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BoAancbIH CONUNUOOHbLI TOPOSIXUAH 3apUM IMIIrMNAr
3pCA3NTIN OYNArT UNpPYynax, OHOLWOX

(MoHron xypaaHrym)

Yavpatran: BoaucbiH CONMULIOOHbLI TEOPOSIXUMH SMIar r3far Hb HAr reHunH
MyTauu eepunenteec Yya3H ©O04UCBbIH CONMWALOOHbLI 3aMA  3MHIM3YWH
xonborgon Gyxun caatan yycaar XOBOP TOXMOMAOX yAaMLUSbIH ©BYMH HOM.
OMHON3YNH LWMHX TOMA3r Hb cybctpat 6ue maxbopon XypumTnargcaHaac
X3BUWH YN aXxunnaraar caaTyysmK, XOpAnoro YyCraCH33C 3CB3afT aMUH Yyxan
doaucyyablH HUWANArwung oponuox 6ogucyyabliH  AyTMariunaac  yycaor.
MaHan yncag ©04UCbIH CONMUILIOOHbI TOPeNXMMH 3MrarMnH nabopaTopu,
reHeTUKUINH LUMHXNNra3araap 6atnaracaH Toxmonaon o4ooroop OypTrarasaarym
OanHa.

Cypanraanbl 3opunro: OpraHuk 6a amuH Xy4nnnH CONUILLOOHbBI TOPONXMUIH

SMIArMIr UNPYYImK, OHOLLIOX
CypanraaHbl 30punT:

1. XunH xpomaTtorpad MacC CNeKTPOMETPUNH LUNHXUIITISM 3pCadNTIN
OyNarT XMnH opraHuMk 6a amMuH Xy4nuimH COSNUILIOOHbI TOPBNXUAH AMIIrnnr
Npyynax

2. XurH xpomaTtorpag mMmacc CnekTpoOMETPUNH LUNHXNUITIAra3p OHOLUOMACOH
Toxvonanyygoan —MyTtauum  UAPYYNaX  LWWHXWUIIMA3 XU  OHOLUMWT

GaTtanraaxyynax

Apraunan: 3MHan3yna WanTtraaH ToOOOPXOMryn CaTral, XeaenreeH, bueninH
XODKIMAH  XOuporgon, TaTtanT, T[MNOTOHW, 3M3rHUKM  YWAN  axunnaraaHbl
eepunenTTan 223 Xyyxauur cyganraang xampyyrcaH. byx eBUTeHUI LLI33CaHA
XUAH XpomaTorpad Macc CMeKTPOMETPUNH LUMHXUITISradp OpPraHnK XyysimmH
XapbLiaa, XoMXK33r TOOOPXOWSICOH 0a LWIB3CHUI LUNHXUAMI3H, ©6epYnenTTan
TOXMONAONA UycaHd aMWH XYYuil, auunkKapHUTUHbBI TYBLUWHI TOOOPXOWMSICOH.
Macc CcnekTpOMEeTPUNH LWWMHXUNIA3HL 604MCbIH CONMUITUOOHBI  TOPONIXUINH

OMIar OHOLWJ10rgcoH Toxmnosiaona Mmytaun nnpyynax WUNHXUIraar XWUNC3H.

Yp ayH: Cypanraang xamparacaH eBYTeHyyAa3Cc 139-4 Hb LL33CHUIA OpraHuk

XYUIUAH  WUNMHXKUITA3HA, AMap HAar aMrar eepynent unpaaryn 6a 31-g Hb
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BanbnpoaTblH XYYNMWH 3aBCPblH OyTaargaxyyHyya, 17-0 Hb  KeTosrym,
AnkapbokcunblH Xyunyya, 14-4 Hb TMpO3unypu, 12-4 Hb KeTO3, 4-A4 Hb NakTar,
nUMpyBaT MWXACCIH, 3-4 Hb [NUUEeposn, MeTUNManoHaT WX3CC3H, 2-O Hb
denunnaveTaT 6a peHnnnakrTat nxaccaH 6a deHunauetat 6a dpeHunnakTart
MX3CCOH Hb DEHUNKETOHYpU ©BYHMUT 3aax OancaH. LUsacHuin opraHuk
XYUSIMAH  WWHXUAMA3HA, eepunentTtan 38 eBYTeH4 LYyCHbl amuH Xydun 6a
aUUNKaAPHUTUHBLII TOAOPXOWNCHOOC 2 ©BYTeHS (eHunanaHuH WUX3CCOH Hb
LUSACHUM WUMHXWUNII3TAN aymk 6GanHa. TepenxunH umTtpuH pytargan 1
©BYTOH[ COKUMMArACaH. Macc CMEKTPOMETPUNH LLUMHXUIIT33raap
PeHNNKETOHYPU OHOWINOrACOH 2 eBuYTeHg PAH reHg myTaum wunpyynax
LWUMHXUITAS XMncaH 6a p.R243Q, p.Y356X, p.V399V, p.A403V mytauunyn
UN3PCaH. PEHUNKETOHYPU WUIBPCIH 2 OBYTOH XOEYN CIOTral, XeOesreeHun
XOUPOrgonTon wWwantraaHaap WUHXUIIr3dHA XampargcaH 6ancaH.

OyrHanT:34rasp Hb Macc CNEKTPOMETPUNH LWNHXUAT3S Ba MyTaum nnpyynax
LUMHXUra3raap oHow 6aTtnaracaH peHunketoHypu eBYHMM MoHron pax
aHxHbl TOxmongon 6a eHOep 9pcaanNTan OYyNarT XWUWrAC3H  UNpyynar
LUMHXWITI3rasp EeHUnKeToHypu eBuMH 1/112 6GawnHa. LUnHXmMnraaraap
WN3PCOH 2 TOXMONAON XOE€ynaa CI3TrauuMrMH XOUPOoraong X34uWH XYPC3H
Dariraa Hb yr eBYHUIN TapXMHbl 3PralIryin eepynenT, CITrauMmnH Xouporgona
XYPraxaaCc ©MHe 3pT XyrauaaH WNpyymk,eBYTOHUAr aO3rnaMm 06a SMUNH

AMUMAradH Xampyyrnax waapgnaratanr xapyyrx 6arHa.



Results of selective screening of inborn errors of metabolism in

Mongolia

Background: Inborn errors of metabolism (IEM) are rare genetic disorders in
which a single gene defect causes a clinically significant block in a metabolic
pathway. Clinical problems arise due to either accumulation of substrates that
are toxic or interfere with normal function, or deficiency of the products that
are used to synthesize essential compounds. There is no report of screening
results or confirmed cases of IEM in Mongolia. Only pilot study of newborn
screening for congenital hypothyroidism was implemented in Mongolia, where
the incidence of congenital hypothyroidism is calculated to be 1:3057 in
Mongolia.

Goal: To determine the organic acidemias and aminoacidophatias in

Mongolia
Aims:

1. To detect the organic acidemias and aminoacidophatiasin high risk group
using gas chromatography mass spectrometry

2. To confirm the diagnosis of the patients using molecular genetic analysis

Methods: Two hundred twenty-three Mongolian patients, who had
developmental delay, psychomotor retardation with unknown cause, seizures,
hypotonia or liver dysfunction, were studied. Urinary organic acid analysis was
performed in all cases using gas chromatography mass spectrometric
(GC/MS) analysis. Blood amino acids and acylcarnitines were checked in the
patients who had abnormal GC/MS analyses. Mutation analysis was done in
the patients, who were suspected having specific inborn errors of metabolism

by mass spectrometric analysis.

Results: One hundred thirty-nine children had normal urinary organic acid
analyses. Thirty one had metabolites of valproic acid, 17 had non- or
hypoketotic dicarboxylic aciduria, 14 had tyrosiluria, 12 had ketosis, 4 had
elevation of lactate and pyruvate, 3 had increased excretion of urinary glycerol
or methylmalonic acids, respectively, and 2 had elevation of phenylacetate

and phenyllactate. We checked blood amino acids and acylcarnitines in 38



patients, which revealed phenylketonuria (PKU) in 2 patients, and one with
suspected citrin deficiency. Mutation analysis in PAH was done in 2 patients
with PKU, and previously reported p.R243Q, p.Y356X, p.V399V, p.A403V
mutations were detected.

Discussion:In conclusion, these were the first genetically confirmed cases of
PKU in Mongolia, and the study suggested that the newborn screening
program for PKU was significant because it enabled early treatment dietary
restriction, specialized formulas and other medical management for

prevention of neurological handicaps in these children.



034 c3ABUWH HIp: boancelH conUnUoOoHbI TEPESIXUH 3apuUM SMIaruur

WNPYYNax, OHOLLINOX

Tecnuur canxyyXxyynary: LLUMHXNax yxaaH TEXHOMOMNH caH
3axuanary: OMA

Xyrauyaa: 2013-2016 oH
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034 c3aBUWH Yp AYHIMWH faanraBap:

1. BoAanCbIH CONUMLIOOHBLI BYHY OpPraHMK Xy4rMnH CONUILOOHbI SMIArNnH
30HXMIOX XaN63pyya, AaBTaMXUAT TOAOPXOWSCOH YP AYH - ApAaM
LUNHXNUITTI3HNI eryynan

2. boancbiH conNULOOHbLI TOPESIXUUH 3MIAMMUT MacC CNEKTPOMETPUINH

LUMHXMAT33HMI apraap UNpyynax OHOLWMUITOOHb! yanpaamx

TecnuuH yp AyHrMAH pdaanrasBap 1-unH XxypasaHa AwmepukunH “Molecular
Genetics and Metabolism Reports” catryyng “The first Mongolian cases of
phenylketonuria in selective screening of inborn errors of metabolism” cogaBT
eryynnammr XABNYYITK (XaBcpant 1) www.ncbi.nlm.nih.gov

www.sciencedirect.com-a uaxmm xan6apaap 6anpliyyncaH.
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X3BnNanumH Tonm

MoHron yncblH MsHraHbl XenknuinH 3opuntyygan “TaB XypTanx HacHbl
XyyxaunH angaragnmir 2015 oH raxag 1990 oHTOM xapbuyynaxan 4 gaxuH
Oyypyynax™-aap 3aacaH 6a HYB-WiH XyyXOUWH CaHrMNWH M3433HI3C Y3BI
YHOSCHUA  XAMX33HMA 60an10ro, XxeTendepyyaunur X3pankyysmDK 3X3riICHIap
1990 oHbIr 2010 OHTOM Xxapbuyynaxag 5 XypTanx HacHbl XYYXOAWWH Hac
6apant 1000 ambg TepenteHng 107-rooc 32 6ormk 3.3 gaxuH 6yyp4as [1].
Xagunraap XyyxauniH aHgargan Oyypy Gavraa 4 XenkCeH OpHyyaTam
xapbuyynaxag eHgep 6awHa. YyHun wantraaHg 604uCbiH  CONMUITLOOHBI
TOPONXMH 3Mraryyg toaopxon Gamp 33armk Oavraar yrymcraxryi. bogucbiH
COMUMNUOOHbI  TOPSNXUAH  3MIMAryyaunir 3pT  WAPYYIDK, 36B  OHOLUUITXK,
SMUYUNTI3HUA 30XUCTON YyAMPAAMXK raprax Hb MaHah OpOHA TOXMOMAO0X
Oaviraa HANXac, XyyxXauiH aHA3rANUMnr Togopxon xyesuap Byypyynax, aMraraac
YYCaX BOMOX XOXYyy YEWWH ynaal, XenkfvMnhH 63pXLI33faac CIprunnax ad

xonborgonTon TynramacaH acyyaan oM.

