MEHEHUSIMU
(42,448,8%). Pexe BcTpevaeTcst QUCKIIMHA-
IIMOHHBIN MEXaHU3M C MUHUMAJTbHBIMU 13-
meHenusimu (30,3%8,0%).

HuddepeHIMpOBaHHOE W3yYEHUE W3-
MEHEHU, XapaKTepHBIX VISl MPeIKaMeH-
HoOi (bU3UKO-XUMUUYECKOI) CTAANU XOJIe-
JINTUA3a, MO3BOJISIET CAeAaTh BHIBOI O Be-
JyLIel pojid TMIIOKMHETUYECKO Ounuap-
HOI nUChYHKINUY B hOPMUPOBAHUM HApY-
LIEHUI KOJUTOMAHOM CTaOMIbHOCTH XKeTur
M CBUIETEIbCTBYET O TOM, UTO BOCIIAJIH-
TeJIbHbIE M3MEHEHUS XETYHOTO ITy3BIPS
HeJb3s paccMaTpuBaTh KaK HEOOXOIMMOE
ycioBue (HopMUpOBAHUS XOJIETUTHA3A,
KOTOPBII MOXET Pa3BUTHCS U Ha (hOHE U30-
JIMPOBAHHOW TUITOKWMHETUYECKOW Ormap-
Holi auchyHKuMU. B To e Bpems mpu Ha-
JIMYUU XOJIEMCTUTA (DU3MKO-XUMHUYECKUE
HapyUIeHUS XeT4u BbIpaXeHbI 0osee 3Ha-
YUTEJBHO.

He nmopnexut coMHEeHUIO TOT (haKT, YTO
CBOCBPEMEHHAasl NTHAarHOCTUKA U KOppeK-
s (pU3MKO-XUMMUECKMX W3MEHEHUN
JKEJTYU UMEET TIEPBOCTEIIEHHOE MPaKTUIeC-
KO€ 3HaueHHUE, TaK KaK IMO3BOJISICT IIPEIYTI-
penuTh pa3BUTHE KaMeHHbIX cTaauii 2KKb
CO BCEMMU BHITEKAIOIIMMHU TTOCTEACTBUSIMU.

Kowmruieke sieueOHBIX MEPOTIPUSITUIA
COCTOUT M3 COOJIIOJICHUST TBUTATEIBHOTO
pexuma (CHUXeHUE JBUTATEbHON aK-
TUBHOCTU — OJWH M3 HEOJIarompusTHBIX
(bakTOpOB, CIIOCOOCTBYIOLIMX XOJIEIUTHA-
3y); AUeToTepanuu (pexkuM U XapakTep
nuTaHus). PexkuM muTaHus BKJIIOYaeT pe-
TYJISIPHOCTh TpHeMa IMUIU B (PUKCHUPO-
BaHHBIC Yachl (UEeTHIPE-TISITh pa3 B CYyTKN),
YTO CIIOCOOCTBYET KETUCOTACICHUIO.
WckimrouaroTesl TYrOIIaBKUE XKUPHI, CIIe-
1IMY, MapuHaAbl, OTPAHUYMBAIOTCS yTIIe-
BOJIbI, OCOOEHHO MPU U30BITOYHOUN Macce
Tesa, IMUPOKO MCITOIB3YIOTCS CIIMBOYHOE
U PacCTUTEIbHOE Macia, 00Jaaroline Xo-
JIeKUHETUYECKUM JAelicTBueM. Ilpeny-
CMaTpuBaeTCss HEOOXOAUMOE 10 BO3PACTy
KOJIMYECTBO OejIKa, YTO BaxkKHO ISl COXpa-
HEHUS ONTUMAJIbHON CTPYKTYPHI KeI4u
¢ OMOXMMMYECKOI TOYKM 3peHMs (0eIoK
CTUMYJIHMpPYET o0O0pa3oBaHUE KEITUHBIX
KHCIOT). B mmieBoii pamumoH mo0aBiisi-
foT oBou U GpykTel (o 100-150 T 3-4
pasza B CYyTKM), TIIIIEHUYHbIE OTPYOU U ApY-
rue TIPOMYKTBI, COMAEpXKaIlue ITUIICBbIC
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BOJIOKHA I10 OJHOM YaliHOI UJIM CTOJIOBOI
JIOXKKe 2-3 pasa B JeHb B TeueHue 4-6 He-
nelnb (CBA3BIBAIOT KCTYHBIC KHUCIOTHI
B KMIIIEYHHUKE, YTO CITOCOOCTBYET UX CHH-
Te3y B MEUYCHMU).

