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POJIb AMUHOKUCJTIOTHbBIX PACTBOPOB B JIEHEHUU
NMALUMWEHTOB B NMOCJIEONMEPALUVOHHDbIN NEPUOL,

A. M. Xaoxu6aes, X. X. Acomos, Y. P. Puckues
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Adpec 0714 nepenucKu:

B pa3BuTHUM TSXKEIBIX HapyIIeHUI roMeocTasa
CBOEBpEMEHHAsI 1 aJicKBaTHAsI KOPPEKIINS HapyIIeHUIA
TIPEIOIIpEACIISICT NCXO OTIEPaTUBHBIX BMEIIATCIHCTB.
B cBs13u ¢ 3TMM, MH()Y31MOHHO-TpaHC(Y3UOHHOM Tepa-
WY TIPUHAIJICKUT BeIyIIast POJib B BOCCTAHOBIICHUH
¥ TIoJepXaHUU aleKBAaTHOTO TeMOIMHAMMNIECKOTO
COCTOSIHUSI opraHu3ma. Bmecte ¢ Tem, a(ppeKTUBHOCTh
WHGY3MOHHO-TPaHC(HY3NOHHOM TepaItid BO MHOTOM
3aBUCUT OT IIeJICHAIIPaBIICHHOTO 00OOCHOBAHUS €¢
TIPOTPaMMBI, XapaKTePUCTUK MH(PY3NOHHBIX CPel, NX
(hapMakoIOTUUECKIX CBOMCTB 1 (hapMaKOKMHETUKH.

PaccrpoiicTBa 6€1KOBOro oOMeHa XxapakTepusy-
FOTCST YCKOPEHHBIM pacIiagoM IIPOTEMHOB, MOOMIIN3a-
et aMITHOKMCIIOT M3 CKEeJIETHOM MYCKYJIATyPBI TSI
AKTUBHOTO ITEYCHOYHOTO TJIFOKOHEOTeHe3a M CHHTE3a
ocTpoda3HbIX 0eKoB. OTHAKO CUHTE3 OeJIKa He KOM-
TIICHCHUPYET BO3PACTAIOIINIA KaTaO0IM3M MBIIIICIYHBIX
¥ BUCIEPATBHBIX O0CJIKOB, YTO IIPUBOIUT K OTPUIIA-
TeJIbHOMY a30TUCTOMY OanaHcy. [ToTepu 6e1KOB MOTYT
JocTuraTh 60see 20 T B CYTKHM M COTIPOBOKIAIOTCS
TIPOTPEeCCUPYIONIEi ITOTepeil MacChl Tea.

M3MeHeHNEe METabOTMICCKUX IIPOIIECCOB, pa3-
BUBAIOIIEECs B MOCIEOINEPALIMOHHBIN TTEPUOI, SIB-
JISIETCS OTpakeHUEeM OOIIMX HEHPOIHIOKPUHHBIX
peakInii opraHm3Ma, HallpaBJICHHBIX Ha MOIIEP-
XKaHWEe obbeMa mMpKynaupytomeit kposu (OLK) u
(yHKIINY cepIeIHOCOCYIUCTOM CUCTEMBI Ha YPOBHE
obecreyeHus agekBaTHOU nepdy3uu TkaHeir. B
YCIOBUSIX pa3BUBIICIHCS TUTTOKCUM a3POOHEIN ITyTh
oOMeHa MeHSIETCSI Ha aHA3POOHBII, KOTOPHII COTIPO-
BOXXIAeTCs HAKOIICHHEM MeTaboauToB. OMHUM U3
ToKa3aTeJieil aHa3pOoOHOI MHBEPCUM MeTaboIM3Ma
TIPY 3TOM SIBJIICTCSI 0Opa30BaHNE MOJIOYHOM KUCIOTHI
BMECTO YTJIEKHUCJIOTO Ta3a, 9T0 00YCIOBICHO MEHb-
MM TIOCTYIIJICHNEM TTMpyBaTa B MK Kpebca mpu
TUTIOKCHUH 1 OOJIBIIINM TIEPEBOIOM €TI0 B TakTaT. [1pu
3TOM COOTHOIIICHNE JIAKTAT,/TTUPYBaT ¥ KOHIICHTPAIIUS
JlakTaTa MOXeT BO3pacTaTh B 4—5 pas.

