Hayuno-nccnenoBatenbCkuil KIMHUYECKA HHCTUTYT NEAUATPUN
U JIETCKOU Xxupypruu nMmenu akajaemuka [O.E. BenbTuiena

OI'AOY BO PHUMY um. H. U. IluporoBa Munsapasa Poccun

Ha npaBax pykonucu

MAMEJIOB

Nabrap Canex orJibl

XpOMaTO-MaCC-CHeKTpOMeTpI/I‘IeCKaH ANArHOCTHKA

HaCJIeICTBEHHBbIX 00JIe3Hell MmeTado/1M3Ma y 1eTel

3.3.8 — kIuHUYecKas 1abopaTopHas AMarHOCTHKA

Jucceprangnuia Ha COUCKAHHNC y‘-IGHOfI CTCIICHU

JOKTOpa OMOJIOTMYECKUX HAYK

HayuHnblil KOHCYJBTAHT:
JIOKTOp MEAUIIMHCKUX HAYK,

npodeccop Cyxopykos B.C.

Mocka — 2023



OrsaB/1eHHe

BBEJEHUE 4
1. OB30P JIMTEPATYPBI 17
1.1. CoBpeMeHHasi JMATHOCTHKA HACJIeICTBEHHBIX 00J1e3Heil 00MeHa BellecTB 17
1.2. IlpuMeHeHHe XPOMATO-MacCC-CIIEKTPOMETPHYECKMX METOA0B aHAJIN3a B JadopaTopHOH

AUATHOCTHKE 19
1.3. HacaencrBeHHbIe 00J1e3HH 00MeHAa AMHHOKHCJIOT 24
1.4. HacnencrBeHHbIe 00J1e3HH 00MeHA OPraHNYeCKHX KHCJIOT 34
1.5. HacaencrBeHHbIe 00J1e3HH 00MEHA )KUPHBIX KHCJIOT 41
1.6. HacaencTBeHHbIe 00J1e3HH 00MeHA NYPHHOBBIX H MAPUMHUANHOBBIX OCHOBAHMUH ..covveerueesaeesanessnes 53

1.7. PedepeHcHbIe HHTEPBAJIbI JHATHOCTHYECKUX MAPKEPOB JUIA 310POBOM AeTCKON NOMYJISINH .... 58

2. MATEPUAJIBI U METO/bI 63

2.1. I'pynnsl nanueHTOB 63

2.2. MeToanKH KOJTU4ECTBEHHOI 0 ONpeAeIeHisl 0MOXMMHUYECKIUX MaPKEePOB MeTOaMHU XPOMATO-MAacc-
CIIEKTPOMETPHH 66

2.2.1. Memoouka KonuuecmeenHo20 OnpeoeaeHus AMUHOKUCIOM U AUUIKAPHUMUHOG 8 CYXUX
HAMHAX KPOGU MEMOOOM BbICOKOIPPEKMUBHON HCUOKOCMHOU Xpomamozpaguu c macc-

cnekmpomempueil 66
2.2.2. Memoouxa KoauuecmeeHH020 OnpeodeleHus Op2aHu4ecKux KUuciom 6 Moue MenoooMm 2a3060i
Xpomamozpaguu c macc-cnekmpomempuerni 74
2.2.3. Memoouxa KoauuecmeeHH020 onpeoeneHus OJTUHHOWENnOYEUHBIX HCUPHBIX KUCTIOM 6 Na3me
KpOoGU MenoooMm 2a3z060i XpoMamozpaguu ¢ Macc-cnekmpomempuei 79
2.2.4. Memoouxa KonuuecmeeHHoz0 OnpeoeieHus RYPUHOE U RUPUMUOUHOB 6 MOYE MEMOOOM
6bICOKO0IPPeKmUGHOIl HCUOKOCMHOU XpoMamozpaduu c macc-cnekmpomempueit 82
2.3. MeTtoabl CTATUCTUYECKOI0 AHAJIN3A 89
3. PE3YJIBTATBI 91

3.1. Pe3yabTaThl aHATH3a OMOXHMHYECKHX MAPKEPOB HACJeACTBEHHBIX 00/1e3Hell 00MeHa
AMHHOKHCJIOT, ANWIKAPHUTHHOB M OPraHUYeCKHX KMCJI0T METOI0M BBICOK03()(peKTUBHOI KIIKOCTHOMI
XpoMaTtorpauu ¢ Macc-clieKTpoMeTpHei 91

3.1.1. Onpedenenue peghepencuvlx UHmMEPBEAION8 AMUHOKUCIONM U AUUIKADHUNUHOE 6 KPOGU Y Oemell
DA3HbBIX 603DACMHBIX ZPYRN 91

3.1.2. Onpeodenenue peghepeHcHbIX UHMEPBATIOE8 OP2AHUYECKUX KUCTION 8 00pa3yax Mouu oemeii pa3Hvlx
603DACMHBIX ZPYHN MEMOOOM 2A30601l XPOMAMOZpaPuu ¢ Macc-cHeKmpomempueil 95

3.1.3. Xapaxmepucmuxa 0GHHbBIX, ROSIYYEHHBIX HPU AHATIU3E OOPA3U0E CYXUX HAMEH KPOGU U MOUU
RAYUEHMO6 C NOMOWBIO 6ATUOUPOBAHHBIX MEMOOUK KOTUYECMBEHHO20 ONPEOeIeHUs AMUHOKUCIOM,
AUUNKAPHUMUHOG U OP2AHUYECKUX KUCTIOMm 98

3.1.4. Buoxumuueckue mapkepvl HACIEOCMEEHHBIX DONe3Hell 00MEeHa AMUHOKUCIOM U
AYUIKAPHUMUHOG 99

3.1.5. Buoxumuueckue mapkepvl HACIEOCMEEHHBIX DONE3HEN 00MEHA OP2AHUYECKUX KUCTIOM «.ueeeeeeee. 103

3.1.6. Banuoauus ouaznocmuueckoil 3HAUUMOCHU PA3PAOOMAHHBIX MEMOOUK KOJIUYECMEEHHO20



onpeodeieHus MapKepos HAC1e0CMEEHHbIX 001e3Hell 00MEHA AMUHOKUCIOM U OP2AHUYECKUX
Kuciom ... . 105

3.2. Pe3yabTaThl aHATH3a OMOXHMHUYECKHX MAPKEPOB MEPOKCHCOMHBIX 00JIe3Hel MeTOA0M ra3oBoii
XpoMaTorpauu ¢ Macc-clieKTpoMeTpueH 108

3.2.1. Onpedenenue pehepencHbIX UHMEPBANOE OIUHHOUENOUEHHBIX HCUPHBIX KUC0M 8 nila3me KPoeu
Ooemeil paznHplX 603PACHIHBIX CPYRN 108

3.2.1. Xapaxmepucmuka 0anHbIX, ROJIY4EHHBIX NPU AHATIU3E 00PA3U0E NAZMbBI KPOBU NAUUEHMOE C
HOMOWIBIO 8A7IUOUPOBAHHOI MEMOOUKU KOIUYECMEEHHO20 ONPedeieHUs OUHHOUEHOUEUHBIX HCUPHBIX
Kucaom...... 109

3.2.2. Buoxumuueckue mapkepvl HEPOKCUCOMHBIX DoJ1e3Hell 110

3.3. PesyabTaThl aHATH3a OMOXHMHYECKMX MAPKEPOB HACJeCTBEHHBIX 00J1e3Heil 00MeHa MypPHHOB U
NMUPUMHAANHOB METOI0M BBICOK03()(peKTHUBHOI :KMIKOCTHOH XpoMaTorpadgunu ¢ Mmacc-cieKTpoMeTpHeit

3.3.1. Onpeodenenue peghepencuvix unmepeanoe NypuHoe U RUPUMUOUHOE 8 00paA3Uax mouu oemeil
DA3HBIX 603PACHIHBIX ZDYRN 114

3.3.2. Xapaxkmepucmuka 0aHHbIX, ROJIYYEHHBIX NPU AHATIU3E 00PA3UOE MOYU NAYUEHIOE C NOMOUIbIO
ATUOUPOBAHHON MEMOOUKU KOJTUYECMBEHHO20 ONPEOEICHUA NYPUHOE U NUPUMUOUHOE «.ceeeresveseseessseesess 115

3.3.3. Buoxumuueckue mapkepuvl HAC1E0CHEEHHBIX DO1€3HEl 00MEHA NYPUHOE U RUPUMUOUHOG ...... 116

3.4. IIpumepsl 3pPeKTHBHOrO MPHUMEHEHHUSI XPOMATO-MACC-CNIEKTPOMETPHYECKHUX METO/I0B aHAJIHN3A
NPH NPOBeAeHUH THATHOCTHKH PA3JIHYHBIX HACJEeICTBEHHBIX 00J1e3Heil 00MeHa BellecTB y aeTei ..... 119

3.5. /AmarHoctuyeckas 3HAYMMOCTh MC-vapKepoB HacJIeICTBeHHBIX 00Jie3Hell 00MeHa BemecTB ... 125

3.5.1. IToomeepricoenue ouaznocmuueckou 3HAYUMOCHU OCHOBHBIX (K1ACCUYUECKUX) MAPKepoa,
onpeodensaemuplx XpomMamo-macc-cCneKmpomempuiecKumu Memooamu 125

3.5.2. Juaznocmuyeckasn 3na4umocnsb OOROTHUMETbHBIX MAPKEPO8, ONPEOEIAEMbIX XPOMAMO-MACC-
CHEKMPOMEMPUYECKUMU MEMOOAMU 131

3.6. Bkiro4eHHe XpOMaTO-MAaCC-CNIEKTPOMETPHYECKHUX METO/I0B HCCIeI0BAHNSA B aJTrOPHUTMBI
AWATHOCTHKH HACJIeACTBEHHBIX 00J1e3Hel 00MeHa BelecTB 142

4. OBCYXJIEHUE 150

4.1. BapuaGeabHocTb 3Ha4YeHNH pedepeHCHBIX MHTEPBAIOB JHMATHOCTHYECKHX MAPKEPOB
HACJIeICTBEHHBIX HAPYIIEHHI MeTa00/Iu3Ma JIsl 30POBOM JAeTCKO MOMyJIsAHH 150

4.2. IlaTosormyeckme 3Ha4eHUsI MAPKEPHBIX MeTA00TUTOB HACIECTBEHHBIX 00J1e3Heill 00MeHa

BeIIleCTB Y AeTeil 156
5. 3AKJIIOYEHHME 162
6. BbIBO/IbI 169
7. CIIUCOK COKPAILIIEHUN 173
8. CIIUCOK JIMTEPATYPbI 175

INPUJIOKEHHUE A 209




BBEJIEHUE
AKTYaJIbHOCTh UCCJIE0BAHUS

B coBpeMenHoil meauaTpuu OJHOM M3 TJIaBHBIX MpoOieM sBisieTcs mpobiemMa
paHHEW JMAarHOCTHKW  HACJIEICTBEHHBIX Oone3Hel oOmeHa BemiecTB.  XOTs
OOJIBIIMHCTBO JIAHHBIX 3a00JIEBAaHUM SIBISIOTCS PEAKMMHU B MOMYJISIIIMKA, OHU BCE PABHO
JUIUPYIOT B CTPYKTYpE AETCKOW IATOJOTHHM M JNETCKOM cMmepTHoctH [6, 9, 19, 20].
BapuabenbHOCTh ~ KIMHUYECKMX  CHUMITOMOB,  TSKECTb TEUYEHUS, OTCYTCTBHE
ATUOJIOTUYECKOTO JICUCHUSI HA YPOBHE I'€HOMA, a TAKKE T€HETUYECKasi FeTEPOreHHOCTh
— BcE€ 3TO JHenaer mOpoOJeMy BpOXKACHHBIX HaApYyIIEHUH OOMEHa BEIECTB OYEHb
aKTyallbHOW JUisi meauatpoB. JlJiE MHOTHMX HO30J0THMYECKUX (OpM yKe HMEITCs
aJIcKBaTHbIE METOAbl MATOTCHETUYECKOW Tepanuu (CHenuaabHble ITUEThI, Tepanus
pa3IUYHBIMU (OpMaMU HH3UMOB, T€HETHUECKOE pEJaKTUPOBAaHUE M TIp.), KOTOPHIE,
MO3BOJISIIOT CMSITYUTH TSDKECTh 3a00JieBaHUsl, OCOOCHHO Ha paHHUX ATalax, W Jaxe,
JOCTUTHYTh CTOMKOM PEMHUCCUM WU OTHOCUTEIBHOTO BBI3IOpOBICHMS. JlJis
MPaBWIBHOTO BEJCHUS TEpaluu TpeOyeTcsi MaKCUMalbHO TOYHO U ObicTpo [20, 26, 83,
130] mpoBecT qUAarHOCTUKY.