MennkaMeHTO3Has Teparus GU3NKO-
XUMHAYECKOM  CTaguM  XOJIeJIMTHa3a
HampaBjieHa Ha CTHUMYJISIUIO CUHTE3a
KETYHBIX KUCJIOT M YrHETEHWE CHUHTEe3a
WU CEeKpeLMM XOoJecTepuHa, HopMaln3a-
LIMI0 COKPATUTENbHON (yHKUMU U (MpU
HEOOXOAMMOCTH) JIMKBUIALIMIO BOCIIAIH-
TEJBbHOTO TIpollecca KEAYHOIO ITy3BIps
[12]. C 3T0i1 11Ie)IbI0 NCTIONIB3YIOTCSI KeTue-
TOHHBIC TIpeIapaThl XOJIEPETUUECKOTO
U XOJICKMHETUIECKOTO NCHCTBUS, Mallbie
pPACTBOPUTENN, TpenapaThl YPCOmEe30KCH-
XOJIEBOW KMCJIOTBI, MTPU HEOOXOAUMOCTH —
aHTHOAKTepHallbHble WU TIPOTUBOIPUO-
KOBBIE TIperaparhl, TIeMaTOMPOTEKTOPHI
[8]. HazHaueHue mociaeaHux o0yCa0BIEHO
HEOO0XONMMOCTbIO HOpPMaIU3allMd Hapy-
LIEHUI OEJTKOBOTO M MUHEPaIbHOTO 0OMe-
Ha, UTpalOUIMX CYIIECTBEHHYIO POJIb B
MPOMCXOXICHUHU XOJIETUTHA3a U BO MHO-
TOM CBSI3aHHBIX C (DYHKIIMOHAJIbHBIM CO-
CTOSIHMEM riedeHu [1].
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MepunaTtpusie HosocTtu