KoHeYHBIM pe3yapTaTOM BO3HUKIIIETO ayTOKaTa-
0oaM3Ma SIBIASIETCS U 3HAUUMBbI JeDULIUT OEJTKOBBIX
cyocTpaToB mim amMmuHOKHCIOT. [ToaTomy mommep-
XKaHMe O0CJIKOBOTO oOMeHa Ha BBICOKOM ypPOBHE
y OOJBHBIX MJIM ITOCTPAaAABIINX, HAXOOSIINXCSI B
KPUTUIECCKOM COCTOSIHUH, SBJISICTCS BaXXKHEHIIEH
3aaueii ”THTEHCUBHOM Tepanni. DTO CBSI3aHO C TEM,
YTO €CJIU 10 TeM WJIM MHBIM IIPUINHAM ITOCTYTUICHHUE
HYTPUEHTOB HENOCTATOYHO, TO HACTYIAET, KaK Mbl
yXe OTMedasiu, UCTOLIeHUEe OpraHW3Ma U pa3BrUBaIOT-
CsI TUTIOTIPOTCMHEMMUSI U TUITOanboyMuHeMus. Kpome
3TOTO, HapyIIaeTCs COOTHOIMICHNE aMUHOKUCIOT
TUTa3MBl, YTO KIIMHIYECKH TTPOSIBIISICTCSI TIOHIKEHUEM
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PE3UCTEHTHOCTH, TIOBBIIIICHUEM YYBCTBUTCILHOCTH K
MHGEKIMSIM, TUIOXUM 3aXKUBJICHUEM paH, HECOCTOS -
TEJbHOCTHIO IITBOB, OTEKaMU WJIN TCHACHITUEH K HUM,
YTHETCHUEM pereHepaTOPHOM CITOCOOHOCTH KPOBH,
HapyIIeHNEeM CUHTEe3a TOPMOHOB U (DEPMEHTOB, MBI-
LIeYHOM aTpodueil, MosgBIeHUEM NpoJiexkHei [1, 2].

MpuimedyHast aTpous MposIBAIETCS HE TOJIBKO
YMEHBIIeHNEM MBINIEYHON Macchl, HO U pa3BU-
THEM CepIEeYHON M AbIXaTeIbHOM HEIOCTATOUYHOCTH.
CHuxeHne comepkanusa oenka Ha 30—35 % ot 00-
IIeTo myJsia 0eJIKa opraHM3Ma IMalieHTa IIPUBOIUT
K JeTaibHOMY ucxony. [1o nanusiM Buzby u coas-
TOpPOB, HapyIlIeHUE cTaTyca MUTaHUS (TTOCTYTUICHUS
SHEPTUN) XUPYPTUICCKUX OOJBHBIX IPUBOIUT K
YBEJIMUCHUIO ITOCICOTIePAIIMOHHBIX OCIOKHCHUI B
6 pas, etasbHOCTH — B 11 pas.

OmHIM 13 KpUTEPHUEB aleKBaTHOCTH ITAPEHTEPATh-
HOTO ITMTAaHUS MMAIlCHTOB, HAXOMSIIINXCS B KPUTHYC-
CKOM COCTOSTHUM, SIBIISICTCSI TTOAIep>KaHe OEJTKOBOTO
oOMeHa Ha JOJKHOM YPOBHE C IIEJIbI0 CHUXKCHUS
TUTIEpKaTa0OINUEeCKO peakKIuu U 00CCIICUCHUSI
IUTACTUICCKUX TIPOIIecCOB. B mapeHTepasbHOM ITH-
TaHWUM PACTBOPHI aMIHOKHUCIIOT SIBJISTIOTCSI OCHOBHBIM
MCTOYHUKOM a30Ta — IJIaCTUYECKOro MaTepHala
ISl cMHTe3a 0eKa. PaHee cioxkuBIIMeCs MOIXOIBI K
a30TUCTOM COCTABJISIIOLLIEH TapeHTEPaIbHOTO MTUTAHUS
npenmnojarajiv KOppekluno a30oTUCTOro dajgaHca u
B IIEPBYIO OYepeIb — BO3MOXHOCTH YCTpaHEHUS
OTPUILATEIILHOTO a30TUCTOTO OamaHca. B To xke BpeMst
MeTabonuueckasi peaklus Ha arpecculo xapakre-
pu3yeTcsa He TOJBKO Pa3BUTHEM OTPHUIIATEIBHOTO
a30THCTOTO 0ajlaHCca, HO ¥ TUITMIHBIMHA U3MECHEHUSIMI
KJIETOYHOTO I BHYTPUKJIETOYHOTO TIPOMUIT aMUHO-
KHCIOT. U3MeHsIeTCsT KOTMISCTBCHHAST M KaUeCTBEH-
Hasl TOTPEOHOCTh B aMUHOKHUCIOTaX, BOSHUKAET UX
n3bupareabHass HEIOCTATOYHOCTh. DTO IIPHUBEIIO
K TOMY, YTO OTpeIeIcHHbIC aMIHOKHUCIIOTHI CTaJIN
paccMaTpuBaTh KakK (papMaKOJOTUICCKHNE areHTHI,
AKTUBHO CTUMYJIMPYIOIINE OPTaHHBIC METa0OTMICCKIE
MPOILIECCHI, 0COOEHHO 3TO KacaeTcs KUIIeyHnKa [3].

