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Introduction

Oligophrenia makes 7.3% of all mental disorders in our country. Itis known that almost 4% of all diagnosed
cases of oligophrenia developed as a result of an inherited disturbance of amino acid metabolism. In
most countries, the frequencies of inherited diseases of amino acid metabolism in the population are
determined, and preventive screening programs of newborns are implemented.

No study has been conducted so far into the issue of inherited diseases of amino acid metabolism
in the Mongolian population. The goal of our survey was to detect inherited disorders of amino acid
metabolism in the population at risk.

Materials and Methods

The collection of samples and the laboratory analysis were carried out in the following two stages: 1.
The screening analysis of 514 individuals diagnosed with mental retardation was performed by paper
chromatography; 2. The positivecases detected by the screening were analyzed using high-performance
liquid chromatography.

Results

The screening testing detected twelve potential disturbances of amino acid metabolism. Out of the

twelve positive cases four individuals refused to participate in the confirmatory stage of the survey.

Among the remained eight individuals, cases of hypertyrosinemia, hypervalinemia, hyperglycinemia,

hyperlysinemia and pyridoxine-dependent epilepsy were detected.

Conclusions:

1. The fact that cases of inherited disorders of amino acid metabolism were detected among mentally
retarded individuals show that the disorder is one of causes of oligophrenia.

2. Ascreening program of newborns should be implemented for early detection of inherited disorders
of amino acid metabolism.

3. A genetic counselling and testing centre could assist in reduction of humber of individuals with
inherited disorders.
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YHaacnan

OanxuiiH apyyn MaHOWWH BawryynnarbiH WNTrang
[1] manxuin g33p otoyHbl xomcgonTon 35,6 cas xyH
ambgapy Ganraar gypaocaH 6amHa. Manaw opoHpg
CATIAUUAH HUAT ©BYHUIA 7.3%-MIT OOYHbI XOMCAON
333M143r rAC3H AYH rapyaa [2].

OtoyHbl  xomcaonbiH 4% Hb aMuH  XYYNUIAH
CONWMNUOOHbI  yAAMLMbIH 3MIATMAH  LIanTraaHTam
bavigar 6amHa [3]. AMWH XYYNWUIAH COSMUIILOOHBI
angargnaac yygantan 90 rapyn TepnuinH amrar
OypTraracaH Gavpar [4].AMUH XYYnuiAH 3agpanbir
X3BUWH fAByynaxag oponuaor 3apum depMeHTUH
yOoaMLUnblH eepusienTeec WwantraanaH aMmyH XyYrninH
CONMWNUOOHbI  ypBamnblH ABL, angaragar.  YyHui
YP OYHO 3afpaaryl amMuH Xydun XypumTtnargax,
Wwaapgnaratan 6oamc  Hb  yycgarryi  GawHa.
Bagpanryn xypumTtnargcaH 6oguceiH ceper Henee
OOMNoH Waapgnaratan amuH Xy4nuiAH gytargan
Hb TeB M3OP3NUNAH CUCTEMUIAT TAMTIK OHOYHbI
XOMCZONA XYPragar.

[3NXMINH MX3HX YINC OPOH aMUH XYUSUIAH COMNUILOOHBI
SMMorMH  TapxanTblH  TYBLUMHI  HapuiBynaH
TOITOOCOH Garnpar 6a Hsipal XyyxauiH GruonormmnH
LUMHIOHA aMWH XYYSTMAH CONMUMALOOHBI aMrar baviraa
SCOXUIATr TaHOANT LUMHXUNIA3raap TOrTMOMN XAHaX
bangar 6anHa. AMUH XYUIUIAH CONUILLOOHBI 3MIarTaN
XYYXOWAT 9pT OHOLLUITDK, TOXMPOX 3MYMAraar uar
anganryi axnaBan yr aMrarviur aMynax 6ornomMKToN
Ganpar.

MaHan opoHA 0400roop aMUH XY4STMAH CONUILOOHbI
yoaMWnbiH -~ 3MMAMMAH - TapxanTblH ~ Gananbir
TOITOOX, TaHOANT LUMHXWUII33HMIA  XeTenbepuir
X3pankyynaaryn 6GanHa. bugHun  cyganraadbl
30pUNTO OKOYHbI XOMCAONTON XYH aMblH AyHA aMuH
XYUNMUAH  CONWUIMLOOHbI  OMIAMMAH  TOXWOMAMbIT
TOITOOXOA OPLUCOH BOrHO.