NunuBunyanbHas MaToreHeTuyecKas KapTUHA HapylIeHUN oOMmeHa
AMUHOKUCJIOT, OPTaHUYECKUX KUCJIOT, AllIIKAPHUTUHOB, KUPHBIX KUCJIOT, MypPUHOB U
MPUMUJIMHOB OCJIOKHEHA TEM, YTO OT/AEJIbHbIC KIMHUUYECKUE MPU3HAKU B PA3TUYHBIX
COUETAHMSIX U B PAa3HOM CTENEHU BBIPAKEHHOCTH, MOTYT MPOSIBIATHCS MPU OTACTBHBIX
TUMAX HapylieHuss oOMeHa. B pesynbpTare, TOIBKO CBOEBpeMEHHasi JabopaTopHas
JMArHOCTUKA, C TIOMOIIbI0 BBICOKOTEXHOJIOTMYHBIX METOJ0B XpPOMATOTIpauyeCcKoro
aHaJIM3a, MOXET IMOMOYb B BBISIBJICHHM NAIMEHTOB C JAHHBIMU maTtosorusmu [20, 24,
26].

CoBpeMeHHBIE METOJBl JKMJKOCTHOM/Ta30BOM  xpomarorpadmm ¢  Macc-
CIIEKTPOMETPUEH MO3BOJISIIOT CEJIEKTUBHO M TOYHO BBIABIISTH BPOXKJICHHBIE 00JIE3HU
oOMeHa 1O KOJMYECTBEHHOMY COJICPKAHUIO OHOXMMHUYECKUX JAUArHOCTUYECKHUX
MapKepoB B KpOBH U Mode. B kommuiekce AUAarHOCTUYECKHX MPOLEAYyp aHalu3 KPOBH

n MOYHM C IIOMOIIBRO TaHﬂeMHOﬁ MacCC-CIICKTPOMCTPHUHU HMCCT BaKHEIIIee 3HAUCHHUE



[105, 250]. B TO e BpeMsi, HET MOJHBIX AITOPUTMOB IHArHOCTUKU MPH MOJO3PECHUU HA
HaclleJICTBeHHbIE Oosie3Hn oOmeHa. M3BecTHO, 4TO, JabopaTopHas NHUArHOCTHKA Ha
pa3HBIX YPOBHSIX Pa3BUTUS MATOT€HE3a BPOXKICHHOTO 3a00JIeBaHUS  MOXET
UCIIOJB30BaThCA HE TOJBKO JUISl TMOJATBEPKICHUSI MPEIBAPUTEIBHOTO KIMHUYECKOTO
JMarHo3a, HO U JIJi1 MaCCOBOI'0 HEOHATAIbHOTO CKPUHUHTA HACJIEICTBEHHOMN MAaTOJIOTUH
Metabonu3ma B JeTckux nomyisiuusx [20], HO 3avacTyr0 HE Bcerga »dTH
JMAarHOCTUYECKUE MHCTPYMEHTHI peanu3yroTcs B nojaHou mepe [19, 83, 134, 239]. He
CTaHJAPTU3UPOBAHBI CIIEKTPhl OMOXMMHUUYECKUX MApPKEPOB JJIsi OOJIBIIMHCTBA OOJIe3HEH
obmeHa. OTCYTCTBYIOT OOIIENPUHSATBIE HOPMbI (pedepeHCHbIE WHTEPBAJIbI) s
310poBOil onysiiuu aereid. Coaep:kaHue ATUX BEIIECTB B OMOJIOTHUECKUX HKUJTKOCTSIX
OpraHuM3Ma JOCTaTOYHO BapUaTUBHO U 3aBUCUT OT MHOXECTBa (DAKTOPOB Aaxe Y
310pOBBIX JiHI. HecMoTpst Ha 3TO, MHOTHE KIMHUIUCTHI UCTIOJIB3YIOT JJISI JUATHOCTUKH
JAHHbBIE JTUTEPATYPhl, MOCIEIHNE 3a4acCTyl0 3HAUUTEIbHO Pa3HATCS Y Pa3HbIX aBTOPOB.
[TaTomorndeckue 3HAYCHUST MapKepOB 3a00JIEBaHUI OOBIYHO 3HAYMTEIHHO OTIMYAIOTCS
OT HOpPMaJIbHBIX JHANa30HOB, HO, K COXKAJICHHIO, HET YETKOW TpaHULIbl MEXKIY
«HOPMAJbHBIMU» M MATOJOTUYECKUMHU 3HAYEHUSIMU ATUX BemiecTB [141], uTo B cBOIO
ouepelb TaKKE MOXKET 3aTpydHATh MPOLECC HHTEPIPETANNN  MOJYyYEHHBIX
71a00paTOPHBIX TAaHHBIX JJISI IPABUILHOM U OBICTpOM quarHocTuku [29, 30].

[TosTOMy 4pe3BbIYAHHO aKTyaJIbHO COBEPIIEHCTBOBAHUE JIETEKIIUU PsA/ia MAPKEPOB
HACJICJICTBEHHBIX HapyIIEHUN OOMEHa, a TaKkKe pacdeT COOCTBEHHBIX pedepeHCHBIX
JMANa30HOB Ul  KaxaoW JabopaTopuu, KOTOpas 3aHUMAETCs JUArHOCTHUKOW
HACJIeJICTBEHHBIX Oone3Hedt obmena [20] wmiMm  MaccoBBIM  CKPUHHUHIOM — Ha
HacleACTBeHHbIC 3a0osieBanus y geredr [30]. Ilpm 3ToM o0coOeHHO BakHA
CTaHAapTU3aIMs J1a0OpaTOPHOW TIPAKTUKH C YYETOM pas3ldyus ToKaszarened B
3aBUCUMOCTH OT Bo3pacTa. [lo naHHBIM JNHUTEpaTypbl, HUCCIECIOBAHUE pa3IHYHUil B
BO3PACTHBIX IMEIMATPUYECKUX TpPYNNaxX MPOBOJUIOCH B MajlOM  KOJUYECTBE
MCCIIEIOBAaHUM U HE BCErja C MOJIHOW rpajauueit mo Bo3pactam [239]. B urore ycnexu
71a060paTOPHON MEIUIIMHBI HE BCETJa HAXOAST JOCTATOYHOE W TOJHOE MPUMEHEHHE B
MEJIMLIMHCKOW, B TOM YHCII€ NEAUATPUUYECKOW, MPAKTUKE, XOTS OHU MMEIT ISl Hee

nepBoouepenHoe 3uaueHue [ 10, 240].



Crenenb pa3padoTaHHOCTH

Tsxkenass cTemneHb MPOTEKAHUS MATOJIOTUYECKOTO IMPOIecca, HECBOEBPEMEHHO
Ha3HAYEHHOE JICUCHHE, BaprabeIbHOCTh KIMHUYECKUX CUMITOMOB — BCE€ 3TU MPUUYUHBI
JeNaloT O4YeHb AKTyallbHOW MpoOJieMy BpPOXKIEHHBIX Ooje3Heil oOMeHa BEIIECTB B
neauatpun. OHa U3 3HAUUTENIBHBIX TPOOJIEM COBPEMEHHON J1aOOPATOPHOU MEIUIIMHBI
— paHHSA JMArHOCTHMKA HACIEACTBEHHBIX Ooje3ner obmena [20] (HBO) Bemects.
brnarogapst TOoMy, 4YTO Takue COBPEMEHHbIE XpoMartorpaduyecKkue MeETObI
uccnenoBanus kak xuakoctHas (BOXX-MC/MC) u razosas xpomarorpadus (I'X-MC)
C MAacC-CIIEKTPOMETPUYECKUM JIETEKTUPOBAHMEM CIOCOOHBI OBICTPO U TOYHO
KOJIMYECTBEHHO OMPEACNATh COACPKAHUE JUATHOCTUYECKH 3HAYMMBIX MapKEpPHBIX
MeTa00IUTOB B OHMOJOTMUYECKUX KHUIKOCTAX, OHM HMEIOT BaKHEHIee 3HAUCHUE B
00J1aCTH KJIMHUYIECKOH Ta00paTOPHON JUATHOCTUKH.

B Hacrosimiee Bpemsi OMyOJIMKOBAH IIENBIA DPSII PE3YIHTATOB HCCIEIOBAHUMN TIO
omnpeNeNieHnI0 JuarHoctuyecknux MapkepoB HBO aMUHOKMCHOT, alMJIKapHUTHUHOB,
OpraHUYECKUX KUCJIOT, KUPHBIX KUCJIOT, MIyPUHOB U MUPUMHINHOB TAKUMH METOJIAMH,
kak BOXX-MC/MC u I'X-MC. Ilpu ananmse 3TUX JaHHBIX OOpamaroT Ha ceds
BHHMaHHE HEKOTOpPbIE 0COOCHHOCTH. Tak, COTIACHO TAHHBIM JIUTEPATYPhl TUarHOCTHKA
HapyleHu oOMeHa aMUHOKHUCIOT U allMJIKAPHUTUHOB C MMPUMEHEHUEM XPOMATO-Macc-
CIEKTPOMETPUUECKUX METOJOB aHaln3a B MuUpe Obuta Hadata B 90-X Tojax mpoImioro
cronetus. B maHHBIX paboTax MOAPOOHO OMHUCKHIBAIOTCS OCOOCHHOCTH METOJIOJIOTHHU
MeTo/Ma Ui TIPUMEHEHUs B JIa0OpaTOpPHOW JMArHOCTHUKE BPOXKIEHHBIX HapyIICHUUN
oOMeHa aMUHOKHCIIOT M ammiIkapHuTHHOB [70-72, 85, 162, 268]. C nawama 2000-x
rOJIOB HAaYMHAETCS IMyOJIMKAIUsl pe3yJbTaTOB HAy4YHBIX PabOT B acmeKTe CpaBHEHUS
METOJ0JIOTUU JIETEKTUPOBAHUSI AMHHOKHUCIOT. Tak, BBIXOJUT HECKOJBKO CTaTed MO
CpPaBHEHHIO THIIOB XpoMatorpadupoBanus u aerekiuu [52, 85, 88, 90], a Takke menbli
psAI  cTaTel, MOCBSIIEHHBIX JIETEKTUPOBAHUIO AMHUHOKHUCIOT B IISAITHAX KpPOBU C
MCII0JIb30BAaHUEM HOBOW METOAMKHU MPOOOMOATOTOBKU — 0€3 JepHBATU3AIMH UCKOMBIX
ananutoB [189, 193, 194, 255, 268]. AnanoruyHas CUTyallusl CKJIQJbIBAC€TCS IpHU
M3YUYECHHUH JINTEPATYPHBIX JAHHBIX IO ONPEIECICHUIO Al[UIKAPHUTHHOB B MSATHAX KPOBU