BoaucbiH CONUNUOOHBI TOPONXUNH AMrar He Bue Maxbon gaxb vyxan yypar
OyX1in PEPMIHTUNT XapuyLICaH UXIBYNSH HAr FEHUIN raxkraap yycrargaar SMmrar.
OH3 amrarunH yegdme max6ogoa 604MCbiH CONUILIOOHBI 3aBCPbIH XOPT 6oauc
UX33p XypumTnargcaHaac acBan 6ue maxbogon udyxan  XaparudaTon
6oavcyyn gytargcaHaac aMHON3YWH WWHX TOMATYYA WUNapAaar. ©BYHUA HUAT
TOXMOMNAON YNC OPOH OypT xapunuaH agunryn Ganpar 6a asviH opHyygan
XWATOC3H cydanraaraap HUWAT ambf TepenTteHn Toxuongox 1oo 1:2000-9000
BariHa. Ox BapUXbIH YEUNH rAMTAN, TOPONXUNH XODKITUAH raXur, XpOMOCOMbIH
AMIAr rax MaT M3AJrO9XYWL, LanTraaHryurasp ecent XenkfMMH OOpPOWTon,
XOUpOraon, OlyHyxaaHbl XOMCOOS, 3Huedpanonatu, yHanT, TaTant,
uoxmynanT, 3ypxHun 6a Oycag TepnuH OYNMYMHTMIAH SMrar, anar ganyy
TOMpPONT, AaBTaH 6eemknnT, 60ANCbIH CONUILOOHBLI XYYUILWWA, LyCcaH AaXb
YNXPUNH BaracanT, aMMOH, KETOH BMEeNH UXCANT rAX MAT AMHIM 3YMH LUNHX
TOMA3M UNIPCAH CIAKUITIN Byloy eHaep 3pcadanTan Oynart XMnUrgcaH A3uiH
OpHYyAblH cypanraaraap aaraap 6ynar esuHyya BebeTHampg 1:11, OHaTXorT
1:19, Xarapag 1:54, AnoHg 1:66 ToxuonacoH ©GanmHa [2-11]. YyHg
deHunkeToHypu, nenuynHos (MSUD), roMOUUCTUHYPU X MIT aMUH XYYSUAH

CONMUIILIOOHbLI aMraryyn, MeTunMmarioHat auugemum, npornnoHat aungemu, 1-p
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Xanb3punH rnytapat auugeMym rax MIT OPraHuK XyYSiMrAH COJSUILIOOHbI
AMraryyq 30HXUOH TOXMOSACOH BariHa. XenkCeH OpHyyaad 34rasp SMrarumr
oponuyynaag HuAT 20 rapyhn H3p TOPAWAH OpraHuK, amMuH XyYJTMnH
CONUITLOOHBbI AMIAryyaunr Macc CnekTPOMETPUNH LUMHXUITIAradp LLIICIH
A9X OpraHuK Xyunuur TOAOPXOWMOH wunpyymk Oanraa 6a 3HS Hb Har
COPbLHOOC, H3r LWMHXUNMA3HWA apraap OOAMCBbIH COMUILOOHbLI OfIOH H3pP
TOPNWIAH AMIArMNr oHoLwnox 6onomk Gyxmii nHeasme 6yc apra tom. OgoOrMnH
6angnaap MoHrong amMHaN3yMH XyBbA OpraHuK, aMWH XYYSTMAH CONUIILOOHDI
AMIArMNH  COXKUITAM ToXmMongon wnapy 6Garnraa 6Gonosy ywun axwunnaraa,
yAaM3YMH  LUMHXUNS3radp OHOLWIMOrACOH TOXMOMAON YryW, 9H3 TanblH
cyganraa LLUNHXUNTS3 XOBOp banHa. H.MeHXTyBLUMH HapbIH
PEHUNKETOHYPUNT  UIMPYYSIAX 30pUTOOP OKYH YyxaaHbl xomcaonton 620
eByYTeHa [yTpunH apraap dQeHunanaHuHbl  TYBLUMHI  TOOOPXOWICOH
cynanraaraap 10 eButeHp (1.63%) [12] XaBUNH XaMK33HIIC eHAep rapcaH 6a
ragaagblH cyanaadgbiHxaac 2 gaxvH eHgep 6anraa Hb YYHUWT HapurBuYnaH
cypamnk, oHowwunr 6atnax waapgnaratanr xapyymk 6anHa. bBamban
OynuunpxavH TepenxunH gytargan Moxron yncag 1:3057 6awna [13, 14].
OOrasp ©BYHUNUT 3PT OHOLUMIICHOOP A3rNam Gapux, BGOAUCHIH COMUILIOOHBI
OBpOro yycax 6o0nox Hexuen 6GananbiH yen ypbOyunaH Caprumnax
AMYUAMASHUA  yOMpOAMXK rapracHaap TYYH33C yyaAaK OO0nox XenKrunH
O3pXLL33NYYA33C CIPrnnnax 6onomMxTon. BoanCbIH CONUILOOHbLI TOPONXMIAH
AMrar Hb 3pT Ye4 OHOLWOrAOXK 3SMYUNArA’33ry TOXMONAONAD XenKNUNH
OapXLWa3ang Xypragrasc XyyxOunH ambparnblH YaHapbir Oyypyyrmk, rap
OyNUIH XyBbA CITrAN3yrMH 6a 34uMNH 3acrMnH gapamTaHg Xypragar HUArMUnH

TynramacaH acyyaan tom.

CypanraaHbl 3opunro: OpraHuk 6a amuH XyYnuiiH CONUMLIOOHbI TOPBNXUIAH

SMIArUIAr UNPYYJIDK, OHOLLIIOX
CypanraaHbl 30punT:

1. XunH xpomatorpad Macc CneKTpOMETPUMH LUMHXUMI3Ar 3pCOdnToun
OYynarT XunMH opraHMk 6a amMuH XYYrUAH CONUILOOHbI TOPBNXUNH

AMIArunr NNpyyJax



2. XuMH  xpomartorpad® MacC  CNeKTPOMETPUNH  LUMHXUAr33raap
OHOLUMOrACOH TOoXuonanyyaan MyTauu Urpyynax LUHXUIMA3 XUMXK

OHOLLWIT GaTanraaxyynax

CypanraaHbl LWUWAH3N3r Oyloy A3BLWWATTIN Tan

1. AMuHXyumn 6a OpraHuK Xy4SiMAH CONMUILOOHbI 3MIArMMUr OHOLUSOX
OS3BLWMATAT aprbil ©@6pUNH OpPHblI Hexuera aHX yAaa 3MH3N3YWH
NPaKTUKT HIBTPYYJICOH.

2. AMUHXy4Mn Ga opraHuvK XYYSUMWH COMUALLOOHbI 3MIArMmr OHoLIMMIAor

©ONCHOOP aMUMNIaaHUN apra 6apung ASBLIKA rapHa.

CypanraaHbl 34UMH 3acar, WUHXIM3X yXaaH, HUUrMUKH ad xonboraon

OHeerMnH Hexuena OHOWWIMK, LWanTraaHblr TOAPYYK Yagaxryn 6aunraa
XYYXOUAH OOANCBHIH CONMUALOOHbI TOPONXUWH 3apuM 3MIArMnr A9BLUNMNTIT
apraap OHOWMWMK, 3MYnax 6GonomkTon 6GONCHOOP rapax XyHOP3uur
OyypyynaH, ypbauvnaH COPruinanTurUH acyyansir 00noBCPOHryn G0Nrox,
ynMaap XyyxaumnH aHgargnuir 6ogutonroop 6yypyynax a4 xonéorgonTon.

Cagpanaac  ypbauvMnaH Ccapruinax 6Gonomxkton 604MCbIH  CONMUITLIOOHBI
TOPONXUAH SMIArMAr 9PT OHOLUMITK, SMYUMA3HUN yaupaamXK rapracHaap
AMIMAMMNH XYHOPSNUWH yrMaac Xyyxd OKWYH yXaaHbl XOMCLOM, XODKMUNH

03pxwa3anTan 6omk ambapanbiH YaHap byypaxaac CaprunnHa.
CypanraaHbl MaTepuan apra 3ym
CyoOanzaaHbl 06bekm

Cymanraa Hb Har arwHbl apraap xuirgcadH. CypganraaHbl TyyBIpT OX
XYYXOUVH 3pYyS M3HAWAH YHO3CHUMIA TeBUUH (OXOMYT) XyyxaunH apymmT
aMUMNraaHmn Tacar (XO3T), HapanH apumMmT amumnraaHui tacar (HO3T),
MagpanunH amrar cygnaneiH Tacart (MOCT) 2014 — 2016 oHLO X3BTIX
aMunNargak 6GancaHOMennmH XenKnMMH XOUPOrAaosi, CITraly XeAenreeHun
xouporgon, TaTanT, rMnoTOHW 33par XascpanT 1 O3X acyymxX, 3MH3N3YW,
nabopaTtopuH y3yynantag eepynent 6yxun 1 xoHortomrooc 16 HacHbl 223

(124 xyy, 99 oxuH) xyyxaunnr xampyyncaH. CyganraaHg xampargarcag gotop
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uycaH TepnuuH rap 6ynaac TepceH xyyxaa Gawvraarym 6a 19 xyyxag rap
OynuirH acyymxTanm 6yly ax ayy, OMpbiH Tepen Teperceq Hb VXU 3MHIn
3YMH LUMHX TAMASN, CITraL, XeaenreeHnin xouporaonton 6ancaH. byx xyyxaaa
XUAH Xpomartorpad Macc CnekTPpoOMeTpUMH Oaraxaap LW33C3HA OpraHuk
XY4un TOLOPXOMNOX LUMHXUAMAAr XUANC3H. BoaUCLIH CONUMNUOOHBI 3MIarMmH
OHOLUMSITOO Hb XUWH XpomaTorpad MaccC CNEKTPOMETPUNH LUMHXUITI3HUN
OHOLUMOX YaaBapaap xa3raapnaracaH 6a 3eBxeH XaBcpanT 2 Aaxb ©BYHYYA
oHownorgox 6Gonomxton 6GancaH. MUTOXOHOPUNH  ©OXHUA  XYYSUH
NCANO3NTUAH SMIArMUT UNPYYNaX, XMAH XpomaTtorpad Macc CrnekTpoMeTpumnH
LUMHXXMUAT33radp UIapCaH eepunentuir batanraaxyynax 30punroop TaHOem
Macc ChnekTpoMeTpurnH Oaraxkaap uycaHg aMuH Xyyun, auuikapHUTUH
TOAOPXOMMNOX LUMHXUAMIAr XUAC3IH. Macc CnekTpOMETPUNH LUMHXUATI3raap
60aAMCbIH  CONUITLOOHbLI  TOPONXMWH 3Mrar OHOLUOTACOH ToXuonanyyaas
MyTauum WNApyynax LWUHXUNraar xuncaH. CypanraanHg xampargcaH 6yx
XYYXOUVH 9Uar 3X, acpaH Xxamraanardygaac TaHuyricaH 3eBLleepes aBcaH b6a
Opyyn M3HOMMH SaMHbl AHaraaxblH €C 3yWH XSHanTblH XOPOOHOOC Yr

cydanraar Xxapankyynax 3eBLUeeper aBcaH.

CyOanzaaHbl apaa 3yu

XuiiH xpomamoezpagh macc crnekmpomempulH 6az2axaap WI33CIHO

Op2aHUK Xy4us1 mooopxolisiox

XyyxXaunH waacaH aax 134 opranuk xyununr “LUnHrang xaHanax” apraap [15-
17] uaBapLUyyImK, Xamxkaar IXOMYT-unH AHaraaxblH yaam3ynH naboparopug
AHY-g vynngeapnacaH Perkin  Elmer ymngsspunH Clarus 680 xuiH
Xxpomarorpad mMacc cnektpomeTpurH barakaap TogopxowncoH [15, 16].
LUMHXKXMArasHg X3parnargax LWS3CHUA X3MXK33 Hb 033X Tyc Oypg 0.2 wr
KpeaTuHMH aryymk ©Oarxaap TOOL0OMXK, OpPraHuK Xy4YriuiH KOHLEHTpauu Hb
A0Too4 XsiHanTag XxapbuyyncaH nuk Tanbawn (relative peak area) Habkaap
XOMXUIAC3H. ©a4ep TYTMbIH WMHXMArAaHA ankaH (C10-C26)-bl xonumrumr
XSIHanNTblH Oynar GoMrox, rentagekaHbl XxXyy4un (MaprapuHbl  xydun), 3-
rMOpPOKCN-2-goeHnnnponaHbl Xy4nn (TPOnuKMH Xyuun) 6a TeTpakocaH (C24) -

bIF 4OTOOA XAHaNT OOMroH copbl, OYpT awurnacaHd. Fagaaa xsaHanTbir AnoH
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ynceiH Wumana wnx  cypryynuinH Macc cnekTpoMeTpuinH nabopaTtopua

LLUMHIA3MY LaacaHg LWMHIM3X XaTaacaH LU33CUUT N3 XUNCIH.

TaHOem macc cnekmpomemputliH 6az2axaap uyycaHO aMuH Xy4quJl,

aUuUJTKapPHUMUH modopxoﬁnox

LlycaHg aMuH Xyyun, aumnkapHUTUH TOAOPXOWNOX LUMHXUIITAr ANOH YICbiH
Wnmana nx cypryynsa Wnmansy ynngsapuinH LC-MSMS 8030 taHasm macc
CMEKTPOMETPUMH BaraXnnr awumrnad rynuaTracaH. LlyCHbl O39XWAr WwyynTyyp
uaacaHA fgycaaH xataax, XypryyncaH. Msoton xonbooT AoTooa XsHanT
(Cambridge Isotope Laboratories, Kit NSK-A/B, Cambridge, UK) aryyncaH
MeTaHonbiH 200 mMkn yycmanbeir 3 MM guameTp OyxXuil LYCHbl O33KUUT
XaTaacaH WyynATyyp LaacaH A33p HAOMX, LWYYNTYYp LaacHaac amuH xyyun 6a
aUUITKAPHUTUHBIN XaHZarrk aBcaH. XaHgaricaH LWWHIOHUAM a30TblH XUKH
ypcran goop xyypanwyymk, 3N n-butanol-HCl-biH 50 mMkn yycmansir HaMx
OyTUIKyyncaHbl Aapaa AaXUH XyYypanLlyysncaH. ByTunxyynx,
xyypanwyyncaH gaaxunr 80% aueToHUTpUIbIH yycMmang XaHaasncHbl gapaa
TaHA3M MacC CMNEeKTPOMETPUNH Garaxaap WMHXUNCIH. LUMHXMNraaHum gyHr
ChemoView™ nporpam awurnaH  TOOLOOMMbIF  XWK  FYALSTIACIH
Biosystems/MDS SCIEX, TopoHTo, KaHag) [18].