Hapymenue GyHKIINH KeTyTOIYHO-KAIIEIHO-
ro tpakrta (2KKT) B mocieornepalliOHHBIN TIEPUOL
HATpacT BaXXHEHIIIYIO POJIb B ITaTOTeHE3¢ TUIIepMeTa-
00IM3Ma ¥ OPTaHHBIX PACCTPONCTB ITPU KPUTUUECKIX
COCTOSTHMSIX, BIUTOTH 10 (P OPMUPOBAHUS CUHIPOMOB
B3aMIMHOTO OTSTOIICHUS W ITOJTMOPTaHHOM HEIOCTa~
To4yHOCTH [4, 7].

PasBuBaromasicss Me3eHTepraabHas UIIEMUST, KaK
pe3yIbTaT peakKny OpTaHM3Ma Ha arpecCrio BEACT K
AIIEeMUY, TUTIOKCUH, aTPOMUN CIM3UCTON KUIICU-
HuKa. OMHOBpeMEHHO HapyIIeHNe 3K30T¢HHOTO 1
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SHIOTEHHOTO ITMTaHUS BRIKJTIOYACT KUIIIKY U3 MEXKY-
TOouHOTO 0OMeHa. [TosiBUBILIMECST pacCTpoiicTBa 00-
MeHa ¥ MOP(DOJIOTIIECKIE M3MECHEHUSI B KUIIICYHNKE
ITOBBIIIAIOT BO3MOKHOCTD TPAHCIOKAIINY OAKTepHiA,
PUCK pa3BUTHUS CETICHCA U OIISITh-TaKM MTOJIMOPTaH-
HOI HEeZOCTaTOYHOCTH. B TO ke Bpems, obnamas
BBICOKOW CTCIICHBIO META00JINMICCKOI aKTUBHOCTH,
KUIIIEYHUK B CBOIO 0YepeIb caM TPeOyeT afeKBaTHOTO
obecmeyeHNs MUTATEIbHBIMU BEIIECTBAMMU [IJIS
COXpaHEeHUs DHIOKPUHHOW, UMMYHHOM, MeTab0-
JInyecKkoit u 6apbepHoOil pyHKIMi. Takum oopazom,
BOCCTAaHOBJIICHUE (PYHKIIMOHAJIBHOTO COCTOSHUS
KHUIIEYHUKA SIBISICTCS 00sI3aTCABHBIM YCIIOBUEM
YCIICIITHOTO JIeUYeHUSI KPUTHICCKUX COCTOSTHUM.

Bce ckazaHHOE CBHIETEILCTBYET O HEOOXO-
IUMOCTH Hambojee paHHETO MUTAHUS OOJIBHBIX,
HaXOISIINXCSI B KpUTHISCKOM COCTOSHUM [4, 5].