MetooM BOXKX-MC/MC [59]. B ocHOBHOM, B OIyOJIUKOBaHHBIX CTAThSIX COMCPIKUTCS



nH(pOpMAIIMS O METOIOJIOTHH OIPEeIeICHUs KOHIICHTPpALMi alfuiIkapHUTUHOB [59, 201].
Takxe, Kak U B ClIydae aMUHOKHUCIIOT, MyOJIUKYIOTCS pe3yJibTaThl pabOT, MOCBSIIEHHBIX
JNETEKTUPOBAHUIO AIUJIKAPHUTUHOB B TATHAX KPOBU C MCIOJIH30BAHUEM HOBOM
METOJUKH TPOOOMOATOTOBKM — 0€3 JepuBaTU3AIMU HCKOMBIX AHAJIWTOB, a TaKKe
pe3yJbTaThl UCCIEIOBAHUN MO CTAOMJIBHOCTH allMJIKAPHUTUHOB B MsiTHaX Kposu [100,
108, 150]. B HacTosimiee BpeMsi MOYTH BCE Pa3BUTHIE CTPAHbI MPOBOJAT JUATHOCTUKY
AMUHOKHUCJIOT U allWIKAPHUTHUHOB C MPUMEHEHHEM TaHAEMHON Macc-CHEKTPOMETpPUU
[69, 84, 137, 145, 146, 149, 158, 245, 262, 266].

bonbsmoe konudecTtBo crared o npuMeHeHun Mmetona ['X-MC misa nuarHOCTUKH
HBO oprannueckux KUciaoT omy0iankoBaHo B 90-x rogax aBaanaToro cronetus. B atux
HMCTOYHUKAX MPUBEAEHBI OCOOCHHOCTH MPOOOMOATOTOBKH U JAEpHUBATU3AIMU AHAIIUTOB,
xpoMatorpaupoBaHUsl U MacCC-CIIEKTPOMETPHUH, a TAKKE MEPEUUCICHbl KIMHUYECKHE
Clly4yad, KOTOpble ObUIM AMArHOCTUPOBAHBI C MOMOIIBIO JaHHBIX MeToAuK [1, 74, 148,
184]. B Hacrosmiee BpeMsi METOJ Ta30BOM XpOMaTorpauu C Macc-CIEKTPOMETpUeH
ABJISIETCSA «30JIOTBIM CTaHAAPTOM» JJISI KOJMYECTBEHHOTO OINpPEIEICHUs OPraHUYECKUX
KucaoT [36, 124].

AHanu3 TUTepaTypHBIX JAaHHBIX MMOKA3aJ, YTO OMyOJIMKOBaHBI HECKOJIBKO CTaTEH C
OMMCAaHWEM METOJOJOTUM aHaJlIW3a W BapUaHThl MPUMEHEHHUS XPOMATO-Macc-
CIIEKTPOMETPUYECKUX METOJOB aHajiu3a Uil KOJWYECTBEHHOTO  OIpeAesieHus
JUTMHHOIICTIOYCYHBIX KUPHBIX KUCJIOT B OMOJIOTHYECKUX KUIKOCTIX [36, 76, 164, 165,
252]. B pa6ote [167] BbIsiBJIEHBI 3aBUCUMOCTH COJICPYKaHUS JAHHBIX aHAJIUTOB B IIJIa3Me
KpPOBH OT JIUETHI 00CIIEI0BAHHBIX.

[Ipu narHocTuke HapyIIeHui 0OMeHa MyPUHOB U TUPUMHUINHOB, B OCHOBHOM JIJIS
UX KOJUYECTBEHHOTO orpezaenenus npumensiercsa meton BOXX-MC/MC. Otu pabotsl
OblTH omyOaukoBaHbl B Havase 2000-X TOI0B IpH aKTUBHOM BHEAPEHUHU 3TOI0 METOJIa
B MHPOBYIO HAy4HYI0O M JIaDOpaTOpHYIO MPaKTHKy. B nuTepaTypHBIX HCTOYHUKAX
COZIEPKUTCST MHGPOPMAILIMSI O METOJIOJIOTHH OIpPEACNICHUs] KOHIICHTPAllUK BEIIECTB, B
HEKOTOPBIX CTaThsiX TaKXKe MPUBOAATCS pa3IUYHbIEe BApPHUAHTHI MPOOOMOATOTOBKHU
o0Opa3ioB Mo4u naruenTos [25, 118, 127].

Takum oOpa3oM, BaXKHOCTh CBOCBPEMEHHOW AMArHOCTHKHU HapylIeHUH oOMeHa y



JeTeid He BbI3BIBAET COMHEHMM, MbI TMOJy4aeM OOBEKTUBHBICE OCHOBAHHS IS
Ha3HAYEHUs  aJICKBAaTHOTO JICYEHHUS, UYTO CHOCOOCTBYET CHI)KEHUIO  YPOBHSA
VHBAJWIA3AINN U YIYYIIEHUIO COCTOSIHHS 3JI0POBbSl JNETCKOro Hacenenus [6]. Ho
OTCYTCTBUE  TMOJHBIX  adropuT™MoB  AuddepeHiuaibHOl  JUAarHOCTUKU U
HECOBEPUICHCTBO MCIIOJb3YEMBIX B HUX METOJIOB, a TAK)KE OTCYTCTBHE B JIUTEpATYypE
NaHHbIX 0 PU mmpokoro cmnekrpa JIWAarHOCTUYECKHM 3HAYuMMbIX MapkepoB HBO
AMHHOKHCJIOT, AI[UJIKAPHUTHHOB, OPTAHUYECKUX KHUCIIOT, HACIEICTBEHHBIX HAPYIICHUN
oOMeHa OPraHUYEeCKUX KHUCJIOT, JJIMHHOLIETIOYEUYHBIX JKUPHBIX KHUCIOT, MypUHOB U
NUPUMUJIAHOB B JeTckod mnonynsuuu Poccuiickon ®@enepaunui HE IO3BOJISET

MOJTHOCTBIO PEUIUTh 3Ty IPOOJIEMY B HACTOSIIIEE BPEMSI.

eab ucciaenoBanus
Onpenenuts 3HaueHHe W APPEKTUBHOCTH XPOMATO-MACC-CIIEKTPOMETPUHM B
7a0opaTOpHON JUArHOCTHKE HACIEACTBEHHBIX OoJjie3Her oOMeHa aMHHOKHCIIOT,

AIWJIKAPHUTUHOB, OPTaHUYECKUX KHUCIIOT, JKUPHBIX KHUCJIOT, MIyPUHOB U MUPUMUINHOB,

OLICHUTh pedepeHCHbIE HHTEpPBaJbl [JII 3THX MOKa3zaTeleil, a Takxke pa3padoTaTh

COOTBETCTBYIOIIME AJITOPUTMBI  KJIMHUKO-T1a00pAaTOPHOTO aHaiu3a BPOXKIACHHBIX

MeTa00INYECKUX HApYIIEHUN Y AeTeH.

3ajaum ucc/ie10BaHus

1. BbIIBUTH METOABI XPOMATO-MACC-CIIEKTPOMETPUYECKOr0 aHanu3a, 3(PQeKTUBHbIC
st OoOHapyXeHus  Haubojee  JUArHOCTUYECKH  3HAYUMBIX  MapKepoB
HACJIEJICTBEHHBIX HAapyLIEHUM MeTadonu3Ma aMHUHOKHUCIIOT, AalUJIKAPHUTHHOB,
OPraHUYECKUX KHUCIOT, OYEHb IMHHOLETIOYEYHBIX >XUPHBIX KHUCJIOT, IIYPUHOB U
MUPUMHUIUHOB.

2. OmnpenenuTh W paccyuTaTh pedepeHCHbIE MHTEPBAIBI TUAarHOCTHUYECKUX MapKepOB
aMUHOALWAONATHI, auuaypuil, MEPOKCUCOMHBIX OOJie3HEH, HapylIeHUil oOMeHa
IIyPUHOB M NHUPUMHUIMHOB B 3J0POBOM JETCKOM MONYJSUUM B PA3JIMYHBIX
BO3PACTHBIX TpYyNIIaX C HCHOJIB30BAaHUEM METOJA TaHAEMHOW XpOMATO-Macc-
CHEKTPOMETPUM W Ta30BOM XpomaTtorpadud C MaCC-CIEKTPOMETPUUECKHUM

ACTCKTHUPOBAHUCM.



3. Ouenutp 3G(PEKTUBHOCTH OMpPENEICHUS OCHOBHBIX (KJIACCUYECKUX) MapKEepOB
HapyleHui oOMeHa aMHUHOKHUCIOT, OPTaHUYECKUX KUCIIOT, AllMJIKAPHUTUHOB, OY€Hb
JUTMHHOIECTIOYEYHBIX >KUPHBIX KHUCIOT, MYPUHOB W NUPUMUJMHOB, MOJTYUYEHHbIC
XpPOMAaTO-MacC-CIEKTPOMETPUUECKUMUA METOJAMHU, U CO3/aTh chenuduyecKue
JMAarHOCTUYECKHE MaHeau Hanbosee HH(QOPMATUBHBIX MMOKa3aTeNeH.

4. BpIIBUTHh HOBBIE MACC-CIIEKTPOMETPHUUYECKHE JUATHOCTUYECKH 3HAYMMBIE MapKEPhI
HACJIEJICTBEHHBIX  HapylIeHW  oOMeHa  aMHMHOKHUCIOT,  alUJIKAPHUTHHOB,
OpPTraHUYECKUX KHUCJIOT, OYEHb MJIMHHOLETOYEYHBIX >KUPHBIX KHUCJIOT, MYPUHOB U
MUPUMUIUHOB.

5. Ompenenutb MOCIEIOBATENbHOCTh JUAarHOCTUYECKUX IIAroB Ha OHOXMMHYECKOM
YpPOBHE M pa3paboTaTh aaroput™M Ja0OPAaTOPHON MMATHOCTUKU HACJIEACTBEHHBIX
Oosne3Helt 0OMeHa aMUHOKHUCIIOT Y JIeTel pa3HOro BO3pacTa.

6. Onpenenutb aJIrOpUTM J1aOOPATOPHOM NTMATHOCTUKU HACIEICTBEHHBIX HapyIICHUUN
oOMEeHa OpraHMYECKUX KHUCJIOT y JeTel pa3jIu4yHbIX BO3PACTOB C NPUMEHEHHEM
METO/1a Ta30BOM XpomaTorpaduu ¢ MacC-CIIEKTPOMETPUUECKUM JI€TEKTUPOBAHHUEM.

7. PazpabotaTs anroput™m j1abOpaTOPHON NUATHOCTHKW HACJIEACTBEHHBIX HApPYIICHUIN
OYE€Hb UIMHHOLECIOYEUYHBIX JKUPHBIX KHCIOT B 3aBUCUMOCTH OT BO3pacTa ¢
UCIIOJIb30BAaHUEM aHaju3a COAEPKaHUS AlUIKAPHUTHHOB B CYXOM IISITHE KPOBU
METOJIOM TaHAEMHOU XpOMAaTO-MaCC-CIIEKTPOMETPHUH.