JthdhexTBHAA reHHan
Tepanna — 310 yKe
peaJsibHOCTDb

MexpayHapogHas rpynna y4eHbix 1 Bpa-
Yei NPOBENA UCCNEROBAHME MO U3YUYEHMIO
TPAHCMNAHTALMM FEHHOTO MATEpPMANa Ans
neveHus AeTer ¢ peakMM HACIEACTBEHHBIM
3a60neBaHMEM, CBI3AHHBIM C HOPYLUEHUEM
06pa30BaA-HUS AeKApBOKCMNA3L APOMATH-
yeckux L-amuHokmcnor (JAJIA). Ito se-
LLEeCTBO MrPAET BAXHYIO POJib B NOCNeayo-
weM obpa3oBaHMM fodpaMMHA M cepoTo-
HMHQ, KOTOpbIE B CBOIO O4Yepedb SBASIOTCS
OCHOBOM A1l CMHTE3d OAPEHANIMHA M HOpP-
agpeHanuua. Takmm obpaszom, JAJIA urpa-
€T K/IOYEBYIO POfib B CMHTE3€ HEMPOTPAHC-
MutTepos. CumntomatMyeckue npossne-
Hus pedurupra JAJIA sakniouatotes npex-
A€ BCEro B ABWUraTENbHbIX PACCTPOMCTBAX,
TOKMX KOK MEPUOAMYECKM BO3HMUKAIOLME
OKYNOrMpPHbIE KPW3bl, AUCTOHMS MbILLL, KO-
HEYHOCTEeM, reHepasIM3OBAHHBIA ATETO3
M pa3HOOoBpa3HbIE HAPYLLEHWS NPOMU3BOSIb-
Hbix ABuxeHUH. OKynorMpHbIM Kp13 Xxapak-
TepU3yeTcs COAPYXECTBEHHOM AeBUALMEN
ra3HbIX 610K BBEPX M/ MM naTepanbHo,
KOTOpasi 06bIYHO COMPOBOXAAETCS OTKIIO-
HEHMEM HA3aA M NaTepanbHbIM crMbaHem
LIEM, NPOTPY3MUEMN A3bIKA M CA3MOM MbILLIL,
veniocte. Kpome Toro, ans naumeHTos
¢ neduupntom JAJIA xapakTepHo HapyLue-
Hue PpyHKLMIA OBTOHOMHOM HEPBHOM CUCTe-
Mbl B BMAE HE[OCTATOYMHOCTH CMMMATHYEC-
KOM perynsummu cepae4yHo-coCcyamcTon cmuc-
TeMbl (HM3KOe apTepuanbHoe AABhEHMUE
u 6paaukapams), NOpOKCM3MANLHOTO NOTo-
OTAENeHMs, SMOLMOHANBHOW HecTabunb-
HOCTM U HapyLeHus cHa. B HacToswmit mo-
MeHT He cyuiecTByeT 3¢dpPeKTUBHbIX METo-
[OB neveHus 3ToM naronormun. [pumense-
Mble CPEACTBA SIULLb CMSrYAIOT HEKOTOPbIE
nposiBneHus 3a60NeBaHMUs, HO TOMBLKO MPK
ero  MSrkoM/yMepeHHOM  TeYeHWM.
Ons 6onbLIMHCTBO MALMEHTOB Tepanus
npenaparamn ManosdPpekTMBHA, U OHU
nornbaioT B pPaHHEM AETCKOM BO3pAcTe.
B pByx KnMHMYeCKMX UCCNepoBaHUSX nep-
Boi $ba3bl, B KOTOPLIX Afs neyeHns bones-
Hu lNapkuHcoHa mcnonb3oBanack reHHas
Tepanus, 6bIM0 NOKA3AHO, YTO BBEAEHME
BekTopa c reHom JAJIA Ha ocHoBe ageHo-
accounmMpoBaHHoro  Bupyca (AAV2-
hAADC) e o6nacts ckopnynbl (putamen) He
COMPOBOXAAETCS CEPbE3HBIMM MOBOUYHBIMU
3¢ PeKTaMM U XOPOLLIO NEPEHOCHTCS NALM-
eHTamn. B opgHOM M3 3TMX MccnepoBaHmit
C MOMOLLBIO MO3UTPOHHO-3MUCCUOHHOM TO-
Morpadumn 6bino ycranoeneHo 56% Bos-
pacranne aktmsHoctn JAJIA Ha npoTsixe-
HUM 96 Hepenb. DT obHapexuBalOLMe
AAHHbIE NO3BOAMAM MHULMMPOBATL AHANO-
rMYHOE KIMHUMYECKOe UCCIIEA0BAHME MO Jie-
yeHuio HacneacTBeHHoro aeduumta JAJIA
y Aeten. KnuHuueckne mcnbitaHms nposo-
punuck Ha 6ase rocnutans HaumonansHo-
ro TOMBOHBCKOrO YHMBEPCHUTETA B FrOpPOAE
Tarnen nop, pykosoacteom goktopa Wuh-
Liang Hwu. Bextop AAV2-hAADC, a Tak-
Xe MeToamka BBefeHMs B Mo3r 6binu pas-
pabotaHbl Ha 6a3e MeAMUMHCKOro Konneg-
xa Yuusepcuteta Pnopugpl nog pykoeog-
cteom B. Byrne u R. Snyder. B uccneposa-
Hue BbinM BKIIOYEHBI TPU AEBOYKM M OAMH
Manbumk B Bo3pacte 4-6 net ¢ Hacneg-
cteeHHbiM geduumtom OJAJIA. Ha moment
BBEAEHMS BEKTOPOB OHM BblM NOAHOCTbIO
MPMKOBOHbI K MOCTENM, HE MOMIM COBep-
WOTh NPOM3BONbHLIE ABMXEHUS FONOBOM
u pasroeapmeatb. Kaxasie 2-3 aHa y HUX
HAGMIOAANMCHL ANSLLMECS HECKONBKO YACOB
OKynorupHble kpusbl. Peakups B oTBeT Ha
MMHUMOSBHYIO CTUMYMISILMIO  BbIPAXANACH
nnavem. MNMaumenTsl, 30 UcknoYeHUeM oa-
HOro, BbIAIN CUIBHO MCTOLLLEHBI M3-30 NOCTO-
AHHBIX HapyLeHui rmoTtanus. Kpome Toro,