Mymauu unpyynax wuHxunzal

©BUTEOH 6a ©BUYTOHUM 3L3Ar SXUKH 3axblH LYCHbI LaraaH acaac QlAamp DNA
Micro Kit 6ary uomrunr awvrnad (Qiagen GmbH, Hilden, Germany)reHoMbIH
AOHX-unr anran aBcaH. PeHmnanaHuH rugpokcunas (PAH) reHnin 13 3K30H TyC
Oypt 13 xOoC npavimep awwurnaH noAUMEpPasblH TUMHXUH YypBanbIl XWX
ryMuaTracaH. lNMonumepasbiH MMHXUH ypBanaap onwpyyrncaH ®eHunanaHuH
rmgpokcunas (PAH) reHuii cbparMeHTyyablH HyKneoTuabliH gapaannbir ABI
PRISM 310 Genetic Analyzer (Applied Biosystems) 6arax awwurnaH

TOOOPXOWICOH.
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CypanraaHbl yp AyH

CypanraaHg xampargarcablH  3MH3M  3YWH  WWHX  TOMAryY4 Hb
XenknuuH xouporagon 108, Tatant 96, caTrauMnH xouporgon 87, runotoHu 81,
XODKIUAH TepenxunH raxur 46, yHtaapcaH Gangan 39,anHea/gucnHea 37,
anar TomopcoH 34,3Huedanonatn 33, gaxucaH 6eermkmnt 33, GYNYUHINIAH
eBaenT 15, kom coma, kapanommonaTn 10 Tyc Tyc 6annaa (3ypar 1).

3ypar 1.

OMHanN 3ynH eepunent

Bue, xegenreeHuii xouporgon 108
Tartant/anunencu

OtoyHbI XeNKNUInH

'mMnoToHn

XOnKNUNH TOPSNXUIAH raXur
YHTaapcaH baviganta
AnHea/gucnHea

3nar ToMOpCoH

Lloumor sHuedanonatu
OaxucaH 6eenmxunT
BynunHrunH esgent/muonatu
Kom

Kapavomuonatu

0 20 40 60 80 100 120

Too

LLI93CHUM OpraHuK XyYSIMAH LUMHXUAM3HUA Yp AyH: 139 XYYXOUNH LIS3CaHA,
aMrar eepunent unpaaryin 6a Gycan xyyxgs gapaax eepynenTt gaBxapacaH
BGananaap vnapcaH. YyHA: TaTanTbliH 3Cpar aMm yyx 6ancaH acyymx byxum 31
eBYTeHA Banbnpoat 6a TyyHuMM 3agpanbiH OyTaarasxyyH, 17 eBYTeHg
KeTo3ryn gukapbokcunart, 14 eBuTeHO Tupo3unypu, 12 eBuTeHO KeTos, 4
eBYTeH naktaT 6a nupyeaT, 3 eBYTeHn rmuuepon 6a metTunmanoHart, 2
eBYTOH peHunaueTaT 6a beHnnnakraT TyC TyC UnapcaH (XycHarT 1).

LsacHuin LUNHXUIT39HA, KeTo3rym Avkapbokeunar, TUPO3UNYpU,
MeTunmanoHart, beHunaueTart, (peHunnakrTaTr 33par eepunent UnapcaH 38
©BYTOHO, OHoWwunr 6GaTanraaxyynax, MWTOXOHOPUNH ©6XHUA  XYYSIUAH
CONMUILIOOHbI  SMPArMAM  YIYUCrax  30pUSIroop  LUyCaHg aMuH  Xyuyun,
AUMNKAPHUTUHBLIIr  TOOOPXOWSIOX  LUMHXWUIIA3  XUAC3H. 2 eBYTeHA

hbeHnnNKeToHypn eByHMUr GatancaH 6a TUpO3UNypu WNIPC3IH 1 eBYTeHA
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UATPYNIIMHEMM  ©BYHUIAI  CIXKUIMAX  eepunent  unapcaH.  Laacana

MEeTUIManoHaT WI3PCOH ©BYTOHYYASA auUNKAPHUTMHBL X3MX33  X3BUMH
TYBWWHA TopopxowmnoracoH. Ketosrym pgukapbokcunat eepunent  Oyxun
OBUYTOHYYOS4  MWUTOXOHAPUWH  ©6XHUU

XY‘-IJ'II/IVIH COJTUITLIOOHDbI ©BYUNH

WN3PCIHIYN.

XycHarT 1. XunH xpomaTorpad Macc CnekTpoMeTp LUMHXUIT33HUIA eepunenT

©epunent/amrar OpraHuk Xy4numnH Too Caxunrnax amrar
LUMHXWUITI3HUA ©epynenT
/GCMS
1 Banbnpoar Valproic-1, 31 OMUINH Henee
3agparnblH 2-Propyl-3-OH-pentanoic,
OyTa3raaxyyH 2-Propyl-3-OH-ketopentanoic,
2-Propyl-5-OH-pentanoic,
2-Propyl-hydroxyglutaric
2 Ketosryn Adipic-2, Octenedioic-2, 17 ©6XHUIN XY4NnIH
Avkapbokcunat Suberic-2, Sebacic-2, COMUILOOHbI 3Mrar
aumgypu Decadienedionic-2,

3-OH-octenedioic-3,

3-OH-suberic-3,

3-OH-Sebacic-3,
3-OH-dodecanedioic-3
4-OH-phenylacetic, 4-OH- 14

3  Twuposunypu Onarumm ymin

phenyllactic, 4-OH- axurnaraaHsl
phenylpyruvic-OX-2 eepunent
LnTpuH gytargan,
"fomouncTuHypm
KeTo3 3-OH-butyric-2, Acetoacetic 12 Katabonunam
JlakTaTypu Lactic-2, Pyruvic-OX-2 4 Jlaktataunpemu
Katabonuam
MeTtunmanoHat Methylmalonic-2 3 MeTtunmanonar
NX3CC3H aungemm
deHunkeToHypu Phenylacetic-1, 2 deHunkeToHypu

Phenyllactic-2

PeHUNKeTOHypUTan 2 eBYTOHUIN SMHIN3YMH 66PYSNIONTUIT HIITIaH Xapyynban:

©B4TeH 1: 2 Hac 9 capTan, amartan. LlycaH TepnuiiH 6yc rap 6ynuinH
aHxHbl Xyyxaa. XupamcaH 6a TepenTunH siBLaA aHxaapan Tatax 3yWnrym.
©OBYTeH aHXx 9 capTarMpgaa TaTanTblH ynNMaac Xapbsia 3MHIMAIT X3BTIX,
TaTanTblH 3CPar AenakvH SMUUT 3MYUAH 3aaBpaap YYyX 3X3rCaH. Xaaum TUnNM
Y ©BYTOHMM TaTanT XOOPOHAbIH Xyrauaa OWPTOX, ©BYMH JaaMXupcaH Tyr

XopAanorot aHuedanonatn oHowTonrooop IAXOMYT-unH MagpanunH amrar
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cyananblH TacarT WWIMKMK MPCIH. OBYTEH ye ye Tatax 6a caTray, XeaenreeH,
X3n sipyaHbl XOUpOorgonTon G6ancaH. OMHAN 3yMH Y3N3arasp Xyyxag Unapxum
rmnonurMmeHTaumMTan 6a xagum auar 9x Hb epauiH 6op apbc, xap YCTan 4
©BYTEH anTnar wap yc, uansap uaraaH apbctan 6ancan. LlyCHbl 49nrapaHrym
LUMHXUTS, OMOXUMWMH  LUMHXWIMASHA, SOMrar eepynent yryn. XunH
XpomaTorpad Macc CNeKTPOMETPUNH LUNHXNITIAraap LIACIHA, beHunauerar
(58.4%, RPA, (xeBuMH yen wunpax écryn), deHunnakrat (261.1%, RPA,
(xoBUIMH yen nnpax écrymn), eHnnnupysat (379.4%, RPA, (XaBUWH yeq nnpax
€Cryn) Wnapxmm UnX3accaH (XycHart 2). TaHaem Macc CneKTpOMETPUIH
LUMHXWTA3rasp uycaHa deHunanaHuH mxaccaH(1015.9 Hmon/mn; X3BUMWH
XaMx33 < 100 Hmon/mn), TUpo3uMHxapbuaHryn bara (44.9 Hmon/mn; X3BUIMH
XaMX33< 250 HMon/mn), oeHnnanaHvH 6a TMPO3NHbI XapbLiaa UXACCaH (22.6;
X3BUMH XOMX39<2.5) eepunent wunapcaH. [op 6yng PAH renHg mytaum
UNPYYN3X LWUHXUT3S XMNCIH 6a eBYTeH 3urasc gamxcaH p.R243Q (c.728

G>A), 3xaac gamxcaH p.V399V (c.1197 A>T)myTtaumya nnapcaH (3ypar 2).

XYCHAIT 2: ©BYTOH 1-UNH LLIS3CHU OPraHuK XYYnMnH LUMHXUITI9HUIA YP OYH

ID  OpraHuk xy4un Yp AyH XaBUiH xan6an4yan dakTop
(%)
1 Lactic-2 2.61 ( 0.80 0.00 470 ) 3.26
10 Valproic (VPA)-1 10.14 ( 0.00 0.00 0.00 ) #DIV/O!
32  Phosphoric-3 353.99 ( 6.60 0.00 43.00 ) 53.63
37  Phenylacetic-1 58.40 ** ( 0.10 0.00 0.40 ) 584.00
39  Succinic-2 16.61 ( 3270 6.50 65.80 ) 0.51
42  Uracil-2 0.39 ( 2.80 0.00 7.00 ) 0.14
49  2-Propyl-3-OH-pentanoic-2 1.92 ( 0.00 0.00 0.00 ) #DIv/O!
51  Glutaric-2 1.24 ( 1.90 0.00 4.00 ) 0.65
59  3-Methylglutaconic-2 0.82 ( 1.10 0.00 420 ) 0.75
63  2-Propyl-5-OH-pentanoic-2 7.09 ( 0.10 0.00 1.60 ) 70.90
68  Adipic-2 4.76 ( 3.00 0.50 5.00 ) 1.59
74 2-Propyl-hydroxyglutaric-2 14.97 ( 0.00 0.00 0.00 ) #DIv/O!
83  Phenyllactic-2 261.06 *** ( 0.30 0.00 490 ) 870.20
87  2-Ketoglutaric-OX-2 (1) 76.07 ( 26.10 3.00 102.90 ) 291
88  4-OH-benzoic-2 7.49 ( 3.80 0.00 7.80 ) 1.97
89  4-OH-phenylacetic 106.22 ( 2710 8.60 73.20 ) 3.92
90  2-Ketoglutaric-OX-2 (2) 1.82 ( 3.50 0.30 21.30 ) 0.52
92  Phenylpyruvic-OX-2 379.40 *** ( 0.00 0.00 0.00 ) #DIV/O!
93  N-Acetylaspartic-2 1.63 ( 1.50 0.00 3.70 ) 1.09
100 Aconitic-3 59.54 ( 6470 15.10 86.10 ) 0.92
106 Isocitric-4 38.92 ( 2290 8.30 29.00 ) 1.70
107 Citric-4 1095.25 ( 441.10 31.40 572.30 ) 2.48
109 Hippuric-1 72.57 ( 3010 6.20 284.10 ) 2.41
115 Vanilmandelic-3 (VMA) 18.47 ( 46.60 11.70 84.60 ) 0.40
118 4-OH-phenyllactic-2 40.65 ( 1.80 0.00 7.00 ) 22.58
119 4-OH-phenylpyruvic-OX-2 8.08 ( 0.20 0.00 0.90 ) 40.40
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133 Tetracosane (C24)

134

IS-2 (tropic acid)

30.68
33.72

(
(

0.00
0.00

0.00 -
0.00 -

0.00 ) #DIV/O!
0.00 ) #DIV/O!

No . CaKMrnax eBUYnH
37 OeHnnKeToHypn
25 Tuposunypu

32 Banbnpoat Xy4un amMynnraa

3ypar 2. ©BYTOH 1-UNH reHETUK LUNHXUITI3HUIA Yp OYH

PAH reH

OK30H7

3k30H 11

p.R243Q Arg243GIn (CGA—CAA) CoHromon heHUIKkeToHypu

CcCGAC

| l.

|
|| '| " ‘|| l I' “ 'u
| | | | l |

| |
A VL
s 'ﬂ e .\o‘/\ =

CCN AC

CCNAC

cC CG AC

XaBUIMH

©BuyTeH 1

GT AAG

GTTAG

,l,

| Y
=

z/ INAA TN

p.V399V, Val399Val (GTA>GTT) CoHroMmon pheHnnKkeToHypu

©BuTEeH 2. Opyyn 3x3ac TepceH, 3 Hac 10 capTan, OXMH. ©BYTEH CITIaL

XeOenreeHnn Xxo yporaoorn,

TMMNOTOHM,

YUXHUA  O3NO3HIMMIAH

rax Xerxun,

apTepunH LOpro OuTYypaaryn, 3aH TOPXUAH ©epynenTTan. ApbC, YCHUN

HOCOOXUITOHO WIIAPXUA  ©epynenTryn.