CymiecTByeT IBa MyTH dHEPIreTUICCKOTO BOC-
CTAaHOBJICHMS: DHTCPAIbHBIN 1 MapeHTepaTbHBIN,
W KaXXOBI M3 HUX UMEET CBOU ILTIOCH M1 MUHYCHI.
JnmurenrbHOE TTapeHTepaJbHOEC MUTAHUE CIIOCOOHO
00€eCIIeYnTh OPTAaHU3M SHEpPTrreil 1 0eJIKaMu, OTHAKO
OTMEUECHO, UYTO IIPHU IJUTEIHHOM ITapeHTepalb-
HOM ITUTAaHUM HaOI0maoTCs aTpodus CIU3UCTON
000JIOUKH, TTOJaBICHUEC HEUTPODUILHON M JTMM-
douuTapHOil GYHKIMI, MPOTUBOOAKTEpUATBHOMN
3aIIUTHl KNIIEUYHNKA, YBEIUNICHIE ITPOHUIIAEMOCTH
KHUIIeYHOTro Oapkepa. B To Xe BpeMs, cCOTIacHO
TaHHBIM PsSIia aBTOPOB, TTOJIYIYCHHBIM IIPHU SHTEPO-
rpaguu, B 1-e cyTKu nocJje arpeccuu y 00JbIIIMHCTBA
OOJIBHBIX BBISIBIASIIOTCS BBIpaXXeHHBIC MTPU3HAKU
CUHJIpOMa KUIIEYHO HETOCTATOUHOCTU, TPOSIBIISIIO-
1IMecsl 3HAYUTEAbHBIM TepepacTsIKEHUEM MeTelb
TOHKOM M TOJICTO¥ KWIIKM XUIKOCTHIO U Ta3aMM,
OTCYHOCTBIO CTCHKH, YBEIMICHUEM MEKIIECTCIIbHBIX
IIPOMEXYTKOB, 3HAUUTECIbHBIM YTHETCHNEM aKTUB-
HOCTHU BCEX OTAEIOB XeJyTO0UYHO-KUIIIEUHOTO TpaKTa
(2KKT). Ilpu ucciaemoBaHUM TMepeBapuBalolIeil 1
BcacwiBawieid pyukuuit KKT y aTtoii kKareropuu
0OTBbHBIX OOHAPYXKUBACTCS BEIPAXKCHHOE CHIKCHIE
BCACBIBAHU IUTATEIbHBIX BelecTB — 10 20—25 % oT
HOpMBI. TaKMM 00pa3oM, B 3TOT MIEPHUOM SHTECPAJIb-
HBI ITyTh BBEICHUSI ITUTATCIILHBIX BEIIIECTB SIBIISICTCS
6okupoBaHHBIM. [locienHee CBUAETEIBCTBYET O
TOM, YTO BHa4aje, B IePBbIc HECKOJIbKO CYTOK,
HeoOXOoOUMO MapeHTepaTbHOC MUTAHUE, 3aTEM —
SHTepaibHOe [7, 8].

Bospocmras moTpeOHOCTh B 9HEPTUN U OTPaHU -
YEeHHOCTD 3aITacOB YIJICBOIOB BBI3BIBACT PA3BUTHC
IIPOIIECCOB TIIOKOHEOTeHE3a ¢ YBEIMICHNEM MO-
Ounam3auuu U KataboamsMa XKUpoB U OeJKOoB. B
pe3yIbTaTe 3TOTO B KPOBU HAKAILIMBAIOTCS IIPOME-
KYTOYHBIC M KOHEYHBIE TIPOAYKTHI OMOXUMUIECKIX
peaxInii, TpUBOIS K Pa3BUTUIO METa0OIMIECKOTO
alKna03a U CUCTEMHOM sHAoTOKCceMuu. [Ipu s3TomM
3HaueHue pH KpoBM Ha MO3MHUX CTAIMSIX MOXET
mocturath 7,0 ¢ COOTBETCTBYIOIIMM YBEIUUCHUEM
neduita 0yepHbIX OCHOBAHMI, a pa3BUBAIOILIASICS
pecrmupaTopHasi KOMIICHCAIIUS 3a4acTyio OBIBacT
HealeKBaTHOM.

OngHOBpeMEeHHO Ha (OPMHUPOBAHNE OTPULIATEIIb-
HOTO a30THCTOTO0 0alaHCa OKa3bIBAIOT BIMSHIE Ha-

pyIIeHNE MUTAaHUS 00JBHOTO (TSKEI0E COCTOSHIE,
KoMa, MHTOKCUKalus, HapyieHus pyHkiuii 2KKT
U T. I.) ¥ TIpsiMas moTepst 0enka (KpoBomoTeps,
MPOTEeUHYpUsI, paHbl). [Ipr 3TOM TSKECTb U IJIUTEb-
HOCTb MPOSIBJACHUS MeTabOINYEeCKUX HapYIIEHU I
HaMnpsMylo 3aBUCSAT OT CTEIEHU arpeccuu, Buaa
MaTOJOTUU U aIeKBATHOCTU MPOBOAMMOTIO JIEYECHHUSI.