8. OueHUTh [AMArHOCTHUYECKYIO pOJb OMNPEIEICHUS OYEHb JIMHHOLEMOYEUHBIX
KUPHBIX KUCJIOT M UX COOTHOUICHUH MPU MEPOKCHCOMHBIX OOJIE3HIX U pa3paboTarh
COOTBETCTBYIOIIUH alITOPUTM ISl KX JA0OPAaTOPHOM JHATHOCTHKHU y JIETEH pa3HOTO
BO3pacTa.

9. Pa3paboraTh TMarHOCTUYECKUHN alTOPUTM BBISIBJICHHS HACIEICTBEHHBIX HapyIICHUN
oOMeHa MypUHOB W MHUPUMHUIMHOB C TOMOIIBIO OINPEICICHHUS YPOBHS JTaHHBIX
HYKJIEOTUJOB B MOYE MAIMEHTOB METOJIOM TaHJAEMHOW MacC-CHEKTPOMETpPHUHU, a
TaKXK€ ONPEACNIUTh JUAIa30Hbl MNATOJOTMYECKHX KOHUEHTPAUUM MJIsI TPYIIIbI
opdaHHBIX 3a00JICBAHUM MYPUHOBOTO U MUPUMHIMHOBOTO OOMEHa y JACTeH pa3HBIX
BO3PACTHBIX I'PYIIIL.

10. Onpenenuth TNOTEHIHAIBHYIO JAHATHOCTHYECKYI0 dS()PPEKTUBHOCTD BBISBICHUS
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B3aHMOCBS3€M MEXKAY MaCC-CIEKTPOMETPUUYECKUMH IMIOKa3aTeIsIMU y JIETEN C
HACJIEJICTBEHHBIMU  0OJIe3HAMH  OOMEHa  aMHHOKHUCIOT,  allMJIKAPHUTHHOB,
OPraHUYECKUX KHUCIOT, OYEHb IMHHOLIETIOYEYHBIX >XUPHBIX KHUCJIOT, IIYPUHOB U
MAPUMUJINHOB.

HayuHnast HOBU3HA HCCJIeIOBAHUSA

BnepBble B KOMIUIEKCHOM  Ja0OpaTOPHOM  KCCJIEOBAaHUU  OINpeJesieHa
3(QPEeKTUBHOCTh  MYJBTUIUIEKCHOTO  OMNPEIEICHUS  aKTyallbHbIX  METa0OJIMTOB
pPa3IMUHBIMU  BaJlUJUPOBAHHBIMH  XpoMartorpaUuecKuMu MeETOJaMU C  Macc-
CIICKTPOMETPHYECKUM JIETEKTUPOBAHHEM [UJII pAaHHEWM W TOYHOW JUArHOCTHUKHU
HACIIEJICTBEHHBIX HApYyIIEHWH OOMEHa aMHUHOKHUCJIOT, OpPraHMYeCKUX KHUCIOT,
anmikapauTuHoB, OJILDKK, nmyprHOB M NUpMMHAMHOB y NETEH, C HCIOJIB30BAHUEM
MaJioro oobema Marepuarna.

BrepBrie ycTaHOBIEHBI pePEpEHCHBIC HHTEPBAIBI JUATHOCTUYECKHX MAapKEpOB
(aMUHOKHCIIOT, AaUUJIKAPHUTUHOB, opranuyeckux kucior, OJLDKK, nypuHoB wu
MUPUMHIMHOB) HACJIEJICTBEHHBIX HApyIIEHUH OOMEHa B 3JI0POBOM JI€TCKOM MOIYJISLIUU
Poccutickonn @enepanuyu B pasiauMyHbIX BO3PACTHBIX TIpylmax. BeisABI€HO, 4TO [JIs
OOJBIIMHCTBA AMUHOKHUCIIOT, OPTAaHMYECKUX KHUCIOT U AI[WIKAPHUTHHOB pa3IudHas
KOHIICHTpAIUs UX B KPOBH 3aBUCHUT OT Bo3pacta peOeHka, Torna kak mist OALDKK u
IIYPUHOB ¥ IUPUMUAMHOB UX KOHIIEHTPALKS B KPOBU U MOYE HE 3aBUCUT OT BO3pPAcCTa.

JlokazaHa LEHHOCTb JWArHOCTHUKA C MPUMEHEHUEM MacC-CIEKTPOMETPUH Yy
NalMEeHTOB C JACPUIMTOM JTUTHAPONUPHUMHUANHA3BI W TEPBUYHOTO CHUCTEMHOTO
nedunMTa KapHUTHHA TPU HAPYIIEHUAX KIETOYHBIX OpraHeiUl, BIEPBBIC JOKA3aHO
[IEHHOCTh  OMpPEJENICHHUs] TATOJOTMYECKHX 3HAYeHHH MapKepHBIX METa0OJIUTOB
(cBOOOIHBIN U CBSI3aHHBIN KapHUTHH, YPaIlWI, TAMUH) TIPH 9TUX HAPYIICHUSX.

Pa3paGotansl  HayuyHble  OOOCHOBaHUSI Uil  QITOPUTMOB  JIMATHOCTHUKHU
HACJICICTBEHHBIX 0OJIe3HEW OOMEHa aMHHOKHUCIOT, allMJIKapPHUTHHOB, OPTaHUYECKUX
kucior, OIIDKK wu nypunoB, u mupumuauHoB. OrmpenencHa Oojee BbICOKas
auarHoctuyeckass 3(P(GEeKTUBHOCTh MPUMEHSEMBIX aJITOPUTMOB IO CPAaBHEHHUIO C
CYILIECTBYIOILIUMH.

Bnepsbie 1y qeTckoi momyIsSiuy B HaIllel cTpaHe pa3paboTaH JMAarHOCTHYECKUN
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aJITOPUTM BBISIBJICHUS HapyLIEHUM OOMEHa HYKJIEOTHIOB C IMOMOIIBIO OINpeIeTIeHUs
KOHIEHTPAIMA NyPUHOBBIX W MNHPUMHUJIUHOBBIX OCHOBAaHHW B MOYE MAIHEHTOB
METOJIOM TaHJAEMHOMN XpOMaTO-MacC-CIEKTPOMETPHUH.

BrnepBele  MeXIy — KOHIIEHTpAaMSIMM  HEKOTOPBIX  MApKEpPOB  BBISBIICHA
CTaTHCTUYECKN JOCTOBEpHAs B3aMMOCBA3b. Hannume CTaTUCTUYECKHM IOCTOBEPHBIX
BHYTPUTPYNIOBBIX KOPPEIALMI MEXIY Pa3IMYHbIMU JIA0OPATOPHBIMHU TMOKA3aTEISIMHU
ompenenser MNOTEHUUANbHYIO A()@PEKTUBHOCTh HAYYHOrO HCIOJIb30BaHUS 3THUX
MHOXECTB JaHHBIX, KaK OOBbEKTa MJis JAJIbHEHIIUX HCCIEIOBaHUI MeTaboau3mMa H

pa3pabOTKU HOBBIX MAPKEPOB HapyIIEHHI OOMeHa BELIECTB.

IIpakTHyeckasi 3HAYUMOCTh

JlokazaHo, 4TO MYJBTUILUIEKCHOE JIA0OPATOPHOE KOJIMYECTBEHHOE OMpeieNiCHre
aKTyaJbHbIX METAa0OJMTOB U3 MHUKPOOOBbEMa OHMOJOTUYECKUX MPOO0 Ppa3IUUYHBIMU
BaJIUIUPOBAHHBIMU XpoMarorpapuyecKuMu MeToJaMu uMeeT BBICOKYIO
auarHoctuueckyro 3¢ dexktuBHOCTh. Ha ocHOBaHMM 3TOro it MCHOJIb30BAaHUS B
nabopaTOpHOM  AMArHOCTUKE  PEKOMEHAYIOTCS  CIeAyIolMe  XpoMaTo-macc-
CHEKTPOMETPUYECKUE METOAMKU: aHAJU3 MATEH KPOBU METOJAOM TaHJIEMHOM XpOMAaTo-
Macc-CIIEKTPOMETPUHU, aHAJIU3 IJIa3Mbl KPOBH METOJIOM Ta30BOM Xpomartorpaduu u
Macc-CIIEKTPOMETPUH,  aHaJdu3  MOYM  METOJIOM  TaHAEMHOH  XpomaTo-Macc-
CIEKTPOMETPHUU U Ta30BOM XpoMaTorpaduu-macc-CieKTpoOMETpHUH.

PaccuntanHble HOBBIE pe(epeHCHBbIE AMANa30Hbl JUATHOCTHYECKUX MapKEepOB
HACJICICTBCHHBIX OOJie3Hel oOOMeHa Yy JeTe yBEIMYMBAIOT JUATHOCTUYCCKUE
BO3MOXKHOCTU.  [lokazaHo, 4YTO  XpOMATO-MacC-CHEKTPOMETPUYECKUNA  aHalu3
HACJIC/ICTBEHHBIX 0O0JIe3HEW OOMEHa MOJKET YCIENIHO HMCIOJb30BaH B MporpamMmax Iio
M3YUYEHHUIO NIATOT€HE3a HACIEICTBEHHbIX HapylleHH oOMeHa. OH MOXET MPUMEHSATHCS
IIMPOKO KaK JJi JUAarHOCTUKHU HApYIIEHUN OOMEHa y JNETei pa3iMYHbIX BO3PACTHBIX
IpyIII, TaK U B paMKaxX HEOHATAJIbHOT'O CKPUHUHTA.

B mactosmee Bpemsi B Poccmiickoit (denmepanmu AeCTByeT mporpamMma
Pacuimpennoro HeonatanbHOro ckpuauHra (¢ 01.2022) Ha BbIsSIBIEHHE HACJIEICTBEHHBIX
0ome3neit 0OMeHa, OCHOBHOW MPUMEHSEMbII METOJ] AMATHOCTUKY B paMKax MPOrPaMMBbl,

METOJI XpoMaTo-Macc-criekrpomeTpun. [lomydennsie B HacTosieit padote nannbie o PU
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Y HOBBIX JMAana3oHax MaTOJOTUYECKUX KOHIIEHTpalUi ObUIM OMyOJMKOBAHBI B HAIIUX
crarbsax [20, 21, 23, 25, 27] 1 UCIIOJAB30BAHbI B JUATHOCTUKE, a TAK)KE MPU COCTABIICHUU
MIPOrpaMMBbl 3TOTO CKPUHUHTA Ha Pa3JIMuHbIE BUJIbI HapylieHuit oomeHa. [lonyueHHbie B
paboTe pe3ynabTaThl MOTYT YUYWUTHIBATBCS MpH  pa3pabOTKe HHIAUBUAYAIbHBIX
JMArHOCTUYECKUX MPOLEIyp B pa3iMuHbIX JJabopatopusix Poccuiickoit denepanuu.
Pa3paboranbl  anropuTMbl  J1aOOpATOPHOM  JUATHOCTUKUA  HACJIEACTBEHHBIX
3a007€BaHU AMUHOKHUCIIOT, Al[WJIKAPHUTUHOB, OPraHUYECKUX KHUCIOT, MYPUHOB H
nupumMunaoB, OJIDKK Ha ocHOBE MynbTHUIUIEKCHBIX MNpOGUIEH 3THUX MapKEpoB.
[IpencraBneHHbIE aNTOPUTMBI, BKIIOUAIOT B C€0s1 MHOTOATAIIHBIN aHalu3 OuomaTtepuana
ckpuHUHTroBbIMU MeToAamu (BOXKX-MC/MC umn I'X-MC), ¢ yuyeroM KIMHUYECKHUX
JTAHHBIX W CEMEWHOTro aHaMHe3a MarueHTa. OmucaHbl CXEeMbl JIEHCTBUA MPOBEICHUS

muddepeHmanbHON JUATHOCTUKY C IPYTUMH BHJIaMU HapYIIEHUH oOMeHa.