LlyCHbl  O3Mr3paHryn  LWWHXUITI9,

OVMOXVMWIAH LUMHXUNIA3HA, AMrar eepynent yryn. XunH xpomaTtorpad macc

CMEKTPOMETPUMH  LUMHXMUITA3r33p LWI3CaHL deHunaueTaT (6.21%,

RPA,

(xoBUKMH yen nnpax écryn), dexHmnnakraT (6.19%, RPA, (xaBuUiH yen unpax

écryn) Gara 33par MxaccaH (XycHart 3). TaHaem Macc CneKkTPOMETPUNH

LUMHXWAra3raap uycaHa deHmnanannH 6ara 3apar nxaccaH (654.5 Hmon/mn;

X3BUMH XamMx33 < 100 HmMon/mn), TMpO3uH xapbuaHryn 6ara (59.6 HmMon/mn;

X3BUMH XaMx33 < 250 Hmon/mn), deHuvnanaHvH 6a TUPO3WMHbI XapbLlaa

nxaccaH (10.97; xaBUNH XaMX33 <2.5) 39par eepunent WUNApPCaH. O©BYTEHA
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PAH reHg p.Y356X (c.1068 C>A) 6a p.A403V (c.1208 C>T) xaBcapcaH

reTepo3vrot MyTauuyn UnapcaH 6a axd4 XMNCAH LWMHXMAMAAraap p.A403V

(c.1208 C>T) reteposuror MmyTtauu togopxowusioracoH (3ypar 3). Quraac Hb

OHX-ninH 0a3x aBax 6onomxryn 6ancaH.

XYCHAIT 3: ©BYTOH 2-blH LU33CHWUIA OPraHnK XYYUAH LNHXUITI3

ID OpraHuk xyunn Yp XaBuiiH xan6anaan dakTop
AyH
(%0)

1 Lactic-2 3.27 ( 0.80 0.00 470 ) 4.09
4 Glycolic-2 7.86 ( 0.70 0.00 220 ) 11.23
7 Glyoxylic—OX-2 3.84 ( 1.20 0.00 6.10 ) 3.20
9 Pyruvic-OX-2 3.49 ( 450 0.00 24.10 ) 0.78
12 3-OH-isobutyric-2 5.04 ( 250 0.00 9.00 ) 2.02
16  3-OH-isovaleric-2 1.64 ( 0.80 0.00 230 ) 2.05
20  Urea-2 293.2 ( 376.1 104.6 763.0 ) 0.78
26 Benzoic-1 1.70 ( 4.40 0.00 18.70 ) 0.39
32 Phosphoric-3 5.89 ( 6.60 0.00 43.00 ) 0.89
34 Ethylmalonic-2 1.50 ( 0.9 0.00 6.20 ) 1.67
37 Phenylacetic-1 6.21 ( 0.10 0.00 0.40 ) 62.10
39  Succinic-2 7.56 ( 3270 6.50 65.80 ) 0.23
51  Glutaric-2 1.14 ( 1.90 0.00 4.00 ) 0.60
57 2-Deoxyteronic 2.53 ( 2.40 0.00 6.30 ) 1.05
70  2-hexenedioic-2 1.83 ( 1.00 0.00 16.40 ) 1.83
81  2-OH-glutaric-3 1.28 ( 230 0.60 5.90 ) 0.56
83 Phenyllactic-2 6.19 ( 030 0.00 490 ) 20.63
84  Pimelic-2 1.74 ( 3.00 0.00 9.30 ) 0.58
88  4-OH-benzoic-2 5.19 ( 3.80 0.00 7.80 ) 1.37
89  4-OH-phenylacetic 85.95 ( 27.10 8.60 73.20 ) 3.17
100  Aconitic-3 37.99 ( 6470 15.10 86.10 ) 0.59
102  Vanillic-2 1.72 ( 0.0 0.00 0.00 ) 1.91
103  Homovanillic-2 (HVA) 8.48 ( 16.30 5.80 2490 ) 0.52
105 Hippuric-2 4.71 ( 220 0.00 11.70 ) 2.14
106 Isocitric-4 13.54 ( 22.90 8.30 29.00 ) 0.59
107  Citric-4 37.48 ( 4411 31.40 572.3 ) 0.08
109  Hippuric-1 83.47 ( 30.10 6.20 284.1 ) 2.77
115 Vanilmandelic-3 (VMA)  28.92 ( 46.60 11.70 84.60 ) 0.62
117  Decadienedionic-2 0.38 ( 0.70 0.00 2.30 ) 0.54
118  4-OH-phenyllactic-2 63.66 ( 1.80 0.00 7.00 ) 35.37
129  Uric-4 3.89 ( 260 0.00 7.20 ) 1.50
133  Tetracosane (C24) 51.90 ( 0.00 0.00 0.00 ) #DIV/O!
134 1S-2 (tropic acid) 217'2 (000 000 0.00 ) #DIV/O!

No. CaXurnax eB4YmH
37 ®eHUnKeToOHYpU
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3ypar 3. ©BYTOH 2-blH FEHETUK LUNHXUITI3HUIN YP OYH

Tyr356Ter (TAC > TAA) CoHromosn oeHUNKETOHYpH

CAGTACTGC CAGTANTGC CAGTACTGC

3k30H11
O f\ A /\“"\ /\
X3BUIMH OBYTeH 2
TTTGCTGCC TTTGNTGCC
OK30H12 \ I l

Ala403Val (GCT > GTT: XeHreH xanb3apuiH runepgenunnanaHnHeMm

Xanuamx

OpcoanTan  Oynart  XMAracaH 604UCBbIH  COMUIILOOHbLI  TOPONXUINH
AMraryyaumnmr WUNpyynax cyganraaraap 34r33p ©BYHUMA  TOXMONZOMN  Hb
BoetHampa 1:11, Quatxart 1:19, Xatagag 1:54, AnoHg 1:66 6ancaH [4, 8, 11,
19, 20], 6a eHUNKeToOHypW, NEeNLMHO3, FTOMOUUCTENHYPU, MeTunManoHat
aumaemMn, nNponuoHaT auugeMu 33par eBuYHyyAd 30HXWUIMK GancaH. BuaHuin
cyfanraaraapapcgan  oyxum 223 eBYTeH XxampargcaHaac 2  eBYTeHA
hEHNNKETOHYPWN OHOLLNOrACOH 6a 1 eBYTOHA LUUTPYNNMHEMU 2-p X3nO3pUnH
CIOKUITAN TOXMONOON WMI3PCAH Hb 3PCAdNTIN OYynarT XWMWUrACAH MNpyynar
WNHXUAMA9HL, (PEHWUNKETOHYpM ©eBYHMKM  Toxuongon 1:112, ©oaucbiH
CONUILIOOHBbI ©BYHUI Toxuongon 1:72 6anraar untrax GanHa. Xagumrasp yr
cyfanraanf xampargarcgbliH Too ueeH 6onos4y Oycap yncblH cyganraaTtan

agnn OeHNNKeTOHYPU eBYMH 30HXUNOH Toxuongox Gannaa. Cypanraaraap
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UN3PCIH (PEHUINKETOHYPU ©BYHMIK TOXMONANyyn Hb Macc cnektpomeTtp 6a
MOMEKYN FeHEeTUKUAH LUNHXUAI33radp OHOWNOrAcoH MOHron yncblH aHXHbl
Toxmonanyyn 6a eHUNKeTOHypU OHOLUMOTACOH 2 TOXMONAO0N XOEYN X34UNH
Oue, CaTray, XeAenreeHnn XenknunH xouporgonTton Garraa Hb ©0AUCHIH
COSIUNLOOHbI  TOPONXUAH SMIArUAM  UNPYYN3X  LUMHXUIMO3HA  XODKINUMH
XOUPOrgonTon xyyxayyaunr xampyyrk 6anx, uaawnaag Modron yncag
HApaH 604MCbIH CONMUILOOHBI TOPONXMIAH 3MIATNIM UNpPYynaxxeTenbepunr
APUUMTIN HIBTPYYMIX, TyXarlH ©BYHYYO34 TOXMPCOH OHOLUMATOO, 3MYMIIrag,
XAHaNTbIH Tycram yguvpaamxk raprax waapgnara Oavraar xapyyrk 6awnHa.
®eHunkeToHypn 6a OGycag amuH XYYSWAH CONMUITLOOHbI ©BYHYYOUNT LUMHX
TOMAOJr WNPIX33C OMHe 3PT HApan yen WpyymK, ypbadunaH Coprumnax
A9rN3M 3MUYMNIA3 XMMUX Hb M3AP3N TaHWH M3dXYMH ©epynenTeec Coprumnax
ay xonborgonton[21].

@DEHNNKETOHYPM OBYHUN 3MHIN3YWH ONOH sH3 Gamagan Hb TyxawH
©BYHUA MOSEKYyNn FeHeTUK [3X eepynenTtyyaran xonbooton Gereen XyHun
reHWNH MyTauumnH canp deHnnanavmH rmgpokcunas (PAH) ren gasp 700
rapyi mytaum 6yptrargcaH GaviHa. bugHui cypanraaraap OHOLWINOrACOH 2
eBUYTOHUN PAH reH gasp 4 tepnuiH myTtaum (p.R243Q, p.Y356X, p.V399V,
A403V) TopopxowunorgcoH Gereen p.R243Q, p.Y356X, p.V399V wmytauunyn
eMHe Hb BHXAY, BHCY, AnoH 33par A3ninH OpHYyAblH COHFOMOJT X3n03pnUinH
PEHUNKETOHYPU OBYTIN OBYTOHYYA3L TOO4OpXowmnoracoH[22-25] 6on A403V
MyTauum Hb EBponuyyn ayHa anbar Toxuonggor 6a XeHreH XanbapunH
rmnepdeHnnanaHuHeMMnr Hexuenayymk 6ancad [26, 27]. V399V myTaum Hb
nosiMMopdun3M xanbapTan xapargax Oanraa xoOQuM 4 TPaAHCKPUMUBIH YN
SIBLAA HeneesnceHeec Xx3BwunH Oyc mapgsannuinH PHX 6uin 6ok eB4YMH
yycaxag Heneenger 60mnox Hb eMHex cyfanraaHyyfaap 6atnargcaH[28].

©MHex cypanraaHyygag Y356X MyTauM Hb coHrogor ©a XeHreH
X3n03punH PeHUnKeToHypn eBYHunr [24], A403V MyTauM Hb XOHreH
Xanb3punH rmnepdeHnnanaHMHEMN eBYHUAT Hexuenayynaar [27]6onox Hb
M3439Nn3racoH. bugHum cypganraaraap oHownoracoH esyteH Y356X, A403V
XaBcapCaH reTtepo3uroT MyTauuM unapcaH Oa yr xaBcapcaH reHoTUn Hb
AMHAN3YNO COTIaL XOA6eSITOOHUN XOHreH X3NO3PUMMH XOUPOrAaos, LU33CHUI
OPraHnK XYYSWAH LINHXUNr3HA peHnnauetat 6a deHunnakrat XyqrnumiH

Gara 33prMnH WMApParn, UYCHbl aMUH XYYSNIMWH LUMHXWUAMAdHA OYHO 33PruiiH
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WUXCONT 33Par XeHreH XanbapuinH QEHUNKETOHYPU ©BYHMIA (DEHOTUNBIT
Hexuenayymk ©6ancaH. p.R243Q, p.V399V xaBcapcaH mMyTaum 6yxui
©BUYTOHUN XyBbA TreHOTMN 6a EHOTUMbIH XyBbA COHIOMOJST X3N063pUINH
PEHNNKETOHYPU OBYHUIT Hexuenayymk ©Oavraa Hb ©MHe TAMAJINaracaH
ragHbl ©BYTOHYYAMMHXTANM agun  GancaH. Yr cyganraaraap WA3pCcaH
PEHUMNKETOHYPU OBYTIN XYYXAYYL TyXamH rop OYNUMHX33 aHXHbl XYyX3A4
GancaH 6a oHowwumMr Macc cnektpomeTp 6a Monekyn reHeTUKUMH
LUMHXMAraarasp GaTanraaxyyncHaap rop 6yn TeneenenTt Xuinx, AapaarviH
XYYXO034 TyxamH O0AUCBbIH COMUNLOOHbI ©BYHUK JPCOINMIAT TOOOPXOMNIIOX
39par ygamayiriH 3eBesfiree erex, npeHaTtan OHOLUWMIITOO XUNX BGONOMXKTOM

©0ncoH.
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OyrHanT

1. XunH XxpomaTorpad Macc CrneKTPOMETPUNH LUMHXWUAr3ar —aluurnaH
604AMCbIH CONUNUOOHbI TOPENXUAH 3apUM 3MIAMUAT UIPYYIIaX 30pUNroop
apcOoanNTan GynarT XWArACOH WNPYYNar LWMHXWAMASHA aMUH  XYYITMIAH
CONUNUOOHbI TOPONXMINH 3IMIar 60510X PEHNNKETOHYPU ©BYHUIN TOXMONA0N
1:112 Ganraa Hb agun TeCTaW cyganraaHbl yp LYHTOM Xapbuyynaxag
TOXMONANbIH TOO Bara XaAnn 4 30HXMIOX 6BYHUIN X3anbap Hb agun 6annaa.

2. XvH xpomatorpad Macc CrnekTpoOMeTPUNH LLUMHXUIITI3radp OHOLUSTOMACOH
PEHUNKETOHYPU OBYHUA 2 TOXMONAONL MyTauu WAPYYNaX LWUHXUSI
XK OHolMr BatanraaxyyncaH 6a 4 TepnviH eBYMH YYCrard MyTauum
UnNapcaH Hb 6yra Asm 6a EBpon eBYTEHYyA34 ©MHe OypTraracaH
MyTauuypn bannaa.