OCHOBHBIM 3HIOT¢HHBIM UCTOTYHNUKOM HEPTUH
SIBJISIIOTCS MbILIEYHbIE OC€JAKU U XXUPOBBIE IETIO.
HecBoeBpemMeHHO HauaToe U HeaaekBaTHOE MeTabo-
JIMYECKOe JiIeYeHHE BEAET K CPbIBY KOMITEHCATOPHBIX
BO3MOXHOCTEM opraHu3ma, U TOrga BO3HUKAET
npsiMas yrpo3a ku3Hu 601bHOTro. Takum ob6paszoM,
5(hGEeKTUBHOCTD MAPEHTEPATBHOTO ITUTAHMS 3aBUCHUT
OT CBOEBPEMEHHOCTHU €ro HavaJjia, MOJHOLEHHOCTU
obecrieyeHus opraHru3Ma BCeMU HEOOXOAUMbBIMU
HYTPUEHTAMM U ONITUMAJIbHBIX CDOKOB ITPOBEICHUS.
IlocinenHee o3HayvaeT, YTO AJUTEIbHOCTb MapeH-
TepaJbHOTO MUTAHUS OTPEaeaIeTCS CPOKAMU CTa-
OMIM3alMu OCHOBHBIX ITapaMeTPOB MeTab0Ju3Ma.

CoBpeMeHHBIC TCHICHIINN K CHIDKCHUIO 00beMa
reMOTpaHC(y3UH, BBIIBICHHBIC OTPAaHUICHUS IS
NMpUMEHEHHUs pacTBOPOB Ha OCHOBE AeKCTpaHa,
M1a3Mbl ¥ aJIb,OyMUHA YeJIoBeKa JUKTYIOT HE0OXOa1-
MOCTb JaJbHENIIIErO COBEPILIEHCTBOBAHUS METOJ0B U
cpeacTB MH(GY3UOHHO-TPaHC(HY3MOHHO TepaIrtiy BO
BpeMs orepalyu 1 B TocJieonepalliOHHOM MePUO/IE.

O0s13aTeTbHBIMHA YCIIOBUSIMU Havajla IIpOBeICHUS
napeHTepaJbHOTO MUTAHUS U YCBOEHUS NTUTATEb-
HBIX BEIIECTB, BBOAMMBIX ITAPEHTEPAIbHO, SIBJISIOTCS:
* TpeaBapuUTeJbHOE YCTpaHEHUE reMOJAuHaMuye-

CKUX pacCTPOMCTB;

* BOCIIOJIHEHUE AedUuLmrTa I10OYJISIpHOro oobeMa,
ob6bema mra3mel 1 OLLK;
* JIMKBUIALMS IPYObIX PACCTPONCTB KUCIOTHO-OC-

HOBHOTO COCTOSTHUS;

*  yJAy4ylleHUE PEOJTOTUYECKUX CBOMCTB KPOBU;
*  yJAydlleHHWE MaKpO- U MUKPOLUPKYJISILIUU.

ITapeHTepanbHOE MUTAaHUE, KAK U OOBIYHOE 9H-
TepajbHOE, JOJKHO ObITh cOaJTaHCUPOBAHO U MO
KOJIMYECTBY, ¥ IO KAYeCTBY MHTPEINCHTOB, a TAKXKE
colepxXaTh a30TCOAEpXKaAIIMe U 9HEPTreTuIYecKue
BEIleCTBA, DJIEKTPOJUTHI, BUTaMUHBI. Bech Habop
HYTPUEHTOB, HEOOXOIMMBIX U151 peain3alii MOJHO-
ro mapeHTepaTbHOrO MUTAHUS MOXHO MPEACTaBUTh
JIBYMSI OCHOBHBIMM IpyInaMu: UCTOYHUKU SHEPTUU
(YIJIEBOIBI, TUITUABI ) ¥ TUTACTUYCCKUIA MaTePUAIT TSI
cuHTe3a O0enKa (pacTBOpHI aMUHOKMCIIOT), BOa,
9J1€KTPOJIUTHI, BATAMUHBI, MUKPO3JIEMEHTHI.