Marepuan, apra 3yu
6onoH
X0Eép

CypnanraaHbl  matepuan  uyrnyynant
nabopatopuiiH WMHXUNI3ar  gapaax
waTTaviraap ryiuaTracaH 6onHo. YyHa:

1. TanpganT WWMHXMNraarTycrain cyprantran 63,
25, 55, 70, 29, 116-p cypryynb 6onoH 10, 186-
P USU3PNArT  OonNUropeHn OHOLLTOW  Cypu,
XYMyyxux Oyn  476xyyxag, COMYT-g meH
OHOLLTOMroOp X3BT3H 3MUNYYIHK Oyii 38 eBUTEOHUI
3axblH LlycaHA LuaacaH xpomartorpaduinH apraap
[5] xummx

2. TaHaanT WMHXUAr3arasp amuH XYYrunH amap
HAraH e©epunentTTay rapcaH cyanyynarygbiH
uycbonoH LU93CIHA GaTanraaxyynax
LUMHXWATI3T  eHAep Y3YYNanTTol  LUMHISHWNA
Xpomatorpaduiii apraap [6] XMk rynuaTras.
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CyanyynarygblH acpaH Xxamraanardgaac OMA-Hbl
aHaraax yxaaHbl éC 3yMH XOpPOOroop XaranuyynaH

fGatancaH TaHwWyncaH 3eBLUESPNUAH  Xyyacaap
cyganraaHg xampyynax 3eBLueepen aBcaH 00sHo.
Yp AyH

TaHaanT WUHXUNIIaraap HunT 514 cygnyynaryaaac
aMWH XYYNUAH eepunentTal 7 - 12 HacHbl 12
xyyxag GavicaH 6a TyyH33CS5 9MarTan, 7 9parTan
GamB. Acyymxaap TOOHMM  aMWH  XYYNUIAH
TYBLUMHA Heneenex aMuiH 60auc, XyHC, yHAaaHbl
OYTI3raaXyYH X3p3arnaaryn GancHbIr Toapyynas.

OepunenTtTai rapcaH yr 12 XxyyxguniH 4-uix
Hb acpaH xamraanaryvg cyganraaHbl 2-p wart
bonox 6Gatanraaxyynax LWWHXWUNIA3HWA LaTaHg
oponuoxooc  TaTran3caH 6onHo.  YnacsH 8
XYYXAMAHUYCOOMOH LUS3C3HA eHaep Y3yynanTTan
LUMHIOHUIA XpomaTtorpaduini apraap amuvH Xy“YruiH
X3MX33r TOAOPXOMICHbI YHAC3H A33p Aapaax ayp
3ypar axurnaraas. YyHA:

Xyyxag Ne1.

Tycran cypranttan cypryynuitH cypary, 12 Hactaw.
Tepent xaBuiH OGalicaH, 3 HacTaha Hb “TapXWHbl
caaxunT” racaH oHow TaBbcaH. CynanraaHbl yeq
LUMHXWUITISHA Heneenex aMuiiH 6oauc, Xoon, XYHC
X3parnaarym.

NxaccaH aMuH xyumn:

Llycann:
LWaacaHa:

TUMPO3NH 283.79 MKMOnNb/N

TUPO3nH 94.44 MKMOMb/N

[lyrHanT: runepTMpo3nHemun 6amx 6on3oLUryin.
Xyyxap Ne2.

Tycran cyprantra CypryynuinH cypardy, 7 HacTaw.
TepenTt xaBuiiH GaicaH, 6 capTang Hb “anunencu”
r3COH OHOLW TaBbCcaH. CyganraaHbl yeq LMHXUITI3HA
Hemneernex SMUINH 004MC, XOOIT, XYHC X3P3rnaaryu.