3. ®eHunkeToHypuTan eBYTOHUA 3MHAN 3yn 6a yaam 3yMH XOOPOHAbIH
XamaaprbIlr XapbLyyrK Yy33X34 eMHe OypTraracaH coHrogor 6a XxeHreH
Xan63punH  PEHUNKETOHYPU OBYHUN PEHOTUNTIN TyXalH OBUYTOHUN
MyTauun eepynenTuiH xanbap (reHoTUNuUH xanbap) Hb aymx Gannaa.

4. Cypanraaraap WnA3pcaH (EHWUNKETOHypuUTanh ©BYTeHYY4 Hb Macc
cnekTpomeTp 6a MONekyn TeHEeTUKUMH  LUMHXWUAT3Aradp  OHOLUWIAT
GaTtanraaxyyncaH MoHron gaxbe aHxHbl TOXMongon 6a eBYTeHyYO X3AWUNH
COTraL  XedenreeHnn xouporaong XypcaH ©Oawnraa Hb 6GoAUCHIH
CONUILOOHbI  TOPBNXUWH  3MMArMNAr  UNPYYNax HApanH  WUNpyynarumH

XeTenbepur xapankyyJik axnax Hb Yyxan bairaar xapyynnaa.
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BoauCbIH CONUILOOHDI TepenxwﬁH 3apum 3AMrarmur Unpyynax,

OHOLUNOX

BoancbiH CONUNUOOHbLI TOPOSIXUMAH 3apPUM IMIIrMAT XUNH

XpomaTtorpad mMacc CneKTPOMeTPUINH apraap UNpPyynaxX, OHOLWIOX

yampaamx
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BoaucbIH CONUNUOOHbLI TOPOSIXUAH 3apPUM IMIIrMAT XUWH

XpomaTtorpad mMacc CNneKTPOMeTPUINH apraap UNpPyynaxX, OHOLWWIOX

yavpaamx

YHA3cnan

XYYXOUAH 3HO3rONVAH  wantraaHg 604MCbiH  CONMUNUOOHBLI  TOPONXUIH
amraryyg togopxon 6anp 33amk Ganagar. bogucbliH CONMNUOOHBLI TOPENXUINH
AMIAryyauur apT UNpyyrK, 368 OHOLUUITK, SMUYUITI3HUIMA 30XUCTON yampLamx
raprax Ho MaHam OpoHA TOXMONAOoX Danraa XyyxaunH 3HAJrONNT TOLOPXOM
XyBnap Oyypyynax, 3Mraraac yycax O0riox XOXyy YeurH yrasy, XerKInH
O3pXLU33M33C COpPrnnnax ad xonbdorgonton. MIMMIaCc 30HXUIIOH TOXMOMOO0X
00ANCBIH  CONMWUNUOOHBI  AMIArMAr - 3PT  WUIMPYYN3X, HSpaWH 3HO3rASnMNAr
Oyypyynax 30punroop OJfIOH OpPOHA HsIpaWH CKPUHUHIMAH XxeTendepuinr

X3PanKyymk 6anHa.

boaucbIH CONMNUOOHbLI TepenxumH aMrar Hb 6ue mMaxbon Aaxb udyxan
YYPar 6yxun (oepMaHTUII XapuyLiCaH UX3BYSIAH HAr reHUn raxkraap yycrargaar
3Mrar. OH3 aMrarmiH yeabue maxéonon 604NCHIH CONUILIOOHBI 3aBCPbIH XOPT
boanc nxasp XypumrnargcaHaac acBan 6me maxbomon uyxan X3aparulsaTon
doauncyyn gytargcaHaac AMHIN3YWH LWKMHX TaMAryya unapaar. ©BYHUA HUNT
TOXMONAON yNC OpoH B6ypT xapunuaH agunryn Gawpgar 6aAs3unH opHyynan
XWWNCOH cypanraaraap HUAT ambf TepenteHa Toxumongox Ttoo 1:2000-9000
BariHa. Ox BapuXbIH YEUNH rAMTaN, TOPONXUNH XONKITUAH raXKur, XpOMOCOMbIH
3Mrar rax MaT M3AJ3rA3XyML LanTraaHrymrasp ecenT XenknuH OOpOWTOon,
XOLpOraon, OlyHyxaaHbl XOMcAon, aHuedanonaty, yHanT, TaTtanT, 3ypXHUN
6a Oycag TepnuH OYNMYUHTMAH 3Mrar, anar [anyy TomponTt, 604uCbiH
CONMUILOOHbI XYYUILWKA, UycaH Aaxb YUXpUH GaracanT, aMMOH, KETOH
OMEennH UXCANT rax MIT 3MHAM 3YMH LUMHX TOMAO3M WNIPC3H Oyloy eHnaep
apcaanTan Gynart xmiracaH A3uiH OpHYyAblH Cyfanraaraap 34arasp OGynar
eBYHyYO OHATXarT 1:19, Xatagaa 1:54, AnoHg 1:66 ToxmonacoH 6anHa[2-11].
YyHO beHunkeToHypu, nenuyuHos (MSUD), romouuctuHypu rax mMaT amuH
XYYNIMAH  CONMWUMUOOHbLI  3Mraryya, MeTunMmanoHaT auugemu, nponuoHaT

aungemu, 1-p xanbGapuiiH rnytapat aumaemMm raX M3IT OpraHuK XyudruiH
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COMUMNUOOHbI 3MIaryya 30HXUMOH TOXMONACOH 6GanHa. XenKceH OpHyyaan
34ra9p amMmrarmnr oponuyynaag HUUT 20 rapyn HOp TOPNUMAH OpraHuK, aMuH
XYYSIMAH ~ CONWIILOOHBI  3Mraryyguir  XMWH  xpomartorpad  macc
CMEKTPOMETPUMH  LUMHXWUNII3radp  LWS3COH  O9X  OPraHuK  XyYsivur
TOAOPXOMNOHUNPYYIK Barraa 6a aH3 Hb HAr COPbLHOOC, HAr LUMHXUAT33HNI
apraap 60OUCbIH COMUILIOOHbI OSIOH H3P TOPNIMNH SMIAMMAT 33P3r OHOLLIFIOX

B6onomx Byxui nHBa3mB Byc apra oM.

MN2>XKambsaH HapblH cyganraaraap223 eBYTeHOPEHUNTKETOHYPU ©BYHUN 2
TOXMOMAOST MacC CMNEeKTPOMETPUNH  LUMHXUAMI3ra3p oHownoracoH 6a
yOaM3yrH LUNMHXUNIa3raap GartnargcaH. OH9 Hb Oycaa OpPHLIXTOM TecTau
banHa. [11]

OH9 yauvpaamXk Hb OXOMYT-unH AHaraaxblH ygam3ynH nabopatopug
XUNH XxXpomaTorpad mMacc CnekTpOMEeTPUWH annapaT awwurfiaH ToOLOPXOW
LWMHX TOMAAr Oyxmih eBUTOHYYA34 TOPeNxXvMhH aMUH XYyYui, OpraHuK Xy4un,
©OXHUN  XYYSIMAH  COMWILUOOHBI  SMIAryyaunr  WNpyynax  30purnroop

alumrnargasa.
LLUnMHXMNrasHp xampyynax 3aant

UWantraaH TOOOPXOWrym, CIOTroL, XO4eSsITeeHUM ryH3rMnu Xouporaon,
xopanorot 3HUedanonartu, ©0auCbIH COJTUNLIOOHBI XYYUILwmn,
rmnepamMMoHeMU, OFTIOH AaxmcaH ryH3rmn runornnkeMmn, KETo3 39par AMHIN3YNA,
nabopaTopuiH xaBcapcaH eepunienteec 3 6a TYYH33C ONIOH UIIAPCAH 3CBIf
SMHIM3YNH LWNHX TOMArasp 604MCbIH CONMUMNLOOHbLI SMIAryYOUNT CIRKUMMIXK
Oariraa TOXMONAONA LUMHXWUNM33HA XamMpyynHa. BoaMcbiH  CONUITLOOHBI

9MrarMH OHOLUMANTOOH 033X aBax XyyAchIr 3aaBan 6erneHe (Xascpant 2).
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XunH xpomaTorpac macc CNeKTPOMeTPUMH LWNHXUII3 aluurnaH

LU33CHUN OPraHUK XYYSIMUT TOAOPXOMIIOX aXunnaraaHbl 3aaBap

Hazax mepoex axunmaH:

AnbaH Tywaan JTabopaHT,nx amy

Xaparnary JTabopaHT, TEXHUKY Hap

XsHax 6aTtanraaxyynax JTabopaTopuirH amy, TaCrMnH apxnary
Apx, Xa32aapnanm: OX XYYXAUAH 3pyyN MAIHAUAH YHAICHUA TOBUNH

AHaraax yxaaHbl yagam3yinH nabopatopua MepaeraeHe.

WuHxunaaaHutl 3opunzo: [Japaax aMnH Xy4un, OpraHuK Xy4us, 6exHnn
XYYIMAH COSNUNLIOOHBI SMIaryyaunr OHOLLSOX 30PUSTTOTON.
AMUH Xy4rudH cosunyoo
1. ®enHunketoHypu (E70.0) #261600
2. JlenuunHos (E71.0) #248600
3. Momoumctunypmn (E72.1) #236200
OpaaHuK Xy4sautiH conunyoo
4. lMponnoHaTt aumaemun (E71.1) #606054
5. MetunmanoHat aungemun (E71.1) #251100
6. mytapat aungemun 1-p xan6ap (E72.3) #231670
7. WNsosanepat aungemu (E71.1) #243500
8. 2-OH-rnytapat aungemu #236792
9. 3-OH-3-metunrnytapat aumaemm #246450
10.3-meTnnrnytakoHat aungemmn #302060
11.MynbtukapbokcunaselH gytargan #253270
12.3-MCC pgytargan #210200
13.3-keToTnonasblH gytargan #203750
©exHul Xy4nutiH conunyoo
14.MnyTapaT aungemm 2-p xan6ap #231680
15. AyHa ruxkuT auun-KoA gervgporeHassiH gytargan #201450
16.BbornHo rmHxuT aumn-KoA gerngporeHasbiH gytargan#201470
bycad
17.5-okconponuHemn #266130
18. AnkantoHypu (E70.2) #203500
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19.0CT pytargan #311250

20.3ennBerep xam WwnHX (Q87.8) #214100
21.KaHaBaHbl eBYuH (E75.2) #271900
22.Jlaktat aungemn (E73.0) #312170

23. dnkapbokcmnat aumaypu

WuHxunaasHnut 3apqum:. YWNUNYYNASrYUMnH - LWIB3CAHA OPraHuK  Xyunyya
aMrarasp wunpax 6a uxcax Hb GOAMCHIH COMWALOOHBI TOPONIXMAH 3apum

AMIarvnr 3aagar.

LWaacang aryynargax opraHuK Xyusyyaunr LW33CHUWA KpeaTUHUHTaun
XapbLyyfiaH TOOLOOMNOX 6a LMHXUIMI3HL, X3PIrfarasx LUS3CHUN XIMXKIIM
023X Tyc 6ypa 0.2 mMr/an kpeaTuHWH aryyrmk Garixaap TOOLOOITK X3P3rnaHa.
LLI33caH Ad9x opraHuK Xyudnyyouir opraHuvk Gyc aryynamxkaac L3BIpraXuUnH
TYNA4 OpraHuK LWUHMAHA (3TunauertaTt) xaHganHa. LWoeacang aryynargax
anbgerngbiH OYNrmnr UCanayynaH OpraHvK XYYUsg LUMIDKYYSICHI3P XUMH
Xpomartorpadg Macc CNEKTPOMETPUMH LUMHXUNIIAra3dp LWMHXNAX GONOMXUAT
onroHo. LUnHXuNrasHg renTtagekaHbl Xydnunr gortoon xaHant  GonroH
awwurnax 6a wWascaHg aryynargax Oyn OpraHuK XYYrMnMH X3MXKI3r 0OTOOA

XAHanTag XxapbuyyrncaH nmk Tan6a|7|rxyB|/|ap MHGDXMIZHCSH H3MK33P XOMXUH3.

CopbubiH mepers, X3IMX33:0rneeHnn eneH yeumnH waac 15-30 wmn
XaMKa3TaUr uyrnyynHa. Copbublir aBcaH Agapyua nabopatopug 1 uarumiH

AOTOp XYPryynHa, acBan nabopartopua wmnraax xyptnas -20°C-g xengeexs.

Copby asax cae:15 Mn-uinH apuyH cas

Xaodzanax, ma3e3psiax 3aaeap.XenneeceH CopbLoO xapany|71 Hexuenn

Xyypai MeceH 433p Xernayy X3Ba3p Hb T33BIPNIHI.

X3paanaz20ax 6az2ax, MoOHO2, MOXeepPeMNK:
1. XuinH xpomartorpad Macc CnekTpoMeTpunH annapar
2. Copox wyyras
3. YypulyynaH, eTrepyynard (KOHUeHTpaTop)
4

. Xonury
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XepryypTan Xypunayyp (LeHTpudyr)
Xanaard 6ok

ONIEKTPOH XWH
Buunn xonurd (Mukpomukcep)

Buunn gycaaryyp (Mukponunetuk) 100 mkn, 1000 mkn

X3pa2na203x wunaH cae cyyneaa, bycad:

1.