CocTaB aMUHOKHUCIOTHBIX CMECEH OIIEHUBAIOT
MO UX OMOJIOTUYECKON LIEHHOCTU U BO3MOXHOC-
TU MOAJEePKaHUS aMUHOKHUCIOTHOTO TOMEOCTas3a.
buonornueckasi IeHHOCTb HaTypajdbHOTO Oeyika
OnpeaesisieTcsl €ro CNoCOOHOCTHIO BOCIIOJIHUTD O€JI-
KOBbI€ MOTepu opranuzma. [Ipu aToMm MUHUMAaIbHO
BBOJMMBINA O0BbEM JOJKEH 00ECIEeUYnTh MOJTOXMU-
TeJbHBIN a30TUCTHIN OaJlaHC.

AIleKBaTHOCTb aMUHOKMCJIOTHBIX cMeceli (6ro-
JIOTUYECKYIO IIEHHOCTh) OLIEHUBAIOT 110 HAJTUIUIO
U COOTHOIIEHUIO B UX COCTaBE€ 3aMEHUMBbIX U HE-
3aMEHUMbIX aMUHOKHUCIOT, KOJIUYECTBY a30Ta.
PacTBOpbl aMUHOKHUCIIOT, OCHOBAHHbBIE Ha CXeME

YKPATHCbKIIA XIMIOTEPAMEBTUYHUIA XYPHAT — Ne3—4 (30) — 2013



Marepianu cumnosiymy «AKTyanbHi niuTaHHA iHy3iliHoi Tepaniiy, 6 oBTHA 2013, KuiB

W. C. Rose, 00BIYHO comepKaT TOAbKO 25 % Hesa-
MEHMMBIX aMMHOKHCJIOT, UTO 3HAYNUTEIBHO CHIDKACT
nX OMOJOTUYeCKYyIo IeHHOCTh. C COBpEeMEHHBIX
MMO3UIINY ONTUMAaJbHBIMH CYUTAIOT TC CUHTETUYE -
CK1E aMUHOKUCIIOTHBIE CMECH, KOTOPBIE COIePKaT
He3aMEHHMEBIC W 3aMeHUMBIC L-aMUHOKUCIOTH
B TeX XK€ MPOMOPIHUSIX, B KAKUX OHU HAXOAATCS B
SIMYHOM OeJIKe. 3HaUeHMEe OMOJIOTMIEeCKOM LICHHOCTH
BBIpaxaeTcs B MIPOIIEHTAaX OTHOCUTEIBHO COCTaBa
LHeJbHOro sinuHoro 6eaka (100 %), 4To mo3BO-
JIIeT TOYHO AU depeHIMPOBAThL OUOJOTUUECKYIO
IICHHOCTh aMUHOKMCIOTHBIX cMeceit. UeM BIIIIe
omoyornmyeckast HIeHHOCTh IIpelrapaTa, TeM 00JIb-
IIIe er0 BO3MOXHOCTHA 00CCIIeYNTh HEOOXOMUMEBI
SHIOTCHHBI CMHTE3 OeIKa.

Kpome Toro, mokasaTenb OMOJOTUYCCKOM
IICHHOCTHU PacTBOPa aMUHOKMCIIOT OTpaxKaeT CIT0-
COOHOCTP MpemnapaTa OKa3aTh BIUSHIE HA a30TUC-
Thili OanmaHc. Koppekuus azoTuctoro 6ajaHca,
U B TICPBYIO OYepeb BO3MOXHOCTh YCTPAaHEHUS
OTPUIIATEIBHOTO a30THCTOrO OajaHca, IBISCTCS
Ype3BBIUATHO BasXKHBIM OOCTOSITEIHCTBOM IJIST OIICH-
K1 3G HEKTUBHOCTH MapeHTEPaTbHOTO IMUTAHUS
B MHTCHCUBHON TepannM KPUTHUIECKUX COCTOSI-
Huli. BBegeHme pacTBOpa aMUHOKMCIOT HU3KOU
OMOJIOTUUECKOM IICHHOCTA U ¢ HEAOCTATOUHBIM
colepXaHMEM a30Ta WJIW HEMOJHOIICHHBIM aMU-
HOKHUCJIOTHBIM IIpoduiaeM OyIeT MOAAepKUBaTh
OTPUIIATEABHBIA a30TUCTHIM 6amanc. OCHOBHBIM
TpeboBaHUEM, MPEABIBISIEMBIM K COBPEMEHHbBIM
pacTBOpaM aMUHOKMCJIIOT, SIBJIICTCSI 00sI3aTeIb-
HOe colepXaHWe 8§ He3aMEHUMBIX aMIHOKHMCIIOT,
6 aMUHOKHUCIIOT (aJlaHUH, TJIMLUH, CEPUH, IIPOJIUH,
[JIIOTAMUHOBAS M acTlapaTMHOBAasI KUCJIOTHI), CHHTE -
3UPYEeMBIX B OpTaHU3ME M3 YIJICBOAOB, U 4 aMUHO-
KHUCJIOT (ApTUHUH, TUCTUINH, TAPO3UH U LINCTEUH),
KOTOpPBIE CUHTE3UPYIOTCS B HEM B HEJOCTATOYHOM
KonmaecTBe. K OCHOBHBIM ITOKa3aTeIsIM PaCTBOPOB
AMUHOKMCIIOT OTHOCSIT: COAepKaHNe aMIHOKUCIIOT
He MeHee 5 %, B ToM uucie 30 % He3aMEHUMBIX,
Ipu cooTHoIeHNN JeitmH/n3oeinH (LEU/ILE)
0K0J10 1,6; COOTHOILIEHUY He3aMEHUMBbIX AaMUHOKIC-
JoT 1 ob1ero azoTa (E/T) okono 3 mpu mpoBeneHUN
MMapeHTEePabHOTO MUTAHMS Y TSKEIIBIX OOJIBHBIX 1
1,4—1,8 — mipu HYTPUTUBHOU HEAOCTATOIHOCTH
JIETKOU CTETICHMU.