Y HUX OTMEYQnM Ype3mMepHoe noTooTaene-
HWe M HecTabunbHYlO TeMnepaTypy Tend.
Y Bcex 6binm MAEHTUPULMPOBAHBI MyTALMM
B rene JAJIA. O6cnepnosanme nokasarno,
4To ocHoBHble cTpykTypbl LUHC nmenm Hop-
ManbHoe cTpoeHne 6e3 kakmx-nMbo Hapy-
WeHUH B MuenmHMsaumu. EamHcTBeHHBIMM
BbISBNIEHHBIMM MATONOIMYECKMMM M3MEHe-
HUSIMM BbIK CNAaBoBLIPAXKEHHbIE MPUSHAKM
HaYMHatoLWeNcs atpodrmn Kopbl FOIOBHOIO
Mosra. Takum obpasom, oTcyTcTeme mop-
donormyeckux AHOMANMM B COYETAHMM
C IPKMMM CUMMTOMATUYECKMMM NPOSIBNIEHU-
MM 3060€BAHKS MO3BONSIMU HOAEATCS HA
3¢ PeKTUBHOCTb SKCMEPUMEHTANBHOrO re-
HOTEPANEeBTUYECKOrO NiedeHus. Bektops
BBOAMNMCL B 0BNAcTb cKopnynbl € MoO-
MoLLbIO CTepeoTaKcHyeckoi MeToauku. Bee
NALMeEHTbI XOPOLUO NepeHecnu npoLeaypy.
BonbHbie 6binu BBINKCAHBI M3 rocnMTans Ye-
pe3 Hegenio nocne BBEAEHWS BEKTOPOB.
OcHoBHbIM NO6OYHBIM 3P PEKTOM FeHHOM
Tepanuu B HOCTOSILLEM MCCNEAOBAHUM CTa-
na nNpexoasLas AMCKMHe3us (B OCHOBHOM
opodaumansHas), Habnopaemas y Bcex
naumeHTos B TeyeHne 1-3 mecaues. Ha mo-
MEHT HAMMUCAHMS CTaTbU Nepuop Habnope-
HMUS COCTABMA 2 road 3a 3 NAUMEHTAMM
u 15 mecsues — 3a 4. Bce oHu 3HaumTenbHo
npnbasunm B Macce Tena (B TeyeHue roga
OAMH U3 NALMEHTOB YBENUYMA MACCY B ABA
pasa). Bce 6onbHble MMeNU ouyeHb HU3KOE
ucxogHoe Konuuectso 6annos no wkanam
MoTopHoro paseutus Alberta Infant Motor
Scale (AIMS) u Peabody Developmental
Motor Scale (PDMS-Il). Mocne rexHo# Te-
panuu konuuyecteo 6ANNOB MO 3TMM ABYM
LIKANAM MOCTOSHHO YBENMYMBANOCh, HTO
roBopuno o6 06bEKTUBHOM yNyuLIEHUMU MO-
TopHbIX dyHKUMIH. CyBbEeKTUBHO poamTenu
6ONbHLIX AETEd OTMEYANM CyLUECTBEHHbIE
NO3WUTMBHbIE M3MEHEHMS. 3HAYUTENBHO
CHM3MNACL TSXECTb OKYNOrMPHBbIX KPWU3OB,
KoTopble akTU4ecku nposenanu cebs
TONbLKO AEBMALMEN MMA3HBIX 60K M Hapy-
weHnem cHa. [Moseunace sMoumoHanbHas
CTabMNbHOCTb. 3HQYMTENBHO CHU3MAOCH NO-
ToOTAENeHMe, CTABUAN3UPOBANMCL TEMME-
paTypa Tena M 4acToTa CepAeYHbIX CoKpa-
LLEHMM.