© N o g &~ w D

XyBaHuap xypyy wwus, 15 mn, apargaar Tartran

WwnnaH xypyy wwun, 15 mn, apargaar tartam

WunnaH xypyy wun, 15mMm x 150Mm

WnnaH xypyy wune, 50 mn, 6eepeHxnin €poonTon, apragaar Tarram
1.8 mn 6opToro (Tacnaey Byxun aprogaar tarran) - 2

MwukpounHcepT -1

MacTeypblH WKN3H ryypc - 1

LLUnnaH unnmMHap, MeH3ypK

X3paanaz20ax ypeask, xadzananm:

1.

Ypeasa (Urease): 2 — 8°C xamp xeprerymHg xagrasnHa.

2. enTagekaHbl xyuunn: 2 — 8°C xama xeprerdynHa xagranHa.
3.
4

. 3-rmapokcu-2-penunnnponmoHsl xyunn (DL-Tropic acid): 2 — 8°C xama

TeTpakocaH (Tetracosane): 2 — 8°C xama xeprerynHg xagrasnHa.

XeprerymHg xagranHa.

M'mppokcunamuH rugpoxnopug (Hydroxylammonium chloride (5%): 2 —
8°C xamAa xeprerdnHa xagranHa.
N,O-Bis(trimethylsilyl)trifluoroacetamide (BSTFA with 1% TMCS)
(>99.9%): 18 — 25°C epeeHuin xampg xagaranHa.

HatpuiH cynbgat (Sodium sulfate anhydrous, (>99%): 18 — 25°C
OpeeHNn Xxama xaaranHa.

HatpuiiH rmugpokena (Sodium hydroxide, 2.5N): 2 — 8°C xamg
XeprerynHg xagranHa.

Mmppoxnopua (Hydrochloric acid, HCI 6N): 2 — 8°C xamg xeprerdymHa

XagranHa.

10.3T1unauerart (Ethyl Acetate, >99.9%): 18 — 25°C epeeHuin xampg

XagranHa.
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11.2,4,6-TpuHutpodpeHon (2,4,6-Trinitrophenol, Picric acid)

12.[laBxap HApCaH yc: 18 — 25°C epeeHuin xampg xagranHa.

AXnbIH yycMmanbiH 63nmeaan
I. HamputH 2udpokcudbiH 2.5N-bIH yycmarn 6351meaax
Xaparnargax 3yunc:
-Tarran wnnaH cas (500 mn)
-LnnaH kon6o (500 mn)
-Wwnan yunnugp (500 mn)
-JInTMyCbIH Llaac
1. 500 Mn-bIH XamXxury umnuuap awuvrnad 500 mn HapMan yc Tacanx
aBHa.
HaTpuiH rugpokengbiH HyHTraac 50 rp-bir XaMXKUXK aBHa.
3. Xamxmx aBcaH H3pMan yc 6a HaTPUNH rMapoKcuabIr KONGoHA
aaxyyxaH XOmnbX XMUrasg COPOH30H XyTrardaap OypaH yyctan xyTraHa.
4. Yycmanbir Tartam WWUNaH caBaHg XMWH canTap Ttarnaag, Hap,
eTrepyYYIrMnH XaMXK39, HanpyyncaH orHoo, HanpyysicaH XyYHUA HIPUIr
raprautan GuymxK LWoLWrbIr Xagaaa XeprerynHa xagranHa.
5. XaparnaxumH emMHe ynaaH IUTMYCbIH Laac xex 605k xysupy 6awnraa
3CAXMUTr WanraHa.
1. F'uépokcunamMmoHsbi! xrnopudbiH 5%-ulH yycmarn 6351maax
X3pa213203x 3yUric:.
-Tartan wwunaH cas (500 mn)
-Wwnnan kon6o (500 mn)
-WnnaH kon6o (1000 mn)
-Wwvnan ymnuHap (500 mn)
-JlInTmMycbIH Laac
1. 500 Mn-bIH XaMXury umnuuap awuvrnad 500 mn HapMan yc Tacnax
aBHa.
'MAapoKkcnnamMMoHbl XNopuabIH HYHTraac 25 rp-bir XaMXKWXK aBHa.
3. XaMXux aBcaH HapMan yc 6a rugpokcunammoHsl xnopugbir 1000 mn-
bIH BarTaam Oyxuin KONBOHL aaxyyxaH XONbX XUArad COPOH30H

XyTrardaap GypaH yycTan xyTraHa.
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4. Yycmanelr Tartam LWWN3H caBaHg XUMH canTap Tarnaag, Hap,
eTrepyYrMnH XaMXa393, HanpyyncaH orHo0, HanpyysicaH XyYHUA HIpUUr
raprautav GuymxK LWOoLWrbIr Xagaag XeprerynmHa xagranHa.

5. X3parnaxumnH eMHe xex NMMTMYCbIH Laac ynaaH 605k XyBmpy Ganraa
3CAXMUT WwarnraHa.

Ill. F'uépoxnopamsiH 6N-ulH yycmarn 631masax
Xaparnargax 3ymnnc:

-Tarran wnnaH cas (500 mn)
-Wnnan kon6o (500 mn)
-WWnnaH kont6o (1000 mn)

-WwvnaH ymnuaap (500 mn)

-JInTmycbIH Laac

1. Xomxurd umnunugp awmrnad 250 mn Hapman yc xamkuH 1000 mn-biH
KONOOHA, XUNH3.

2. 'mppoxnopart (37%)-biH yycmanaac 250 mn-bir xamxux 1000 mMn-biH
KONBOTON H3IPM3S yCaH A433p MaLl aaxyyxaH XUmK, COPOH30H
xyTrardaap cantap xyTraHa.

3. YycmanbIr Tartan WunaH caBaH XMnH canTtap Tarnaag, Hap,
eTrepyyArmnH Xamxad, HanpyyscaH OrHOO, HanUpyyncaH XyYHUN HIPUNr
raprauta Gu4YmK LIOLWrbIr Xagaaa XeprerymHg xagranna.

4. XoparnaxvmH eMHe Xex NMMTMYCbIH Liaac ynaaH 6omk xysupd banraa
3CAXMUr WwanraHa.

IV. Ypeasa (1H32XX/MK) axrbiH yycmarn 6351masax
13 mn H3pman ycaH A33p 13000 HaPK ypeasa HOMHI. XapaB ypeasa 133
Hank/mr-aap caBnargcaH 6on 13 mn Hapman ycaH 433p 100 mMr ypeasa HAMHS.
V. Tponuk xy4nudH (1ma/mn) axrnbiH yycmarn 6351maax
Xaoparnargax 3yunc:
-Tartan wwunaH cas (100 mn)
-lnnaH kon6o (100 mn)
-Wwvnan ymnuHap (100 mn)
1. TponukminH Xy4nunH HyHTraac 100 mr-bir xamxxmH 1000 Mn-biH KONGOHA

XUNHI.

29



2. Xomxurd umnuHgp awuvrnad 250 mn Hapman yc Tacnax asaH 1000 mn-
bIH KONBOTOM TPONUKUAH XY4NIN 0933P HAMX COPOH30H XyTraryaap
TPONUKMH Xy4nn GYpaH yycTan canTtap XyTraHa.

3. YycmanbIr Tartam WUnaH caBaHg XMnH cantap tarnaag, Hap,
eTrepyYYrmMnH XaMxa3, HanpyyncaH orHoo, HanpyysicaH XyYHUA HIpUUr
raprautam Guymx LWoLWrbIr Xxagaaz XxeprerynmHa xagranHa.

VI. MapaapuHbl xy4un 6a mempakocaHsi (0.5mMa/Mi1) axribiH yycmarn 635nmeaax
Xaparnargax aywunc:

-Tartan wwunaH cas (100 mn)

-Wnnan kon6o (100 mn)

-WwvnaH ymnuaap (100 mn)

1. lenTagekaHbl Xy4us, TeTpakocaHaac Tyc 6yp 50 mr-bir xamxuH 100
MI-blH KOJTOOHO XUNH3.

2. Xomxurd umnuugp awurnad 100 mn atunavetatbir Xamxmx 100 m-bIH
KONBOTOM ypBariK 433p HAIMX yycraHa.

3. YycmanbIr Tartam WUnaH caBaHg XMiH canTap Ttarnaag, Hap,
eTrepyYIrMnH XaMXK39, HanpyyncaH orHoo, HanpyysicaH XYHUA HIPUIr
raprautan GuymxK LWoLWrbIr Xagaaa XeprerynHa xagranHa.

VII. TTukpuk Xy4nuliH axrnbiH yycmarn 63nmeax
Xaparnaraax 3yunc:

-Tartan wwunaH cas (100 mn)

-WWunnan kon6o (100 mn)

-Wwnan yunnugp (100 mn)

1. Xamxurd umnuugp awmrnad 100 mn Hapman yc Tacnax asad 100 mn-
blH KONOOHA, XUNHS.

2. Mukpuk xyunaac 1.4 rp-bir xamxuH 100 Mn-bIH KONGOTOM HAIPM3AN ycaH
093P XMNH COPOH30H XyTrardyaap 6ypaH yycrtan xyTraHa.

3. YycmanbIr Tartan WunaH caBaH XMnUH cantap Tarnaag, Hap,
©TrepyYYrMnH X3aMXK39, HanpyyncaH OorHoo, HanpyysicaH XyYHUA HIPUIT
raprautan GuymxK WOoLWrbIr Xagaaa XeprerynHa xagranHa.

VIII. LLlynmnaa nuKpuk Xy4nulH axrbiH yycmarn 6311maax
Xoparnargax 3yunc:

-Tarran wnnaH cas (500 mn)

-LnnaH kon6o (500 mn)
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-Wwunan yunmnugp (100 mn)

1. Xamxurd umnuHapaap 185 mn Hapman yc xamxkmH 500 Mn-bIH KonboHA

XUNHD3.

. WynTnar nukpuk xy4nuimH xaHacaH yycmanaac 100 mn, HaTpunH

rmapokenabiH 2.5N-biH yycmanaac 10 mn-bir xamxuH 500 msi-bIH
KONGOTOM HAPMan ycaH 433p HAIMX XUIH COPOH30H XyTrardyaap OypaH
yycTan xyTraHa.

YycmansIr Tartan WW3H caBaH XMWH canTap Tarnaag, Hap,
OTrepYYNMMNH XAMXK33, HanpyysicaH OrHOO, HanpyyricaH XYHUA HIPUIAT

raprauTa GuunXK LLOLWIrbIF Xadaaa XxepreryMHa xagranHa.

WW33cHuUl copbybie 631maax

1.

LWaacuur xynaax asmary, 4°C, mmHytaHg 3000 sprantuiH xypgaap 10

MWHYTbIH TYpLL 3PryyriHa.

2. XyBaHuap xypyy wunaH (10 mn) gaap Hap, gyraap Oyxum WoLWro xagHa.

LleHTpndpyraap apryyncaH LW33CHWUIA 433/ WUMHISH X3CIMIT ypbavmnaH
63anAcaH XyBaHLUap Xypyy LUWMASHA LWWIMKYY3H, TyHagac byxui

YNA3ranvnr acrana.

LLI33¢c3H 0ax KpeamuHUHbI XaMX332 X3MKUX

1.
2.
3.

LLIaacuunr xonnr4oop camtap XOSIMHO.
96 xygar 6yxuin TaBraHg, Wwaac 6ypaac SMKN-UIr Tyc 6yp 2 Xyaart XUnH3.
Hapman yc, 0.25%, 0.5%, 1.0%-uiH KpeaTuHUH Tyc Bypaac SMKN-uir Tyc

Oyp 2 xygart XMnHa.

. Mukpat xy4mn 300 MKN-mir copbl, OONOH cTaHAapT yycmarn Tyc Oyp 439p

H3MH3.
Copbupir 15 cekyHAbIH TypLU 614mnn Xonnur4oop cantap XOnuHo.
©peeHun xama 25 MUHYTLIH TypLl BannraHa.

CnektpodoTomeTpaap (lambda=510 nm) xamxumHa.
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XyCHarT 4. LUMHXUNrasHA Xaparnaraax Waac, 4oToo cTaHaapT 6a HapMan
YCHbI X3MX33I TOOL,00S0X

KpeatuHuH (mr/gnl)

LLascHui copbL
(mKs)

Jotoopn ctaHpapTt
(mKs)

Hapman yc (Mkn)

125 160*2=320 40 1640
13.83 1450 40 510
3 2000 12 (20) -

5 2000 20 960

X3paB KpeaTUHUHbI Xamxad 10mr/an-aac nx 6on

LWA3CHUN Xamk33=20000/kpeaTUHUHbI 6TrepyyNrMnH Xamxaa

D,OTOO,EI, CTaH,EI,apT=4 X KpeaTUHUHbI 6TF6pVVJ’IFI/II7IH X3MX33

['3BY 4OTOOA CTAHOAPTBIH X3aMXK33 XaMrnH nxaaa 40Mkn, xamruiH 6aragaa

20mMkn 6arHa. XonUMMIMmH HUAT Xamxaa Hb 2000 mkn OanHa.

X3paB KpeaTUHUHbI Xamxa3d 10 mr/an-sac 6ara 60 WasacHUn xamxaa 2000

MKN, 4OTOOA CTaHOAPTbIH XaMxa33 20 mMkn 6anHa.