MX3CCaH aMuH Xyuunn:

LycaHa: rmmumH116.48mkmons/n
TPEOHUH 354.71 MKMOnb/N
LWaacana: rmmuuH 337.47MKkmMonb/n

TpeoHuH 539.37 MKMonb/n

[yrHanT: NUPUOOKCUHOOC XamaapanTai 3anuiencu
Garx Gonsowryn [7].

Xyyxag Ne3.

Tycranm cypranTtTan CypryynunH cypard, 11 HacTan.
Tepent xaBuiH GancaH OONoOBY HsipaliH XxapBanT
oHow TaBurgcaH. CygnanraaHbl yen LUMHXWUITI3HA
Heneenex aMuiiH 604MC, XO0M, XYHC X3parnasaryin.

NxaccaH amuH xyuun:
LlycaHa:
LLaacaHa:

BanuH 115.42 mkmonb/n
BanuH 439.65 MkMonb/n
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OyrHanT: runepsanuHemMu 6aibx 6onsowryn [3].
Xyyxag Ne4.

Tycraw cyprantTan cypryynuitH cypard, 10 HacTtai.
Tepex yen Gampnan Oypyy GancaH Tyn Tepent
XyHOpanTon 6GancaH, 10 Hactang Hb  “OlOyHbI
XOMcAoNn” racaH oHow TasurgcaH. CymanraaHsl yeq
LUMHXUATISHA Heneenex aMuinH 6oauc, Xoomn, XyHc
X3P3rnaarym.

Llyc6onoHwaacaHabaTanraaxyynaxwmHXnnraarasp
MUX3CCIH aMUH Xy4uI TOAOPXONNOr4OOryM.

OyrHanT: amyH XYYnuMiH CONUALOOHBLI 3MIrarninH Byc
rapanTtavolyHbl XOMCOOof.

Xyyxaa Ne5.

Tycraw cypranTTan CypryynuiiH cypard, 12 Hacrtaw.
Tepent xaBuWiH GancaH, 6 Hactang Hb “OlOYHbI
xomcgon” oHow TaBurgcaH. CypanraaHbl  yepq
LUMHXUATISHA Heneenex aMuinH 6oauc, xoomn, XyHc
X3P3rnaarym.

Llyc6onoHwaacaHabaTanraaxyynaxwmHXnnraaraap
MUX3CCIH aMUH XYy4uIT TOAOPXONNOr4OOryMn.

OyrHanT: amyH XYYnuiH CONUALOOHBLI 3MIrarninH Byc
rapanTav OlYHbl XOMCAON.

Xyyxaa Ne6.

Tycran cyprantTanm cypryynuiiH cypard, 10 HacTan.
Tepex yea xyw opoocoH Ganpantan GancaH Tyn
KecapuiH xaranraa XMnicaH, 3 HacTana Hb “TapXuHbl
CaaxunT’ racaH oHow TaBbCaH. CymanraaHbl yepq
LUMHXUATISHA Heneenex aMuinH 6oauc, Xoon, XyHC
X3P3rnaarym.

MX3CCaH aMuH Xyuunn:

Llycana: FALUH 227.37MKMONb/N
LaacaHa: rMUUUH545.77vKmonb/n
OyrHanT: KeTo3blH Oyc runepriuuMHemMn Ganx

6onsowryn [7].
Xyyxapg Ne7.

Tycran cypranttanm cypryynuitH cypard, 8 HacTau.
TepenT ByTanTTan bavicaH, 4 HacTang Hb “anunencu”
r9COH OHOL TaBbcaH. CyganraaHbl yea WMHXUITI3HA
Heneenex aMuUMH 6oaNC, XOOr, XYHC X3P3rnaaryu.

MxaccaH aMmuH Xyuwun:

Llycana: rMuuuH 135.67 mkmonb/n
TpeOHUH 254.90 MKMOnb/n
LaacaHa: MUUUH 635.27 MKmonb/n

TPEOHUH 546.23 MKMOrb/Mn
[yrHanT: NUPMAOKCMHOOC Xamaapantan anunencu
bax Gonsowryn [7].
Xyyxaa Ne8.