KpoBs, mmazma, arb0yMUH HE SBISTIOTCS TIpe-
ImapaTaMy IMapeHTEePaIbHOTO MUTAHUS, ITIOCKOJIBKY
TUIPOJIN3 UX OCIKOBBIX MOJIEKYJ B aMUHOKMCIIOTHI
3aHMMaeT 0oiee 24 CyT.

Upe3BBIUYaiiHO BaXXHBIM BOIIPOCOM SIBISICTCS
onpenaeseHne CyTOUHOU MOTpeOHOCTH B Oesike (T.€.
aMuHOKUC0Tax). B 1985 . MexknyHapOIHBIi KOMM-
teT BO3 110 TTaHmIo OIyO0IMKOBaJI JAHHBIC O TOM,
YTO CYTOYHAsI MMOTPEOHOCTH 3M0POBOTO B3POCIOTO
yejgoBeKa B O6enke cocraBasgeT 0,75 r/Kr Macch
Tena. g maluyMeHTOB, HAXOASIIMXCSI B COCTOSIHUM
cTpecca 1 ITOBBIIICHHOTO KaTaboIM3Ma, KOJTMIECTBO
AMUHOKMCJIOT B ITApEHTE PaIbHOM ITUTAaHUM JOJDKHA
OBITh yBeTuueHa 10 1,0—1,5 r/kr. BaxkHO OTMETHTB,
YTO KOJIWIECCTBO aMUHOKMCIIOT TIPU MapeHTEePpaIb-
HOM ITUTAHUM B TEPBBIC CYTKU HE TOJIKHO OBITH

MakcuManbHBIM. CHavyara HeoOXOIUMO YOS IUThHCS
B aJleKBAaTHOW YTUJIM3allM1 MEHbBIINX KOJIUYECTBA,
aIeKBaTHOM peakKIINH MallieHTa Ha TIPeIJIOKeHHBIC
MHOY3MOHHBIC CPEIbl, M TOJBKO 3aTEM BO3MOXKHO
ITOCTCTICHHOE YBeMUeHNEe NH(PY3NU HYTPUCHTOB
IO pacuyeTHOM MOTPEOHOCTH.

YV nauueHTOB ¢ MOYEUHOM U MeYEeHOUYHOI Hel0-
CTAaTOYHOCTHIO KOJTMICCTBO aMUHOKMCIIOT TOJIKHEI
OBITh OTPAaHUYCHBI, a COCTAaB MOIMGUIIIPOBAH.

Jltst 5 (HeXTUBHOTO UCITOIb30BaHMs OeJIKa T0JIK-
Ha OBITh MCITOJIb30BaHA M afeKBaTHAsI HEOCIKOBas
sHeprus. ToapKo coueTaHHOE (OMHOBPEMEHHOE)
IIpUMEHEHNE TOHATOPOB SHEPTUM U TIACTUYECKOTO
MaTepuasia Io3BOoJIsIeT 10OUThCSI CUHTEe3a Oeika Kak
KOHEUYHOTO pe3yjibTaTa HYTPUTUBHOM MMOIIEPK-
ku [6, 8—10]. CoorHomenne 150 xkkays HeOEIKO-
BOI HEPTUH Ha | T BBOOMMOTIO ITapeHTEePaJIbHOTO
a30Ta yIOBIETBOPSICT MOTPEOHOCTU OOIBIIMHCTBA
MMaIeHTOB.