LLI33cHUl opaaHUK Xydnulie WuHa3HO xaHOnax apea:

1.

10 MN-bIH 9pargaar Tarram UeHTPUMYrMnH LNN3H XypYY WAL
COpbLbIH TOOroop Ayraapnax, 6anasHs.

BanacaH xypyy wnnang 0.2 mr/an KpeaTUHUH aryynargaxaap TOOLoX
LLI33CUINT XUMNH3.

Copsbu, Tyc 6yp 093p ypeasa 20 MKN-UAT HOIMHS.

4. Xypyy WWUAWAT 3parga Tarnax, Xonmr4oop cantap xonuH, 37°C-g

ToxupyyncaH xanaardng 6anpnyynad 30 MMHYTbIH TypL 6annraHa.

. YpbOunnaH TOOLCOH X3aMX33HWI TponaTbIH Xyunn (1mr/mn)-uir copbly

Oyp 433p HAIMHA.

YpbaynnaH TOOLCOH XaMX33HMN fotoo xsaHanTtbir (0.5 mr/mn

rentagekaHbl Xy4un 6a TeTpakocaHbl XONMMOr) copbLl, 6yp 439p HIMHS.
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7. YpbOuunaH TOOLCOH X3aMX33HUN HIPMIN YCbIr HOM3H XONUr4oop canmTtap
XOSNHO.

8. 5%-MIH rMMOpPOKCMNaMMOHbBI XITOPUOUNT CIrcapy XOSbCOHbI Japaa copbl,
6yp o93p 500 MKI-UIAT HOMHS.

9. 2.5 N-NaOH yycmanaac 400 MKS-UAT HOMHI.

10. Xypyy LWNIMAT 9prafgaX TarnaH, Xonur4oop cantap XOonuH, epesHuin
xamg 60 MUHYTbIH TypLw 6annraHa.

11.6N-HCL (11.3N : DWL 1:1) yycmanaac 350 MKN-UAr HAMHS.

3H3 yeulH Oapaa copbUyble xepaea4yuHO xadaaraH, 3aecapriax 60sHo.

12.3TunaueTaTblH YycManaac 6 Min-unir copbLOH A33p HOMXK, 30 cekyHabIH
TYpLU XONUI400p canTap XOSNHO.

13.Copbupir 4°C-g, muHyTaHg 3000 apranTuiH XypaTtanraap 5 MUHYTbIH
TYpLU SPryyrHa.

14. 0ssp atunaueTat gasxaprbir 50 Mn-bIH LEHTPUDYIMIAH LLMA3H XYPYY
LWIMM3HA, LUNIDKYYITHI.

15.12,13,14-p ye wartbir 1 ynaa gaBTaHa.

16.50 Mn-bIH LEHTPUMYIMIAH LWUIISH XYPYY WWMN O3X WWMHISH A33p HaTpuiH
cynbdaTtblH HYHTraac 5 rp-bir HAMX, XypPYyY LWWITMAT 9Pragax TarnaH,
xonur4oop 30 ceKkyHAbIH TypLU canTap XOSIMHO.

17.Copbupbir 4°C-g, muHyTaHg 3000 apranTuiH XypaTanraap 5 MUHYTbIH
TYpLU SPryyrHa.

18. lLUnHraHun sainrapcaH 03aa xacruir anb 6onox 6yrannr 10 MN-ninH Xypyy
LWUMABHA, LUNIDKYYIIOH XUIHS.

19. Xypyy WmnNTan WnHraHumr 60°C-4 ypbaunnaH ToXupyyrcaH xanaardmg
BGanpriyynaH asoTblH XUAM33p YNaanraH (A30TbIH XUWH ypcran 21n/MuH)
LUMHIAHUM XaMka3 1.5 mn opumm 6onton etrepyynHa (Onponuooroop 20
MUHYT OpPYnM).

20.0TrepyyncaH yycmanbir 1.5 Mi-biH WWA3H GOPTroHa WWmKyynaH, 60°C-
blH Xanaardng 6anpnyynaH as3oTblH XUAraap BypaH xaTTan Hb YN33MraHa.

21.BbypaH xaTcaHbl Aapaa WunaH 6opTroHa 1%-uinH TpUMETUNXIOPOCKaH
6yxun BSTFA yycmanbir 100 mkn-bir H9mMaH, 80°C-biH xanaaruvg

6anpnyynaH, 30 MMHYTbIH Typw GannraHa.
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22.30 MUHYTbIH Aapaa xaHanaracaH yycmarnbir MUKpounHeepT 6yxun 1.5mn-
bIH LWMN3H 6OPTroHA WWIMKYYIDK XUIRH, Tycram Tacnaeyd 6yxun taraap
9prafax TarnaHa.

23. XunH xpomartorpadg Macc CnekTpoMeTPUNH Garaxkaap LMHXWIHI.

24.Macc cnekTpOMETPUNH LUNHXUITTISHUW YP OYH A33P YHASCIAH AYrHanT

raprama.
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XyCHarT 5. bogUCbIH CONMUILIOOHbLI 8BYHUIT OHOLLITOX MacC CNeKTPOMETPUNH

anroputm
©BYMH BanHa Bawnxryn
1 | MetunmanoHat 018 MeTtunmanoHar-2
aumoemm
2 MponnoHat aunaemun 110 MetunuutpaTt-4 (1) 018 MeTnnmanoHat-2

112 MeTtunumuTpat-4 (2)

078 3-
MeTURKPOTOHUAMULUH-1

3 | 3-ketotnonas gytargan | 014 2-Metun-3-OH-6yTtnpaTt-1-2 018 MeTunmanoHar-2
044 MponuoHUNIMUUmnH-1
055 lMponuoHUNrUUnH-2
110 MeTtunumuTpat-4 (1)
112 MeTtunumuTpat-4 (2)
4 M3oBanepat aumgemm 065 NaoBanepunrnuuymH-1 018 MeTtunmanoHaTt-2
034 3TnnmanoHaT-2
044 MponuoHUNIMUUKnH-1
055 MponuoHUNInUMH-2
110 MetunuuntpaTt-4 (1)
112 MetunuutpaT-4 (2)
5 | 3-metunkpotoHnn-KoA | 078 3-MeTUnKpOTOHUNTANLNH-1 044 MNponnMoHMArULMH-1
kapbokcunas gyraraan 080 3-MeTUnKpOTOHUATNNLMH-2 052 3-MeTunrnytakoHaT-2
053 3-Metunrnyrtapart-2
055 MponnMoHMArAULMH-2
059 3-MeTunrnytakoHat-2
110 MeTtunumTpat-4 (1)
112 MetunumuTpat-4 (2)
6 | MynbTukapbokcunasbiH | 078 3-MeTunkpoTOHUNIMUUMH-1 018 MeTunmanoHar-2
gytargan 080 3-MeTUnKpOTOHUATNNLMH-2
110 MeTtunuutpaTt-4 (1)
112 MeTtunuutpaTt-4 (2)
7 | 3-OH-3-metunrnyrapat | 085 3-OH-3-metunrnytapar-3 011 3-OH-6yTtupat-2
aungemu
8 | 3-meTunrnyrakoHaT 052 3-MeTunrnyrakoHar-2 018 MeTtnnmanoHar-2
aumngemu 059 3-MeTunrnyrakoHaT-2 044 MponuoHuNrNuumH-1
064 3-MeTunrnytakoHar-2 055 MponMOHUArNULMH-2
098 3-MeTunrnytakoHat-2 081 2-OH-rnyTtapar-3
110 MetunuutpaT-4 (1)
112 MetunuutpaT-4 (2)
9 | Mnytapat ayngemu 1-p | 051 MnyTapart-2 018 MeTtunmanoHar-2
Xano6ap 081 3-OH-rnytapaT-3 044 MponuoHUNIIMUMH-1
055 MponnMoHUArULMH-2
065 VMsosanepunrnuumnH-1
110 MeTtunumTpat-4 (1)
112 MeTtunumuTpat-4 (2)
10 | Mnytapat aungemu 2-p | 034 3TunmanoHaTt-2 018 MeTtunmanoHaTt-2

Xano6ap

065 N3oBanepunrnnuymH-1
081 2-OH-rnyTtapar-3

044 MNponnUoHMUArNULMH-1
055 MponMOHMArNULMH-2
110 MetunuutpaT-4 (1)
112 MetunuutpaTt-4 (2)
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11 | 3-OH-u3obyTtupar 012 3-OH-usobyTtupar-2
aungemu
12 | 5-okconponnHemun 071 5-okconponuH-2(nupornytamar)
13 | 2-OH-rnyTtapat 081 2-OH-rnyrapar-3 034 3tunmanoHar-2
aumgemu 065 NaoBanepunrnuuymH-1
069 Na3oBanepunranymH-2
14 | 4-OH-6yTtupat aungemmn | 021 4-OH-6yTnpar-2
15 | MeBanoHaTt aunaemu 046 MeBanoHONaKTOH-2
047 MeBanoHonakToH-1
16 | Muueponemm 031 MNwuuepon-3
17 | OkcanaT aungemm 004 Nnukonar-2
005 Okcanat-2
18 | AnkanToHypwu 108 NomoxeHTucat-3
19 | WyBTpuriH conunuooHsbl | 042 Ypauun-2

©B4YMH

101 Oporar-3

20

OpotaT aungypu

101 Oporar-3

21

NenumHos (Maple syrup
urine disease)

013 2-OH-u3oBanepar-2
017 2-KeTto-usosanepar-OX-2
022 2-OH-u3okanpoaT-2
035 2-KeTo-unsokanpoar-0OX-2

22

TuposuHemmn 1-p
xan6ap

061 CykumHunaueToH-OX-2(1)

23

Jlaktat aungemu

001 JMakraT-2
009 MNMupysaTt-OX-2

24 | Keto3s 011 3-OH-byTtupat-2
024 AueTtoaueTaTt
027 AueteauetaT-OX-2
25 | Ovkapbokcunat 068 Agunat-2
aungypm 097 Cybepar-2
116 CebakaTt-2
127 OopekaHeanoar-2
26 | 3-OH-gnkapbokcunat 096 3-OH-agunaTt-3
aumaypu 113 3-OH-okTeHegnoaTt-3
125 3-OH-cebakaT-3
131 3-OH-popekaHeguoat-3
27 | 3enneerep xam LUNHX 118 4-OH-cennnnakrat(PHPLA)-2
124 2-OH-cebakaT-3
130 3,6-anokcupgonekaHegmoar-2
132 3,6-anokcuteTpagekaHegmoar-2
28 | KaHaBaHbl 6BYNH 093 N-AueTtmnacnapTaT-2
29 | BanbnpoatblH xyunuiH | 010 Banbnpoat-1

SMYUNIras

049 2-MNponun-3-OH-neHTaHoart-2
054 2-lponun-3-keToneHtaHoaT-2
063 2-lponun-5-OH-neHTaHoaTt-2
074 2-Mponun-rugpokcurnytapar-2

30 | dymapasblH gyTargan 043 dymapar-2 067 Manart-3
039 CykuunHaT-2
001 JMakraT-2