Tycran cypranttam CypryynuiH cypar4, 7 HacTau.
TepenTt xaBuMH GalicaH, 2 HacTang Hb “snunencu”
rAC3H OHOLW TaBbCaH. CyaanraaHbl yeq LWNHXWUITI3HA

Heneernex aMUINH 60ONC, XOOI, XYHC X3P3rnaaryu.
Nx3CccaH aMuH Xyunn:

LlycaHa:
LaacaHa:

NM3NH268.73 MKMOrnb/N
nM3nH635.27 MKMOb/N
OyrHant: runepnusuHemu 6amx 6onsowryw [8].
Xanuamx

OloyHbl XOMCOONTOM 3K OHOLUNOrACOH HUWAT 514
cyanyynarygaac TaHAAnT  WUWHXKWUATIAraap amuH
XYYIIMAH CONWMUOOHBLI aMrarTan Babxk GonsoLuryw
12 xyyxag wnapcsH Hb 2.3% 6omk 6GawHa.
Batanraaxyynax WWHXWNIAArA3p 2  XYYXOQWUWH
TOXVMOMAOMAAMMH XYYIMAH CONMUALOOHBI eepynent
TortToorgooryn Tyn g33px xyBe 1.9% 6omk 6awiHa.
¥Yr XyBb ONWUropeHuiiH wantraanbl 4%-uiur aMmuH
XYYIMAH COMWILOOHBI YOAMLUMbIH 9MFar  333143r
[3] racaH pyHraac pooryyp 6Gaiiraa Hb OwWgHWNA
cyganraaHg, xampyyrcaH OlYHbl XOMCAONTOW XYHWUIA
Too DOara BavicaHTai xonbooTown HGanxk 6on3oLryi.

H.MeHXTyBLUMH HapbIH XUAX rYMUSTraCaH
cynanraaraap [8] onurocpeHn oHowTon 620
XYYXOWiH  ayHa  deHunketoHypu  1.6%  33anx

BalicHbIr TOrTooxas. buagHui cypanraaraap amuviH
XYYIMAH CONWALUOOHBLI yAaMLWIbIH 3Mrartan Ganx
BGon3owryin OlYHbl  XOMCOONTOM 6  XYYXAMWIAH
OyHO (DEHUINKETOHYPU WMP33rym Hb fapaax Xoép
wantraaitan Gamx 6onox tom. YyHa: 1. MaHan
cyganraaHbl 2-p LaTtaHg OponuoXbir TaTranscaH
4 XyyXAWWH 1-HUAX Hb UycaH Aaxb eHunanaHuH
TaHOANT WWHXWITA3ra3p NX3CCaH Barmk GonaoLuryi
rapcaH Hb (PEeHUIKETOHYPUTAN Xyyxaa Bavx 6ornox
toM; 2. H.MeHXTYBWMWH HapblH cydanraaHgaa
awwmrnaca MWUKPOOWONOTUIAH LUNHXUINTI3HA
dheHnnanaHvHaac ragHa eHonbiH TepnuiiH Bycapg,
BboancyynHeneener Tyn aepar TOXMONAnyyn eHaep
rapcaH 6aimx 60rnox tom.

LyrHanT:
1. OloyHbl XOMCOONTON XYYXAYYOWAH AyHO amuH
XYUNUAH  CONWMLIOOHbI  yAaMLWMbIH -~ 3Mrar

TOLAOPXOWMOrACOH Hb Yr 66pynenT Hb OYHbI
60MoH BUENIAH XONKNNIAH XOLPONThIH LanTraaHbl
Har 6onoxbIr xapyymk 6anHa.

2. AMMH  XYYnUAH  CONWMALOOHbI  YOAMLUMbIH
SMIArUIAT 3PT OHOLUMOH, 3MYMAXMIH TyNa HApaw
XYYXOYYOUAr TaHOANT WWHXUATISHA, XaMpyyrmK
bavix Wwaappgnaratan 6anHa.

3. HeApah XxyyxguvH TaHganT  LWMHXUArI3HWUN
xeTenbepuir HIBTPYYNaxX33C ragHa 3pcaanT
OynriH auar axdyyasd yaam 3ynH 3eBreree
erex, LUMHXWNIId  XUMXK  TYWUITraX  TeB
axunnyynax Hb yAaMmLUmblH 3MrArTan Xyyxag
Tepex Toxuonanbir H6aracrax ad xonborgonTon
oM.
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