OcHOBHbBIE M0JI0KEHUS JUCCEPTANNH, BBIHOCMMbIE HA 3AIIUTY
1. Ans  >¢pdexTuBHON  NMATHOCTUKM  HACIEICTBEHHBIX  HapyIIeHW  oOMeHa
AMHHOKHCIJIOT, alWJIKapHUTUHOB, opranndeckux kuciaor, OJLDKK, mnypuHoB u
MUPUMHUJIMHOB TpeOyeTcsi TMPUMEHEHHWE BaJIMAMPOBAHHBIX XpomaTorpaduyecKux
METOAMK KOJUYECTBEHHOTO OIpEJeieHUs MapKepOB JaHHBIX HapyIIeHUH C
UCIIOIb30BaHUEM BBICOKOd((DEKTUBHON XpomaTorpaduu ¢ pa3IuYHBIMU TUIIAMU
NETEeKIMU, TaHAEMHOM KUJKOCTHOM XPOMAaTO-MacC-CIEKTPOMETPUU, Ta30BOU
xpomatorpaduu Macc-CIeKTPOMETPUH.

2. XpomaTo-Macc-CIIeKTPOMETPUUECKUE METOJbl  SBISIOTCS 3 (PEKTUBHBIMU IS
KOMIUICKCHOM  OIIEHKM  OCHOBHBIX  (KJACCUYECKUX) MApPKEPOB  Pa3IUUYHBIX
HACJIEJICTBEHHBIX HapyIIeHUW OOMEHa CO CXOJHOW KIMHUYECKOW kapTuHoil. U3
MUHHMMAJIbHOTO KOJIMYECTBAa OHOJIOrMYECKOr0 MaTepuaia MOXKHO MOJYy4YUTh
MHOXECTBO OMOXMMHUYECKHX IIOKa3aTelield, KOTOPbIi HEBO3MOXHO MOJYYUTh
JPYTUMH aHATUTUYECKUMHU METOAaMHU.

3. Kinauko-n1abopaTopHblii pacuer pedepeHCcHBIX 3HAYEHU MapKepOB
HACJIEJICTBEHHBIX HapylIeHUH OOMEHa JOJKEH MPOBOJUTHCS C YUETOM BO3PACTHBIX
0COOCHHOCTEH ISl KaXKJ0M rpynnbel MapkepoB. Tak, s onpeneneHus pedepeHCHbIX

3HAYCHUM MAapKCpoOB AMHHOKHUCIIOT, AOWIKAPHHUTHHOB KW OPraHU4YCCKHUX KHCJIOT
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1e71ec000pa3HO BBIACIATH MATh BO3PACTHBIX TPYIII, a JAJISI OY€Hb JTMHHOIEIIOYEYHBIX
KUPHBIX KUCJIOT U MyPUHOB/TUPUMUIMHOB 3HaueHus PU He 3aBucAT oT Bo3pacra.

4. B nacrosimield paboTe ObUIM OMNpeAeieHbl pePepeHCHbIE HHTEPBAIBI MapKEPOB
3a00neBaHUN OOMEHAa aMHHOKHUCIIOT, AI[MJIKAPHUTUHOB, OPraHUYECKUX KHUCJIOT,
OALPKK, nypuHOB ¥ MNHUPUMUJIMHOB, TMOJYYEHHBIE JIMAMa30Hbl MOTYT OBbITh
UCIIOJIb30BaHbl B JlaJibHEWIIIEM, B KauyeCTBE OPHUEHTHpPA JJIsI COOTBETCTBYIOIIMX
HOPMATUBHBIX [IOKa3aTeJeH, OMpeAessieMblX B JAHMArHOCTUYECKUX J1abopaTopusix,
paboTaronux B paMKax MPOrpaMMbl PACIIMPEHHOTO HEOHATAIILHOIO CKPUHHUHIA U
JIPYTUX J1a00paTOpHUH.

5. Co3nanbl TMaHenu OMOXMMHYECKUX TIOKazaTeneil. [[ns JuarHOCTUKM KOHKPETHBIX
HapylleHuii oOMeHa WCIOJIb30BaHHE MYJbTUIUIEKCHBIX mpoduiiel mMapkepoB
3HAYUTETHHO MOBBIIAET dPHEKTHBHOCTH MU PEepeHITNATBPHON JTUATHOCTUKH.

6. BbIsiBIIEHbI OpHUEHTHUPOBOYHBIE MATOJOTMYECKUE KOHLEHTPAUUU JAUArHOCTUYECKHUX
MapKepOB HACIEJICTBEHHBIX HApYIICHH OOMEHa aMUHOKHCIIOT, alUIKapHUTHUHOB,
oprannyeckux kucinot, OALKK, nyprHOB U MUPUMHUIUHOB.

7. llpeyio)keHHbIE ~ aTOPUTMbl  MPUMEHEHUSI XPOMATO-MACC-CIIEKTPOMETPUUECKUX
METOJIOB TOBBIMAIOT 3PGEKTUBHOCTh JUATHOCTHUKMA HACIEACTBEHHBIX OOJIE3HEH
o0OMeHa aMHUHOKHCIIOT, allMJIKApPHUTUHOB, opranndeckux kuciot, OJLIKK, mypunos
U TUPUMUUHOB.

CreneHb 10CTOBEPHOCTH Pe3yJbTATOB HCCIEAOBAHUSA

CreneHb JOCTOBEPHOCTH PE3YyJIbTATOB MCCIIEIOBAHUSI 00ECTIEUMBAETCS U3yUCHUEM

KOPPEKTHOTO 4ucia o0cienoBaHHbIX (695 TalMeHTOB) U MOATBEPIKIACTCS

MPEJOCTAaBIECHUEM BCEX HMCXOJHBIX SKCHEPUMEHTANBbHBIX NaHHBIX. [l MOCTHXKEHUs

[N WCCIEOBaHUS B TIOJIHOM OOBEME pEIIeHbl BCE TOCTaBICHHBIE 3a7a4d C

MIPUBJICYEHUEM COBPEMEHHBIX BBICOKOTEXHOJIOTUYECKUX METOJOB MCCIEAOBAaHUS M

CTATUCTUYECKUX METOJIOB 0OpabOTKH NaHHBIX. BBIBOIBI, chopMyIupoBaHHBIE TOCIIE

JIETAIBHOTO aHaldM3a M CUCTEMATU3allMM COOCTBEHHBIX OJKCIEPUMEHTANBHBIX U

pPacyEeTHBIX pEe3yJbTAaTOB, OOOCHOBaHbl M IOJATBEPKIAIOT MPUUYUHHO-CIIEICTBEHHBIC

CBSI3U MEK]ly BCEMU pa3/€jaMU BBIIIOJHEHHOTO HCCIEI0BaHUS.

Breimonnenne  auccepTallMOHHOTO — WCCIEMOBaHHMS  OJOOpEHO  DTHUYECKUM
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Komuterom PI'MYVY (potokoin Ne 94 ot 14.12.09r.).
MeToa0s10rMsl M METOAbI HCCJICAOBAHUSA

MeTtononorust HCCIeA0BaHUS OCHOBAHA HA MPUHIIUIIAX TI0KA3aTEIbHOW MEULINHBI.
[IpuMeHeHbl anpoOUPOBaHHBIE KIWHUYECKUE, UHCTPYMEHTAIbHBIE M CTAaTHCTUYECKUE
METO/Ibl UCCIIEAOBAHMS, TPOBE/ICH aHAIIU3 JTUTEPATYPHI.
BHeapenue pe3yjbTaToB padoThl B IPAKTHYECKOE 3APABOOXPAHEHH e

[IpakTHueckne pPEKOMEHIALMU, COCTABJICHHBIE II0 PEe3yJIbTaTaM IPOBEICHHOIO
UCCIICIOBAHMs, BHEIPEHbl B Ja0OpPATOPUI0 MOJIEKYJSIPHOM U OMOXMMHUYECKOM
IMarHocTuku HaydHo-ucciienoBaTenbCKoro KIMHUYECKOTO HWHCTUTYTa IeAuaTpuu
MMEHM aKaJeMHKa 000CO0JeHHOM CTpykTypHoM mnoapasneneHun DPI'BY  BIIO
«PoccuiCKUi HaIlMOHAIBHBIA HCCIIEA0BATEIbCKUA MEIUIIMHCKAN YHUBEPCUTET UMECHU
H.M. IluporoBa» MunucrepcrBa 3apaBooxpaHeHus Poccuiickon @enepauuu, B
KIIMHUYECKy0 Jaboparoputo denepanbHOro MEHTpa HEOHATAJIbHOTO CKPUHHHIA Ha
HacieactBeHHeie Oonmesan DPI'Y «MHUM mnenuatpum W JIETCKOW  XUPYPTUM»
MuHucTepeTBa 31paBOOXPAHEHUS U connanbHOro passurus Poccuiickon denepanuu, B
IlenTp BHenpeHHs] MHHOBAUMOHHBIX U (hapmaneBTuueckux texnonoruit 'bOY BIIO
«PoccuiiCKui HaIlMOHAIBHBIA HCCIEI0BATEIbCKUA MEAUIMHCKAN YHUBEPCUTET UMEHU
H.M. IluporoBa» MunucrepcrBa 3apaBooxpaHeHus Poccuiickon @enepauuu, B
Poccuiickyto nmerckyro kinumHuudeckyto OompHUIly ®TAOY BO PHUMY um. H.N.
[TuporoBa Mun3zgpaBa Poccun, B YHHUBEPCHUTETCKYIO KIMHHMYECKYIO OosibHHIy Nel
[Tepporo MI'MVY um. .M. CeuenoBa, B HayuyHO-lIabopaTopHblii komriuiekc OOO
«JIabopaTopust XpoMaTOrpaQuIECKUX CUCTEM.
Anpobanus padoTsl

Amnpobanus paboThl MpoOBEIEHA Ha 3acelaHud  Kapeapbl KIMHUYECKOU
naboparopuoit guarHoctuku DJIIO0 ®I'AOY BO PHUMY um. H. W. Iluporosa
MunsapaBa Poccuu (mpotokonm Ne8 ot 11.12.2023r.). Marepuansl ucciaeqoBaHUs
JIOJIOKEHBI Ha €XEroJHbIX KoH(pepeHuusx: PoccuiickoM HalMOHAIBHOM KOHIpecce
«Yenosek u nekapctBo» (12—16 amnpens 2010r., MockBa, Poccus), Bcepoccuiickom
KoHrpecce «/IlHHOBAaIlMOHHBIE TEXHOJOTUHU B MEAUATPUU U JeTCKou xupyprum» (19-21

anpenst 2010r., MockBa, Poccus), Mexaynapognom KoHrpecce mo mnepuHataibHOM
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MenuuHe u VI EXerogHoM KOHIpecce CHNEeNUaliCTOB NEPUHATAIBHOW MEIUIMHBI
«CoBpeMeHHasi IePUHATOJIOTHSI: OpraHu3alvs, TEXHOJIOTUHU U KadecTBO» (16—18 urons
2011r., MockBa, Poccusi), Bcepoccuiickom ¢opyme «HaunoHanbHbie JHH
naboparopuHoit memuuunasl Poccun-2011» (4-6 oxts6ps 2011r., MockBa, Poccus),
8-th International conference on Tissue Science and regenerative medicine (11-12
ceutaOpss 2017r., Cunramyp), 8th Edition of International Conference on Mass
Spectrometry (12—13 wmapta 2018r., Jlongon, BemnukoOputanusi), The 5th annual
European congress of the association for mass spectrometry: applications to the clinical
lab (MSACL) (9-13 centsiops 2018r., 3anbulypr, ABctpusi), 1-m @opyme no macc-
cnektpomerpun Ha PKJIM-2018 (3—5 oxts6ps 2018 r., MockBa, Poccus), 2-m
®opyme no macc-ciekrpomerpun Ha PKJIM-2019 (11-13 centadps 2019 r., Mockaa,
Poccust), xondepenmun «MonekynsapHas auarHoctuka-2021» (9—11 wosiops 2021r.,
MockBa, Poccusi), Ha MEXIYHApOAHON HAyYHO-TIPAKTUUECKON KOHGEpeHIHUH
“MonexkynsipHass  nuarHoctuka 20237, Ha  BcepOCCHHCKOM  KOH(epeHIuu ¢
MEXIYHAPOJHBIM YyuyacThueM “Macc-CIeKTpOMETpUss U €€ MPUKIAIHbIE MPOOIEMBbI”
r.Mockaa, (30 okts16pst — 03 Hos1Opst 2023 rona).
JIMYHBIA BKJIAJ aBTOPA