31 | AyHa ruexnt Aumn-KoA | 091 N'ekcaHounrnnuuH-1

AernaporeHasbiH
aytargan

122 CybepnnrnnumnH-2
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32

®eHnnKkeToHypu

036 deHunnaueTaT-1
083 deHunnnakraT-2
092 deHnnnupysat-OX-2

XYCHarT 6. OpraHuk Xy4nmMnH Macc CNeKTPOMETPUNH y3yynanT

MeTuneHui
ID# | OpraHuK Xy4numH Hap H3PK Mnpaxxyrauaa Q-voH C-unoH

1 | nakrart-2 1057 9.24 219 191

2 | 2-OH-un3obyTtupat-2 1063 9.43 205 233

3 | kanpoart-1 1067 9.55 173 132

4 | rmukonar-2 1070 9.65 205 177

5 | rmrokcmnaTt-ox-2 1125 11.39 218 233

6 | okcanart-2 1126 11.42 219 190

7 | 2-OH-6ytnpar-2 1126 11.42 205 233

8 | 3-OH-nponunoHar-2 1142 11.93 177 219

9 | nupysaT-0x-2 1149 12.15 232 247
10 | valproic-1 1150 12.18 201 174
11 | 3-OH-6yTtupaTt-2 1159 12.47 191 233
12 | 3-OH-u3obytumpar-2 1161 12.53 177 233
13 | 2-OH-nsoBanepar-2 1167 12.72 219 247
14 | 2-meTnn-3-OH-6yTumpar-2 1202 13.83 247 218
15 | manoHar-2 1204 13.90 233 133
16 | 3-OH-nsoBanepar-2 1212 14.16 247 205
17 | 2-keTomn3BarnepaT-0x-2 1214 14.23 260 232
18 | meTunmanoHar-2 1216 14.29 247 218
19 | 2-atTnn-3-OH-nponuoHart-2 1232 14.82 247 177
20 | ypea-2 1237 14.98 189 171
21 | 4-OH-byTtupar-2 1238 15.02 204 233
22 | 2-OH-un3okanpoat-2 1242 15.15 261 233
23 | 3-OH-Banepart-2 1242 15.15 233 247
24 | aueToaueTtart-2 1249 15.38 231 231
25 | 2-OH-3-meTunBanepar-2 1250 15.41 261 233
26 | 6eHsoar-1 1251 15.44 179 105
27 | aueTtoaueTaT-0Xx-2 1261 15.77 246 261
28 | oktaHoat-1 1262 15.80 201 177
29 | 2-keTo-3-MeTunBanepaT-0x-2 1276 16.26 274 200
30 | 2-meTun-3-OH-BanepaTt-2(1) 1276 16.26 203 115
31 | muuepon-3 1278 16.33 205 218
32 | docaT-3 1279 16.36 299 314
36 | aueTunrnmumH-1 1279 16.36 130 174
34 | aTunmanoHaT-2 1283 16.49 261 217
33 | 2-meTun-3-OH-BanepaTt-2(2) 1284 16.53 203 115
35 | 2-keTom3okanpoaT-0x-2 1291 16.76 274 200
37 | deHunaueTtart-1 1302 17.12 193 164
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38 | maneart-2 1306 17.25 245 170
39 | cykuuHaTt-2 1313 17.48 247 172
40 | meTuncykumHaT-2 1327 17.94 261 217
41 | rmuuepaTt-3 1339 18.33 292 307
42 | dymapart-2 1345 18.53 143 245
43 | ypauun-2 1346 18.57 241 256
44 | NpONUOHUMTANUUH-1 1359 18.99 188 159
45 | auetTunrinymH-2 1371 19.39 218 246
46 | meBanoHONakToH-1 1378 19.62 187 157
47 | MeBarnoHoMaKToH 1388 19.95 259 229
48 | n300yTMpMIrNUnH-1 1392 20.08 202 173
49 | 2-nponun-3-OH-neHTaHoaT-2 (VPA) 1393 20.11 275 289
50 | mecakoHar-2 1399 20.31 259 184
51 | ryrapaT-2 1403 20.43 261 158
52 | 3-metunrnytakoHaT-2(1) 1417 20.85 273 183
53 | 3-meTuknryrapar-2 1426 21.13 275 247
54 | 2-nponun-3-keToneHtaHoat-2 (VPA) 1426 21.13 287 155
55 | nponuoHunranumH-2 1428 21.19 260 232
56 | nsobyTmpunrNnumH-2 1430 21.25 274 100
57 | 2-peokcunteTpoHaTt-3 1439 21.52 233 321
58 | 6yTupunrnnuuH-1 1442 21.61 202 173
59 | 3-meTunrnytakoHaT-2(2) 1444 21.67 273 183
60 | rnytakoHaT-2 1448 21.79 259 230
61 | cyKUMHMNALLETOH-0X 1453 21.94 212 227
62 | pekaHoat-1 1457 22.06 229 145
63 | 2-nponun-5-OH-neHTaHoat-2 (VPA) 1484 22.88 289 185
64 | 3-meTunrnyrakoHat-2(3) 1484 22.88 273 183
65 | nsosanepunrnnuuH-1 1487 22.97 216 189
66 | BYyTUPMArMULUWH-2 1492 23.12 274 289
67 | manar-3 1496 23.24 335 233
68 | agunaTt-2 1507 23.58 275 111
69 | nsoBanepunrNUUmH-2 1518 23.91 288 176
70 | 2-rekceHepuoat-2 1522 24.03 273 288
71 | 5-okconponuH-2 1534 24.39 258 230
72 | TvoamMrnukonaT-2 1537 24.48 204 294
73 | 3-meTnnagunaT-2 1539 24.54 289 204
74 | 2-nponunrnytapaTt-2 (VPA) 1551 2491 303 259
75 | 7-OH-okTaHoaT-2 1551 2491 289 260
76 | 5-OH-meTun-2-gpypoat-2 1556 25.06 271 197
77 | TAMMWANALNH-2 1564 25.30 286 301
78 | 3-MeTUNKPOTOHUNTIINLMH-1 1564 25.30 214 229
79 | TUrMMArUUKH-1 1571 25.51 229 214
80 | 3-MEeTURIKPOTOHUAMNIULMH-2 1578 25.72 286 184
81 | 3-OH-rnytapar-3 1583 25.88 247 349
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82 | 2-OH-rnytapar-3 1582 25.85 349 203
83 | dbeHunnakrar-2 1600 26.39 194 267
84 | numenar-2 1605 26.53 155 289
85 | 3-OH-3-meTtunrnyrapar-3 1613 26.75 247 273
86 | 3-OH-theHnnaueTar-2 1617 26.86 296 281
88 | 4-OH-b6eH30aT-2 1636 27.38 267 282
88 | 2-keTtornyTtapat-0x-3(1) 1637 27.40 362 377
89 | 4-OH-pbeHnnauveTaTt-2 1647 27.68 296 281
90 | 2-keTornyTtapaT-0x-3(2) 1655 27.90 362 377
91 | rekcaHOUAMNLUKNH-2 1655 27.90 302 200
92 | heHnnNNupysaT-0X-2 1662 28.09 308 147
93 | N-auetunacnaprtart-2 1665 28.17 202 304
94 | 2-OH-agunat-3 1683 28.66 261 363
95 | okteHeauoar-2 1686 28.75 185 301
96 | 3-OH-agunaT-3 1691 28.88 363 247
97 | cybepart-2 1700 29.13 303 187
98 | 3-meTunrnytakoHat-2(4) 1714 29.51 345 360
99 | 2-keToagmnaT-o0x-3 1724 29.79 302 258
100 | akoHuTaT-3 1754 30.61 229 375
101 | opoTat-3 1758 30.72 357 254
102 | BaHunnaTt-2 1775 31.19 312 297
103 | romoBaHunnar-2 1782 31.38 326 311
104 | asenart-2 1799 31.84 317 152
105 | rmnnypat-2 1819 32.34 323 308
106 | nsouutpart-4 1839 32.84 245 465
107 | uutpar-4 1839 32.84 273 465
108 | runnypat-1 1849 33.09 236 206
109 | romoxeHTHCaT-3 1850 33.11 384 341
110 | metunuutpaTt-4(1) 1862 3341 389 479
111 | 3-(3-OH-¢eHun)-3-OH-nponnoHaT-3 1864 33.46 280 398
112 | meTunuuTpar-4 1871 33.63 389 479
113 | 3-OH-okTeHegmoaTt-3 1879 33.83 233 389
114 | 3-OH-cybepart-3 1881 33.88 169 391
115 | BaHunmaHgenaTt-3 1894 34.21 297 371
116 | cebakar-2 1896 34.26 331 215
117 | pekagueHeanoat-2 1905 34.48 342 327
118 | 4-OH-deHunnakrar-3 1918 34.80 308 293
119 | 4-OH-geHunnmpysaTt-0x-3 1954 35.70 396 179
120 | 2-OH-runnypat-3 1973 36.17 396 411
121 | 3-uHpon-aueTaT-2 1984 36.44 202 319
122 | cybepunrmuumH-2 2026 37.43 360 229
123 | nanmurar-1 2046 37.88 313 269
124 | 2-OH-cebakaT-3 2059 38.17 317 391
125 | 3-OH-cebakat-3 2074 38.51 303 233
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126 | 2-OH-rvnnypat-2 2086 38.78 324 206
127 | popoekaHegmoar-2 2092 38.92 359 243
128 | N-aueTnntTmposuH-3 2119 39.53 308 424
129 | wascHun xyumn-4 2127 39.71 456 441
130 | 3,6-snokcmaoaekaHeanoar-2 2171 40.70 201 174
131 | 3-OH-popekaHeguoat-3 2262 42.65 233 447
132 | 3,6-anokcuteTpagekaHegnoat-2 2361 44.71 201 159
133 | TponaTt-2 1600 26.39 280 295
134 | rentagekaHoart-1 2146 40.14 327 145
135 | TeTpakocaH 2400 45.52 99 67
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XascpanTt 1. WunHxunrasHum garangax xyyaac

BoaucbIH CONULIOOHbI 3MI3rMNH OHOLUMIITOOHA A33X aBaXx XyyAac

©BYTOHMI M3433N3N LUnHXMNras unraary 6anryynnara, amM4
©BYTOHWIA OBOT, H3P OMHanar, TacruiH Hap
OBYTEHUI PErMCTPUIH Ayraap BaviryynnarblH xaar
Opyyn M3HAMIAH AaaTtranbiH .
PYY A A OMUMIH oBOT, HAP

ayraap
TepceH orHoo Xonborgox ytac
Hac Xonboraox nmann
Xywnc CopbLbIH M343313N
OBYTHMI Xasr CopbLbIH Tepen o Wasc o XaTtaacaH uyc
Xon6orgox ytac CopbL, aBcaH 0rHoo OH cap enep
SMHAN3YiiH OHOwW CopbL aBcaH uar uar MUHYT
(ICD-10 kopm) CopbL, UNrI3C3H OrHOO OH cap enep
OMH3an3yi, NabopaTopuiH LWNHX TIMAIYYA: CopbL, MNFA3C3H Lar uar MUHYT

N ™n yry .
Acyymx, aMHan3ymn ” M CopbL, MNM33r4MnH 0BOr HAp, anbaH Tylwaan
LlycaH TepnuitH rap 6yn o o JNaGopaTopua copbL XyJ33X aBax

. CopbL, XyNa3H aBar4uiiH oBor Hap, anbaH
YOMbIH 3MrarMnH acyymx o o
Tywaan
OoyHbI XONKIMUIH XoLuporaon o o CopbL, XyN33H aBcaH OrHoO OH cap efep
BreninH xerknuintH xouporaon o o CopbL, XynaaH aBcaH uar uar MWHYT
XopanoroT aHueganonatu o o CopbUblH LIMHX YaHap
OucnHea, anHea o o MnraacaH Temnepatyp
Na6opaTopu eepunent CopbUblH XaM*33
BoancbIH COnNUNLOOHBI CopbLbIH 6Hre
[m] O

XYSUMLWmnn
KeTos o o Too wmpxar
NakTaTt aungemu o o CopbL, OypTrarduiiH oBor Hap, anbaH Tywaan
Ivnornukemun o o BypTtran BypaH BypaH byc
'MnepammoHeMu o o OBYTEOHUI M3433M3N
Amuunraa OMH3aN3yMH M3433M3n
TatanTbIH 3cpar u] ] MnrasramnitH Magaanan
AHTUOUNOTUK u] ] CopbLblH M3433M13n
Bycan u] ] LLIMHXKMNr33 XUNXUIT 30BLUOOPCOH:

BoaucbIH CONUNLIOOHbI 3MIM3rMINH WMHXWNTI3HA copbU aBax, Xxagranax, T33B3pnaxag TaBurgax waapagnra

CopbLbIH Tepen

Xapgranax, T33B3PIIAX 3aaBap60J'|0H

(Copby aBax caB) Kon Copby uyrnyynax 3aasap OHLIFON HeXLUenTen copbuyya
©rneeHuit eneH LI3ac URN OrneeHuii eneH yeuH waac 15-30 | AXOMYT-uiiH AY-bl YpamaynH
MIT X3MXK3TaNr LyrnyynHa. CopbLUbir | nabopatopug — copbLbIr  LyrnyyncaH

(15 Mn-wiH apuyH
KOHMKON THo6)

aBcaH papyvg - 20 C-g xenpeeHs.
K Acyymx, 3MH3M3yWN,
nabopaTopuiH y3yynanTtyyaaac 3 6a
TYYH33C [33W 6eepunentTan yen
LUMHXWUNT33HA UITTA3H3.

uaraac xoiw 24 LAMMAH OOTOP
parangax OuurMiiH  xaMT  XypryyncaH
baviHa. XenaeeceH COpbLIOO XapaHXxyw
Hexuena Xxyypai MeceH A33p Xenayy

X3B33P Hb  T33BIPNAHI.  [3crasx,
Xanaax Gonoxryw.
CopbubIr OXOMYT-uiH AY-bl
Ypam3ynH nabopatopug [aBaaraac

BaacaH rapurt 14 Laraac eMHe Xynaax
aBHa.
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XascpanTt 2. OHownoraox 6010MXTon 60ANCHIH CONUITLLOOHBI AMIArnnH

Xarcaant

AMUH Xy4nuliH conumyoo

1.
2.
3.

®ennnkeToHypu (E70.0) #261600
NenumHos (E71.0) #248600
MromoumncTtunypmn (E72.1) #236200

OpeaHuk Xy4rnudH conunyoo

4.

MponnoHat aumaemmn (E71.1) #606054

5. MetunmanoHat aungemun (E71.1) #251100

6. nytapat aumgemun 1-p xan6ap (E72.3) #231670
7.
8
9

N3oBsanepat aumaemu (E71.1) #243500

. 2-OH-rnyTapart aungemmn #236792
. 3-OH-3-metunrnytapat aumagemm #246450

10.3-meTunrnytakoHat aungemmn #302060

11.MynbtnkapbokcunaselH gytargan #253270
12.3-MCC pgytargan #210200
13.3-keToTnonasbiH gytargan #203750

©6exHUl Xy4nulH conunyoo

14.TnytapaT aumgemm 2-p xanbap #231680

15. AyHa ruHxkuT aunn-KoA germaporeHassiH gytargan #201450

16.BbornHo rmHxuT aumn-KoA gerngporeHasbiH gytargan#201470

bycao

17.5-okconponnHemu #266130
18. AnkantoHypu (E70.2) #203500
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