Yepes 3 Mecsiua nocne BBegeHMs BEKTO-
POB ABA MAUMEHTA MOFMIM COBEpPLLATL NPO-
M3BONbHbIE ABMXEHWUS FONOBOM, 4Yepes 6
MecsLueB — cuAeTb C MOCTOPOHHeN no-
Mouwpio. Kpome Toro, ogmH naumeHt yepes
13 MecsiLeB MOr COMOCTOSTENBHO CAAUTb-
Csl M3 NeXayero NonoxeHus, a yepes 16
MecsLeB — AepXAaTb UrPYLUKM CBOMMM PY-
KAMM M AAXE CTOSITb C MOCTOPOHHEM Mo-
Molwbto. YnyulieHMe MOTOPHbIX BYHKLMIM
Y BBYX APYrMX NALMEHTOB HOCMNO 30MEf-
neHHbIM XapakTtep. Tem He MeHee oHM 06a
B MOCNenyloWem TaKXKe MOFfM COBEpLLATh
MPOMU3BONbHbIE ABMXEHWS TONIOBOM MU CH-
[eTb C NOCTOPOHHEN nomolusio. Y Bcex na-
LUMEHTOB OTMEYQNMCb MO3WUTUBHbIE METa-
6onnyeckue COBUIM, CBUMAETENbLCTBYIOLME
06 ynyulweHMU HEeHpPOMEAMATOPHOM aK-
TUBHOCTH.

Takum obpasom, B AAHHOM KIIMHMHEC-
KOM MCCnepoBaHnu 6bino NokasaHo, 4To
reHHas tepanus ¢ AAV2-hAADC otHock-
TenbHo 6e30MNAcHA U MOXeT CTUMYNMpO-
BATb MOTOPHOE PA3BUTME Y MNALMEHTOB
¢ HacnepcteeHHbIM feduumutom OAJIA.
MonyyeHHble B HOCTOSILLLEM MCCEAOBAHUM
pes3ynbTaThl MNO3BONSAIOT HAREATbCH, YTO
panbHeMlee COBEPLUIEHCTBOBOHME MeTo-
[0B reHHOM Tepanuu Mo3BOAMUT NPOAJIUTDL
pnuTensHocTb M obecneunTs npuemnemoe
KAYEeCTBO XM3HM Yy MALMEHTOB C HACNEA-
ctBeHHbIM geduuputom OATIA.

Sci. Transl. Med. 2012; 4(134): 134raé1
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IE®YTHA — HaniBcuHTETHIHUH 116(DAAOCIIOPHHOBUN aHTHOIO-
TuK 11 ITOKOAITHHA AAS TIEPOPAABHOTO 3aCTOCYBAHHAL.

®opma BUITYCKy: TabAeTkH, Axi Mictars 125, 250, ta 500 Mr medy-
POKCHMY aKceTHAy; B yuakoBri 10 TabAeTOK, BKPHTUX 0OOAOHKOIO.
Baxrepurmanuit  edpekr ITEDPYTHAY oxomaroe  Iupoxuit
CIEKTP MIKPOOPTaHi3MiB.

Bim crifikuit A0 All GiapmrocTi B-AakTamMas Ta € BHCOKOAKTHBHUM
BIAHOCHO TPAMIO3UTHUBHUX (37 aureus, Str. pneumoniae, Str. pyogenes
ma inwi B-cemonimuyrni cmpenmoxoxu pynu A, Str. agalactiae ma inui
cmpenmoroxu epynu B, Bordetella pertusis, Peptococcus spp., Peptostreptococcus
spp., Clostridium spp., Bacteroides spp.)

Ta rpaMHeraTUBHUX Oaxrepiit (Haemophilus influenzae et parainfluen-
gae, Moraxella catarrhalis, E. coli, Salmonella spp., Protens mirabilis et
rettgeri, Neisseria gonorrhoeae).

Crextp All BKAXOYA€ IIITAMH, ITIO € CTIAKAMHE AO IIECHINHAIHY,
AMITIITIAIHY T2 aMOKCHITHAIHY.