ABTOp JIMYHO Yy4YacTBOBaJl HAa BCEX OJTamax TMOJATOTOBKU JHCCEPTAIlUU U
BBITIOJTHEHUHU UCCeA0BaHUN. JINUHO aBTOpOM cPOpMYITUPOBAHBI 1I€JIb UCCIEIOBAHUS U
3a/1auu JJIsl €€ JOCTHXKEHUS, a TakKe OOCYKJIEHHE pe3yJIbTaTOB, 3aKJIFOYEHUE, BBIBO/IbI
U TMPAKTUYECKHE PEKOMEHJAlMKM TOCJe MOoJIydyeHHUs, o0paboTku U 00O0OIIEeHUs BceX
TEOPETUYECKUX U MPAKTUUYECKUX PE3YJIbTATOB BHIIOJHEHHOTO UCCIEIOBAHUS.

ABTOp MpUHUMAT AKTUBHOE y4YacTHE B MOATOTOBKE HAay4YHbIX MNyOJWKalui MO
pe3yiibTaTaM MPOBEIEHHOTO HCCIEOBAHMS, BBICTYNAJ C HAyYHBIMU JOKJIaJaMu Ha
POCCUHCKUX M MEXKIYHApOAHBIX KOH(PEpEeHIUsAX, Yy4yacTBOBal B O(OpMIICHUU

AOKYMCHTAIMU JJIA IIOJIYUYCHHUA ABYX HOBBIX MCAUITMHCKHUX TEXHOJIOTHUH.

Iy0ukanuu mo Teme JUcCCepTALMU
Ilo utoram pa®oTel OmMyOJMKOBaHO 56 Hay4HBIX TPYAOB, U3 HUX 32 Hay4HbIE

pa6OTBI MMpCACTABJICHBI B JXYPHAJIaX, BXOAAIINUX B IMEPEUCHb BCAYIINUX PCUCH3IUPYCMbBIX
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HAay4YHBIX XYPHAJIOB, BKIIIOYECHHBIX BpICHIel aTTecTalmoHHOW KoMuccuen Poccun B
CIIMCOK W3JaHUW, PEKOMEHAYEMbIX IS OMYyOJMKOBAHHS OCHOBHBIX Hay4YHBIX
pe3yJIbTaTOB JUCCEPTALMM HA COUCKAHUE YUYEHOM CTEICHU KaHAWAaTa U JOKTOpa Hayk,
1 mMeromumyeckoe mocoOue ans Bpaued, 1 moHorpadus, 3aperucTpupoBaHbl 2 HOBbBIE

MCANITMHCKHEC TCXHOJIOI'NH.

CooTBeTcTBHE JUCCEPTANUY NACIOPTY CHEUHATBLHOCTH

Juccepranust COOTBETCTBYET MAaCHOpPTy HAY4YHOW cnenwainbHoctn 3.3.8 —
Knunuueckast nmabopaTopHas AMArHocTuka, o0aacTh uccienoBanus m. 7 «MeTojsl
nabopatopHoil  auarHocTuku. OnTuMuzanus ¢ pa3paboTKa HOBBIX  METOOB
UCCIIEIOBAaHUSI XUMHYECKOTO U KIETOYHOTO COCTaBa OMOMaTepualoB, OMpeNeSICHHE
TpeOOBaHUM W MOKa3aHUU K YCIOBHUSM UX MPUMEHEHUS; YCTaHOBJIEHUE PedEepPEHTHBIX
BEJIMYMH, TpelieNia KoJieOaHWl KaXIoro mnapamerpa OHOJOTHYECKUX >XUAKOCTEH H
HOPMAaJbHBIX KOJEOAHUN Il OTACIBHBIX KOHTHHTEHTOB (IO BO3pACTY, MOy, POIY
3aHATHH, cpeAe oOWTaHus); OMNpeAcieHue IUarHOCTHYECKON WH(POPMATHBHOCTH
71a00paTOPHBIX TECTOB U UX KOJICOAHUIN.
CrpykTypa u 00beM AUCCEPTALUU

Jluccepranusi COCTOUT U3 BBEJEHUSI, 0030pa JTUTEPaATyphl, IJIaBbl, OMKUCHIBAIOIIECH,
MaTtepuagbl M METONbl, MCIOJIb3yeMble B paboTe, TJaBbl € COOCTBEHHBIMU
AKCIEPUMEHTAIbHBIMU U PAaCUETHBIMU pe3yJibTaTaMu, TJaBbl C OOCYXIEHUEM
MOJYYEHHBIX PE3yJIbTATOB, 3aKJIIOUYEHUs, BBIBOJOB, IPAKTUUYECKHX PEKOMEHAAINM,
CIIMCKAa COKpAILIEHWH, CIUCKa JUTepaTypbl U mpuiokeHus. Pabora mpencraBieHa Ha
265 cTpaHuIlaX MAIMHOMKMCHOTO TEKCTa, BKJIIOYaeT 36 Tabnuil 1 43 pUCYHKOB, a TaKKe
[Ipunoxenue A, Bkimouvatomee 16 Tabmun u 18 pucyHkoB. CHUCOK JIMUTEPATYPHI

COAEPKUT 268 UCTOUYHUKOB, U3 KOTOPBIX 43 OTEUECTBEHHBIX U 225 NHOCTPAHHBIX.
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1. OB30P JIUTEPATYPbI
1.1. CoBpeMeHHasi AJMATHOCTHKA HACJIEJACTBEHHBIX 00JIe3Heil 00MeHa BellecTB

Hacnencreennbie HapyiieHusi oOMeHa BelIEeCTB TPeOyIOT OBICTPOM, HAEKHOU U
Ka4eCTBEHHOW MUAarHOCTUKU. UTOOBI NTHArHOCTHKA ObLIa MaKCUMaIbHO 3(P(HEKTUBHOM
CYIIECTBYIOT OIpEJEICHHbIE MOJXOJbl, BKJIIOYAIOIIKEe B €0 HECKOJIbKO OCHOBHBIX
atanos [20, 27].

IlepBbiii 3Tan — KIMHUYECKHH, KOTOPbIA OCYIIECTBIISIETCS BpadyaMu-IIeAUaTPpaMHU
Ha MEPBUYHOM OCMOTpE MalMeHTa, CO cOOPOM aHaMHe3a. B 3aBUCHMOCTH OT TOTO Kakue
OpraHbl M CHCTEMbl 3aTPOHYTHl 3a00JieBaHMEM TAlMEHTa, TO HAIMPABISIOT K
NpoQUIbHBIM CHENHANNCTaM, a OKOHYATENbHBIM JIMarHO3 0053aTeIbHO CTaBUTCS
BPauyOM-T€HETUKOM. MOKHO OTMETUTb, UTO Pa3HbIEC TUIIBI HACIIEICTBEHHBIX HAPYILICHUI
oOMeHa  BEMIECTB  XapaKTEPHU3YIOTCSA  CXOAHOW  KIMHUYECKOW  KapTUHOM U
pasHooOpaszuem cumnTomMoB [9, 19-21, 222]. IlosToMy ImOCTaHOBKA JaHar€Ho3a Ha
MEepBOM  KIMHMYECKOM  JTame  JOCTaTOYHO  MpoOJiieMaThdyHa H  BaXHYIO
JUArHOCTUYECKYIO POJIb UTPAET BTOPOM 3Tal — 1a00PaTOPHBIA.

Bropoii 3ranm — JjaboparopHbiii 3tan. JluarHoctuka HBO ocHoBana Ha
BBISIBICHUM TEX JIaDOpAaTOPHBIX MapKEepPOB, KOTOPHIE SIBISIOTCS XapaKTEPHBIMU
MeTa0OMMTaMU, TIOSBIICHUE WU TPEBBIIMICHUE KOTOPBIX TOBOPUT O JACPUIIUTE
dbepMeHTa, y4acTBYIOIIETO B METa0O0JIM3ME TOTO MJIM MHOTO COSAMHEHUS. DTa MOJIOMKa
dbepMeHTa «BKJIIOYAET» IMMOOOYHBIM WM aIbTEPHATUBHBIA TyTh MeTabonmM3Ma, B
pe3ynbTaTe 4ero cyocTpaT W MOOOYHBIE METa0OJMTHI, KOTOphIE HE O0pa3yloTcs Mpu
HOpMalbHON (QyHKIMU QepmerTta. OOpas3yromire BelecTBa OKa3bIBAIOT TOKCHYECKOE
JeCTBME Ha OpraHbl W TKaHU, 4YeM OOYCIaBIMBAIOT TSDKENbIEe KIMHUYECKUE
nposiBieHus. OnucaHHble OMOXUMUYECKHE TPOIECCHl MAKCUMAJIbHO TOYHO OTPa)karoT
OCHOBHOW 3aKOH MOJICKYJISIpHON Ouonoruu, cpopMmynupoBaHHbii ['appogom: «Oaun
red — oguH (epment» [20, 55, 99]. Jlns nMarHOCTHKM HACIEICTBEHHBIX OOJIE3HEH

oOMeHa BeIeCTB MUCIOJIB3YIOTCS CIIeAYIOIIHe JabopaTopHble MeTOIbI (Tabnuma 1).
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Tabmuma 1 — MeToasl, UCONB3yeMble ISl MPOBEIEHUSI TUArHOCTUKU HACIEACTBEHHBIX Oole3Hen
oOMeHa BEIIEeCTB Ha Pa3HBIX MATOTCHETUYECKUX YPOBHSX ITUX 3aboneBanuii [27]

MeToabl IMATHOCTHKH ‘ O0BbeKT ucciieI0BaAHUS
BUOXUMMYECKHWHA YPOBEHD (natosiorusi pepMenTa)
IlepBHYHBIi yPOBEHDb
(HapymieHue (pyHKIMOHHPOBaHUs (pepMeHTA WM (PEPMEHTHOr0 KOMILJIEKCA)
® TaHjeMHas MacC-CIIEKTPOMETpUs ® JI3MeHeHue aKTUBHOCTU (epMEeHTa
(BOXX-MC/MC, I'X-MC); Wi GEPMEHTHOTO KOMILIEKCA;
® UMMYyHO(pEPMEHTHBII METO; ® onpezeneHre KOHIIEHTpauun pepMeHTa u/uim
e BDXKX ¢ pasanuHbIME CIIOCOOAMH €ro Ko(hakTOpOB B pa3IMYHBIX OMOJIOTHYECKUX
JCTEKLIMH. cpenax.
Bropu4HbIi ypOBEeHb

(HapymieHue (GYHKIMOHHPOBAHHS MeTa00JMYeCKOro MYTH, BKJIKYEHHE MNaTOJOTHYeCKHX
MeTald0JIn4YeCKHUX IyTeil)

o TaHjeMHast MACC-CIICKTPOMETPHSI Omnpenenenre KOHIIEHTPAIUHN CIIEKTpa MapKEPHBIX
(BOXKX-MC/MC, I'X-MC); MeTabOIUTOB B OMOJIOTHYECKHX CpeaX.