[IpakTyecku BceM BBIIICONTMCAHHBIM Tpebo-
BaHUSIM COOTBETCTBYeT IIperapaT AMuHoI (FOpus-
®apm, YkpanHa) — cbamaHCHMpOBaHHAs CMeCh
13 aMUHOKUCIIOT, 8 M3 KOTOPHIX He3aMCHUMBIC.
Ham ommsIT IprMeHeHUsT 3TOTO Mpelapara ImoKa-
3aJ ero XOPOIIyI MePEeHOCUMOCTh, OTCYTCTBUE
KaKUX-JI100 TpaHC(HY3MOHHBIX peaKIINil, BLICOKUIA
ypoBeHb ycBoeHus1. Ha ¢oHe nHdy3uit AMuHosna
CYIIECTBEHHO CHMXAJINCh ITOTEPH a30Ta C MOYOIA,
oTMeuaJscs pocT 6eka v ero aibOyMUHOBOM (ppak-
IIUY TIa3MBI KPOBU.

HecoMHEHHBIM TpenMYIIeCTBOM AMUHOJIA CJIe-
IyeT CIYUTATh HaJIWM4IMe B HEM BCEX YCIOBHO-HE3a-
MEHUMBIX aMUHOKHCJIOT, TAKNUX KaK apTUHUH U
TUCTUANH. YCTAaHOBJICHO, YTO apTUHUH SBISICTCS
IIPOMEXKYTOUHBIM METAOOIMTOM B IIMKJIC MOYCBHUHEI,
II¢ OH TUIPOJIM3YeTCs IO MOYECBUHBI M apHUTUHA
¢ TTOMOIIbIO (pepMeHTa apruHa3bl. Kak KOMITOHEHT
IIMKJIa MOYEBUHBI apTUHUH KOCBEHHO CBSI3aH C IINK-
JIOM JIMMOHHOMU KHUCJIOTHI 1 OKMCIICHUEM MOJIEKYJT
IUTS TToJTy9eHUs sHeprun. Kpome Toro, L-apruauH
SIBJISICTCS BaXXHBIM CyOCTpaTOM IJISI 0Opa3oBaHUs
OKCHIa a30Ta, CITOCOOCTBYET CEKPEIIMU HEKOTOPBIX
MEeNTUIHBIX TOPMOHOB, BKJII0Yasi TOPMOH pPOCTa,
WHCYJIWH, IPOJaKTUH, TIIIOKaTOH. ApTUHUH SIB-
JISIETCSI MOIITHBIM ITMMYHOMOIYJISITOPOM U SIBIISICTCST
CTUMYJISITOPOM 3aXXUBJICHUS paH, CHUKAET YMCIIO
MHGEKIIMOHHBIX OCIOXHECHUI, YMEHBIIACT CTCIICHD
KaTabonm3Ma. [MCTHIMHY OTBOOUTCS BaXKHas pOJIb
B Tepalmu ypeMudeckux coctossuuii. B 1970 . Furst
IToKa3aJjl, YTOo J00aBICHNE TUCTUANHA K aMITHOKHC-
JIOTaM IJIs ITapeHTEePalbHOTO MMUTAaHUS OOJIBHBIX C
ypeMuel CyIIeCTBeHHO YMEHBIIAJIO TSKECTh TCUCHUS
1 B HEKOTOPBIX CITyYasiX BOSHUKAJ ITOJIOKUTEIbHBIN
a30TUCTHIN OanaHC.

[IpuBemeHHBIC TaHHBIC MO3BOJISIOT PEKOMCH-
IOBaTh IJIsI TAapeHTEePaJIbHOTO MUTAHUS AMUHOII,
comepxXamuit 13 aMMHOKHUCIOT M, 9TO 0COOEHHO
BaXHO, — TJAYTaMHH, IS Tepalluil CUHIPOMOB
THIIepMeTadoM3Ma, B3aNMHOTO OTSATOIIEHUS U
IMOJIMOPTAaHHOW HEIOCTATOYHOCTH, BO3HUKAIO-
WX y MAIIAEHTOB, HAXOISIINXCSI B KPUTHICCKOM
COCTOSIHUM.
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