Iedypoxcumy aKCeTHA — HEAKTUBHA CIIOAYKA, ITIO ITBUAKO IIAPO-
AI3YE€TBCA B CAU30BIi OOOAOHII CTIHKM TOHKOI KHITIKH 3 YTBOPEHHAM
aKTHBHOTO Ie(PYPOKCUMY, AKHH IITBUAKO BCMOKTYETHCH B KPOB.

3acrocyBanusa IIEDYTHAY micas mpuiioMy Dxi 3HAYHO IIABH-
Iye GI0AOCTYIIHICTD IIpeapary.

ITicas mepopaasaoro npuiiomy IIE@YTHAY mikoBa KOHIIEHTPa-
ITifl y TIAA3Ml AOCATAETHCA Yepe3 2-3 TOAMHH.

ITporarom 24 roauH mpenapaTr BUBOAUTHCA HE3MIHEHHI 3 CEYEIO.
3acrocoByerbest IIE@YTHA amrrre 2 pasu Ha AOOY.

IHdpopmauis ansa cneuianicris. binbLl AeTanbHa iHpopMaLlis Npo NpenapaT MiICTUTLCA B IHCTPYKUIT ANS MeAUYHOro 3aCToCyBaHHA. Pn.: NeUA/8893/01/01, NeUA/8893/01/02, NeUA/8893/0
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IToxasamna aaa npusHauenus IIEOYTHAY:

- indpexIrii AMXaABPHHUX IIIAfIXIB

- indpexii AOP-opranis

- iHdeknii HUPOK, HIDKHIX CEYOBHBIAHHX IIAfXIB T4 CTATEBUX
OpraHiB

- idpexii MKIPH Ta M'IKAX TKAHIH

- irdpexii KicTOK 1 CyrA00iB;

Crroci6 3acTrocyBaHHA Ta AO3H.

3acTOCOBYIOTb BHYTPIlIHBO JOPOC/INM i IiTAM cTapiie 3 poKiB.
IIpenapaT npmitMarOTh IiC/IA igu.

3BUYAHO JOPOCIUM IIPU3HAYAIOTD 110 250 MT 2 pas3u Ha fo06y.
ITpu indeKil ceYOBMBITHMX MUIAXIB — 10 125 Mr 2 pasu Ha Jo6Y.
ITpn indekuii AuxanbHNUX MIIAXIB CEPEXHBOTO CTYTEHS TSHKKOCTI
(6porxity) — o 250 Mr 2 pasu Ha fo6y; Ipy 6iIbII TSHKKIX
index1ifx quxanbHUX NUISAXiB 260 MiZ03pi Ha MHEBMOHI0 — 1o 500
Mr 2 pasu Ha jjo06y.

ITpu nienonedpurti — o 250 Mr 2 pas3u Ha foOY.

IIpu HeyckmamHeHi roHOpel — OTHOPa30Bo 1 r mpemapary.

ITpu xBopo6i Jlatima y Jopociux Ta fiTeil BikoM Bif 12 pokiB — 1o
500 mr 2 pasu Ha 106y npotsrom 20 gHiB.

ITpu 6inpinocTi indexin giTsam nmpusHavaoTh Mo 125 Mr 2 pasu Ha
Bo6y (MakcumanbHa fo6oBa fo3a cTaHOBUTH 250 mr). [Ipn
CepesHbOMY OTUTI 260 OIIbII TAXKKMX iHeKIiAX AiTAM BikoM Bif 3
PoOKiB — 1o 250 Mr 2 pas3u Ha fo6y (MakcuManbHa fo60Ba H03a
CcTaHOBUTH 500 Mr).

INporumoxasanna. ITE@YTHA nporuiokazasuil y pasi rimep-
YYTAHBOCTI AO 11e(pAAOCIIOPHUHOBHUX AHTHOIOTHKIB.

ITepea moduatkom Aikyauua IIE@YTHIAOM yBaKHO O3HAHOM-
TECh 3 IHCTPYKINEIO IO 3aCTOCYBAHHIO IIPEIIAPATY.
YMoOBH BIAIIyCKy. 3a perenToM.