® UMMYyHO(pEPMEHTHBII METO;

e BDXX ¢ paznuuHbIMH CITIOCOOAMU JIETEKIINH;

o [IMP.

MOJEKYJSIAPHO-TEHETUYECKHUM YPOBEHD (maT0J10THUsA reHa)

e TILIP ¢ geTexumeil 31eKTpohope3om; MyTanuu 1 noauMop(u3MbI B reHax,

o I[P B PEATBHOM BPEMEHI; KOJUPYIOUINX (epPMEHTHI U BCTIOMOTaTeIbHbIE
’ OCJIKU.

® [IpsiMOe CEeKBEHHPOBAHHUE;

o KanwuisapHslii 31eKTpodopes.

[pumeuyanne. BIKX-MC/MC — BbicOKOIQQEKTUBHAS KUIKOCTHAS XpoMaTorpadus
C MacC-CIEKTPOMETPHUIECKUM JETEKTUPOBAHUEM;
I'’X-MC — razoBast xpomarorpadusi ¢ Macc-ClIEeKTPOMETPHUECKIM JCTEKTHPOBAHUEM;
I[IMP  — nmpOTOHHO-MarHUTHBIH PE30HAHC;
[P  — momuMepu3anus LEMHON peaKIuu.

Tak xak npuunHo HBO sBASIOTCS reéHETUYECKHUE MATOJIOTMU, TO JUArHOCTHUKA UJIET
0 NyTH BbIABICHUS JedexkTHoro ¢epMeHTa, HapyuieHus Q(yHKIMOHUPOBAHUS
MeTa00INYECKOr0 MyTH U, COOCTBEHHO, BBISIBJICHHWE MYTAIlMU B T'€HE MOJICKYISPHO-
reHeTu4eckuMu merojgamu [22, 212]. [lpudem, npumeHsieMble METOAbI SIBIISIIOTCS
B3aUMHO TOATBEPXKIAOIIUMHU JApYyr JApyra, Tak jaua Metoga BIOXX/MC
MOJTBEPXKAAIONMINM SBJIseTCS dH3MMoauarHoctuka w/mnu JIHK-nuarnoctuka [2, 37].
[TosToMy, Bce METO/IBI M YPOBHH J1a00PATOPHON TUATrHOCTUKHU KaK OTJETIbHbBIC, TaK U B
Pa3IUYHBIX COYETAHUSAX, MOTYT MCIIOJIb30BAaThCA JJII MaKCUMaJIbHO OBICTPOTO
BBISIBJICHHSI HapylIeHWM OOMEHa BEIIECTB, YTO HEOOXOJMMO JJIsI CBOEBPEMEHHOTO

Ha3HA4YCHUA TCPAIIhH.
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1.2. IIpumMeHeHHEe XPOMATO-MACC-CIIEKTPOMETPHUYECKHUX METOA0B AaHAJIHU3A
B JIa0OPaTOPHOM THATHOCTHKE

Bo MHOrumx pas3BUTBIX CTpaHax MHUpPa MacCC-CHEKTPOMETPHUSA SABJISETCS CaMbIM
BOCTpEOOBAaHHBIM ~ METOJIOM  JTA0OpaTOpHOM  MeIUIMHBL.  Macc-cneKTpoMeTpust
MO3BOJISIET JETaJbHO HM3YYUTh META00JIOM M MPOTEOM YENOBEKAa, YTO MPAKTUYECKU
HEBO3MOXXHO CJIE€JaTh APYTMMHU METOJAMHU. JTH BO3MOXHOCTH OYEHb IOJE3HBI JJIs
Pa3BUTHUS TEXHOJIOTHI NEPCOHATN3UPOBAHHON U MPEBEHTUBHON MeAuUMHBL. Tak, macc-
CIIEKTPOMETPUSI TOAXOAUT JJisI TPOBEACHUS YINIYOJIEHHBIX MNPOPUIAKTUYECKUX,
CKPUHHMHTOBBIX OOCIEOBAHUM, HALIEICHHBIX HA BBIABICHUE PAHHUX MPOSBICHUM
n3MeHeHus metadbonusma [21, 22, 82, 134, 185].

B coBpemMeHnHo# 51a0opaTOpHOM JAMArHOCTUKE CYIIECTBYET METOJ «30JI0TOTO
CTaHJapTa» cpeau OMOXUMUYECKUX METOJI0OB — 3TO METOJ TaHJIEMHOM XpOoMaTo-Macc-
CIIEKTpoMeTpuM. [lid ompeneseHuss pa3jIMuHbIX TPYNN JUArHOCTUYECKUX MApPKEpPOB
ATOT METOJ] MCTOJB3YeTCS B pa3NuuHbIX Bapuanusx: xxugakoctHas (BOXX-MC/MC) u
razoBas (I’ X-MC) xpomaTtorpadus ¢ Macc-CIEKTPOMETPUUYECKUM orpezesieanemM [124,
134]. OCHOBHBIMH TPEUMYIIECTBAMU OSTUX METOAOB SBIAIOTCA CIEAYIOLIUE
TEXHOJIOTUYECKNE XapaKTEPUCTUKH:

® BBICOKAs TUAarHOCTUYECKAsi YyBCTBUTEIBHOCTb U CIEU(PUIHOCTH;

® BO3MOXHOCTb MOJYy4eHUs] THHOPMALIUK O CTPYKTYPE U3ydaeMbIX/OMpPeAeIsIEMbIX
BEIIIECTB;

® BBICOKAS CEIIEKTUBHOCTD, MO3BOJIAIOIIAS ONPEAEIATh AHATUTHI B CIIOKHBIX
MHOTOKOMITOHEHTHBIX CMECSX;

® BBICOKAS CKOPOCTh aHAIN34;

® KOMIUIEKCHBIE UCCIIEIOBAHUS,

¢ IIpucMiICMadi ce0eCTOMMOCTD aHAJIN3A.

XpoMaTo-Macc-CEeKTPOMETP  MPEACTaBISIET  COOOM  CIOXKHBIA ~ KOMILIEKC
AHAJIUTUYECKOTO O0OpYJOBaHUSI, COCTOSIIIMN M3 XpomaTorpauueckod CHUCTEMBI U
MacCC-CIIEKTPOMETPA. Xpomarorpaduueckas cuCTEMa  MOpeJHa3HaYeHa  JUJIA

xpoMmarorpaupoBaHusi — pa3AeICHUs BEHIECTB B PA3IUYHBIX CMeECAX (Hampumep,
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Oouosiornyeckux ooOpasiax). B 3aBucuMocTu OT crioco0a paszesieHus xpoMarorpadus
MOAPA3AEIAETCd HAa KUAKOCTHYIO U Ta30BYIO, UX Ha3BaHUE TOBOPUT O TOM, KaKUM
00pa3oM TPOUCXOAUT pa3JeCHHE BEIIECTB: B JKUAKOW WX ra3oBou (daze [82, 156,
203].

BricokoaddextuBnas xuakoctHas xpomarorpadpus (BOXKX) na ganHbiii MOMEHT
IIUPOKO MCMOJIB3YETCS B PA3IUYHBIX 00JIACTSIX MEIUIMHBI U Ouosioruu. C moMONIbIO
ATOTO METOAAa AHAIM3UPYETCsS OOJBIION KPYr BEIIECTB, KaK OPraHUYECKUX, TaK U
Heopranuudeckux [5, 21, 103, 203, 239].

[IpuHIMnO paboThl KUJKOCTHOM XpoMaTorpaduueckoil CUCTEMBI OCHOBBIBAETCS Ha
pa3eieHNH KUJIKUX CMECEd MEXIy MOJBHXKHOM M HEMOJBIXKHOW (azamu: Kuakas
(aza — sm0eHT U TBepaas (pa3a ¢ NPUBUTHIMU (QYHKIIMOHATBHBIMU TpynnamMu. OObEKT
UCCIIEIOBAaHUSI, KOTOPBIM JOJKEH ObITh IPEABAPUTEILHO MOJATOTOBIICH, B JKUJIKOM BHJIE
BBOJIUTCS B OJIOK WHXKEKIMHM >KHUIKOCTHOTO Xpomatorpada. CrenuanbHas cCUCTEMa
HACOCOB TIEPEKAYMBAET MOTOK MOJBIKHON (Da3el ¢ 00pa3iioM B XpoMaTorpapuiecKyro
KOJIOHKY, TJI€ U MPOUCXOJUT pa3/elICHHE BEUIECTB B MCCIEAYEMOW CMECHU MEXIY
MOBEPXHOCTHIO HETOABMKHOW (pa3bl M KOMIIOHEHTAMH >KUJKOW TOJBIIKHOW (ha3bl.
BemectBa B aHaIM3UpyeMoil CMECHM HMEIOT pa3HOE CPOJACTBO C KOMIIOHEHTaMH
KOJIOHKHU ¥ KHJIKOUW (pa3bl, MOITOMY OHHU aJCOPOUPYIOTCS U DIIOUPYIOTCA C KOJOHKHU C
pa3Hoil ckopocThio. Paznuunbie meroaukun BOXKX BapbHupyloT MO XapakTepUCTHKaM
XxpomaTorpaduuecKux KOJIOHOK — pa3mep 3epHa copoerTta (ot 1.6 mo 10 mxm), a Takxke
nmapamMeTpam paszjesieHus - auanazon aasieHus (400—-1500 6ap) B 3aBUCUMOCTH OT TOTO
KaKue CMeCH He0OX0aMMO pa3aensaTh (Xxpomarorpadguponars) [159].

B ornuume oT kuakocTHOM Xpomarorpaduu, B Ta30BOM Xpomarorpaduu
MOABIKHON (Da30i SABIIETCS WMHEPTHBIM ra3. JTa MOABMIKHAS (haza IMOJ JAaBICHHUEM
TaKKe€ TEPEHOCUT UCCIeayeMblii oOpaszenr B  XpoMmMaTorpaduyecKkyro KOJIOHKY
(menmoaBmxkHy0 ¢aszy) [156]. Taxxke, kKak M B IKHUJIKOCTHOM KOJOHKE 0Opasel
pa3zenseTcss Ha KOMIIOHEHTHI, KOTOPBIE JJIIOMPYIOTCA C Pa3HOW CKOPOCTBIO, U B UTOTE
MONaJaT B AETEKTOP.

Macc-cniekrpometrp (MC) - 3To 0OCHOBHOM 0JI0K 000pyI0BaHUSI, KOTOPBIN SBIISETCS

ACTCKTOPOM BCIICCTB, OIPCAC/LICMBIX B IIPOHOCCCE aHAIN3ad, MW IIOCJIIC PA3ACIICHUA
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BEILIECTB B KUJAKOCTHOM WM Ta30BOM XpoMaTorpapuyeckol CHUCTeME HCCIEAYEMbIi
oOpa3zer monajaeT B JETEKTOP.

Macc-cnekTpoMeTp UMeeT UCTOYHUK MOHU3ALMK, U HAa pUCYHKE | mpeacTaBieHbl
METO/Jbl HMOHM3AIMU TMPOOBI B JKUIKOW W Ta3oBoM ¢azax B XpoMaTo-Macc-
cnexktpomerpuu [239]. B naGoparopHoil quarHocTuke Hanbojee YacTO MCHOIb3yeTCs
nonuzanus sekrpocnpeeM (ESI), a Takke xuMudeckass HOHU3ALUS IPU aTMOCHEpHOM
JaBJICHUM, H3-32 YJ00CTBAa MX COYETAaHUS C JKUJIKOCTHBIMU Xpomarorpadamu, s

aHaM3a XKUJIKUX cMmecen [122, 204, 258].

METO/IbIl HOHU3AIIMH ITPOBBI B JKHIKOU PA3E

Xummyeckas
IEKTDOCIIDEiE HWonuzamus npu HOHII OOTOHOHU3AINS
pOcIp Tepmocmpeii arMochepHOM mpu atMmocepHOM
(ESD mpu atMo chepHOM
JIaBIICHUI TABIICHUI
TIABIICHUI

a)

METO/IbI HOHM3AIINHA ITPOBEI B TA30BOI ®A3E

DONeKTpOHHAS
XuMmJaeckas . HoHnsamms
HMOHM3AIIA DIeKTPOHHBII 3aXBaT

. HOHH3AIIIS B 3JIEKTPHYECKOM II0JIe
(«>IEeKTPOHHBII yoap»)

0)
Pucynox 1 — Meronbl MOHM3anMuM TPoObI B JKUIAKOW (@) M ra3oBod (0) ¢azax B Xpomaro-Macc-
CIIEKTPOMETPHH.

[Tocne pa3neneHust B )KUJIKOCTHOM XpoMaTorpauyeckol cucTteMe, UCCieayeMbli
oOpazer monajaeT B KamWUIAp UCTOYHUKA MOHU3AIUU MACC-CHEKTPOMETPA, KOTOPBIN
HaXOJUTCS TMOJi BBICOKUM HamNpsDKEHUEM. B 3TOT Kanmuiuisip OAHOBPEMEHHO MOCTYIAeT
ra3-pacnbUINTeNb, KOTOPbIA CHOCOOCTBYET PACHbUICHUIO MOCTYHAKOUIEr0 pacTBopa J10
o0pa3oBaHMs a’pO30JiA, COCTOSAIIETO M3 AJNEKTPOCTATUYECKU 3apsHKEHHBIX Kamenb. B
MpoIecCe JBUKECHUS Kareslb pacTBOpPA MPOUCXOAUT HUCIAPEHUE PACTBOPUTENS U KaIUIH
pacrajaioTcsi, KOIJa CHJIbl OTTaJKUBAHUSI MPEBBIIAIOT CHJIBI OBEPXHOCTHOIO
HaTsOKeHUs. 3-3a TOBTOPSIOMIMXCS MPOLECCOB HCHapeHusT W pacnaja Karelb
o0Opa3yeTcsi MEITKOAUCIEPCHBIN a3p030Jib, U B pE3yJbTaTe MOHBI 00pa3la NepexoasT B

razoByio dazy [93, 95]. Cxema paboThl TaHAEMHOTO XPOMATO-MaCC-CIEKTPOMETPA
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MpEJICTaBICHA HA pUCYHKE 2 [239].

Apron

Macc-cnekrpomerp 1 Slueiira coyaapenmii // Macc-cnexrrpomerp 2
C > & r >
N r/ s
MonexynapHeiit HOH \\\\1 - XapaKTepHeI¢ QParMCHTaPHLIC HOHBI
&
7 B By

Vv

| [ ) )

Pucynok 2 — Cxema paboThl TAHAEMHOT'O MacC-CIIEKTPOMETPA.
B mpomecce apyroro Tuma HMOHU3AIMU - XUMUYECKOM mpu aTtMochepHOM

JaBlieHUH, oOpasel] Moclie pa3lelieHHs] B JKUJKOCTHOM CHCTEME HAaNpaBisIeTCS B
KanuwuIslp MCTOYHUMKA HMOHM3AlMM Macc-CIeKTpoMeTrpa. B »Tom OJI0Ke MNPOUCXOIUT
HarpeBaHue rasza-pacnpuinrenis, u odpasua ao temneparypbsl 300-500°C. Nonuzanus
MPOUCXOAUT MOJ BO3ICUCTBUEM KOPOHUPYIOWIETO pas3psila BBICOKOTO HANpSKEHHUS, B
MPOIIECCE MOHHO-MOJEKYISIPHBIX PEAaKIUd MOJIEKYJl o0pa3iia C MOHAMU PACTBOPUTEIISL.
3aTeM HMOHM3UPOBAHHBIA O0pa3ell MOCTyMaeT Aajblle B MacC-CIEKTPOMETP, MPOXOJs
yepe3 JIMHHUIO JECOJbBAaTallMM, PACIOJNOXKEHHYI0 1oh yrioM 90° K HCTOYHHUKY
MOHU3aIMH, B IEPBYIO BAKYYMHYIO KaMmepy, Te oOpasen ganee PoKycupyeTrcsi HOHHOU
ontukon. Ecimm 1us aHanmy3a NOPUMEHSETCS  MAacC-CIIEKTPOMETP € TPOWHBIM
KBaJPYIOJEM, TO HOHBI, 00pa30BaBIIMECS HA MEPBOM KBaJIpyIoJie, Aajee MOCTyNnaloT B
AYENKY COYJIapeHUM — BTOPOM KBAJPYyIoOJb, KyJa TAKXKE IMOJAEeTC MHEPTHBIM ra3. B
pe3yJbTaTe MOHBI, MOMABIINE B SAYEUKY, MIPU COYJAPEHUAX C MOJIEKYJaMH WUHEPTHOTO
raza ToJBepraroTcs ¢parMeHTtanuu. 3aTeM, (parMeHTh TONAJar0T B TPETUH
KBQJIPyIOJib, TJI€ OHU PA3JEISIOTCA IO COOTHOIICHHIO MAacChl K 3apany (m/z), u
MTOJy4YEHHBIE CUTHAJIBI oOpabaTbIBalOTCs MIPOrPaMMHBIM obecrieueHuEM
aHajguTH4YecKoro obopymoBanus [204].

B ra3oBoil XpomMaTo-Macc-CeKTPOMETPUU CaMbIM PACIPOCTPAHEHHBIM CIIOCOOOM
noHmzaiuu B I'X-MC sBasiercs «3JIEKTPOHHBIM yaap», W B MEHbIIEH CTENEeHH
MPUMEHSIOTCS TIOJIOKUTENbHAS/OTPUIATEIbHAST XUMHUECKass MOHHM3aIuA. Takxke, KaKk U
B Cllyyae >KHUJKOCTHOM XpOMAaro-Macc-CIIEKTPOMETPUU B pe3yibTaT€ HOHU3ALUU
MOJIEKYJIbI BEIIECTB PACIMaal0TCsl Ha XapaKTepHbie (parMeHThl, COOTBETCTBYIOIIUE

KOHKpPETHOMY ompejaensieMomy BemecTtBy [139].
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B Hactosimiee BpeMs OmyOJMKOBaHbI PE3yJbTAaThl MHOTHX HCCIEIOBAHHUM 1O
OMpeNeNIeHUI0 JuarHocTuueckux mapkepoB HBO (aMUHOKHMCIOT, alMIKapHUTHUHOB,
OpPraHUYECKUX  KHUCJIOT,  JKUPHBIX  KUCIOT, TypPUHOB U  NUPUMUJIUHOB)
XxpoMaTtorpaUuecKuMi METOJIaMU C MAacC-CIEKTPOMETPUUYECKUM JI€TEKTUPOBAHUEM.
[Ipu aHanmuze 3TUX JaHHBIX OOpaIllalOT Ha ce0s BHUMAHHUE HEKOTOpPbIE OCOOCHHOCTH.
Tak, cornmacHO TaHHBIM JUTEPATYPhl TUArHOCTUKA HAPYIIEHUH OOMEHa aMUHOKHUCIIOT U
AlUJIKAPHUTUHOB C TPUMEHEHHEM XPOMATO-MAaCC-CIEKTPOMETPUUYECKUX METOJIOB
aHanu3a B Mupe Obuta Hayata B 90-X rojax mpomnuioro croyietus. B maHHbIx paboTax
MOAPOOHO OMHCHIBAIOTCS OCOOEHHOCTH METOJIOJIOTUHM METOJa JJisi NPUMEHEHUS B
7a00OpaTOPHON JIMATHOCTUKE BPOXKJICHHBIX HApyUIEHUH OOMEHAa AaMUHOKHCIOT |
anunkapautuHoB [70-72, 85, 268]. C navana 2000-X roJ0B HauMHAETCS MyOJIHMKAIUS
pEe3yJIbTaTOB HAay4YHBIX PabOT B acHeKTe CPABHEHUS METOAOJOTMH JIE€TEKTUPOBAHUS
aMUHOKHUCHOT. Tak, BBIXOAUT HECKOJbKO CTaT€él 1O CPaBHEHUIO  THUIIOB
xpomarorpadupoBanus u jgerekmuu [85, 88, 90], a Takke IMENbId psAJl CTATeH,
MOCBSIIIIEHHBIX JIETEKTUPOBAHUI0 AMUHOKHUCIOT B MSTHAX KPOBU C HCIOJIb30BAHUEM
HOBOM METOJIMKU MPOOOIOJArOTOBKHM — 0€3 JepuBaTHU3alMM MCKOMBIX aHAIMTOB [189,
194, 255]. AnanoruuHas cuTyalus CKJIaJbIBAa€TCA MPU H3YUYECHHH JIUTEPATYPHBIX
JTAHHBIX 10 OTMPEACIICHUIO AIMIKAPHUTHHOB B TIsITHAX KpoBU MeTo oM BOXKX-MC/MC
[59]. B ocHOBHOM, B OINyOJHMKOBaHHBIX CTaThsX COACPKUTCA HWHMOpPMAIUI O
METOJIOJIOTUH OIPEICIICHUS KOHIICHTpalui aiuikapHUTHHOB [59, 106]. Takxke, Kak 1 B
Cllydyae€  aMHUHOKHUCIOT, TNyOJNUKYIOTCS  pe3yibTaThl  paboOT,  MOCBSIICHHBIX
JNETEKTUPOBAHUIO AlMJIKAPHUTUHOB B IATHAX KPOBU C MCIOJIB30BAHUEM HOBOM
METOJUKU TPOOOMOATOTOBKH — 0€3 JIepuBaTHU3aIlMid HCKOMBIX aHaJMTOB, a TaKkKe
pe3yJbTaThl MCCIIEIOBAHUHN MO CTAOMIIPHOCTH allMJIKAPHUTHHOB B IsATHaX kpoH [100,
108, 150]. B HacTtosmiee BpeMsi MOYTH BCE Pa3BUTHIC CTPaHbl MPOBOISAT JUATHOCTUKY
AMUHOKHUCJIOT W al[WIKAPHUTHHOB C IMPUMEHEHHEM TAHAEMHON Macc-CHEKTPOMETPUH
[69, 84, 137, 145, 146, 149, 158, 199, 245, 262, 266].

Bosnbiioe konumyecTBo ctateid o npumeHeHun metoaa I'X-MC mjisi AuarHoCTUKH
HBO opraamveckux Kuciaot omy0iaukoBaHo B 90-x rogax IBaamnaToro croieTus. B aTux

HNCTOYHHKAX IIPHUBCIACHBLI 0COOEHHOCTH HpO6OHO,Z[FOTOBKI/I U OCpUBATH3alIUN AHAJINTOB,
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xpoMatorpaUpoBaHUsl U MaCC-CIIEKTPOMETPHUH, a TAKKE MEPEUUCICHBbl KIMHUYECKUE
Cly4ad, KOTOpbIE ObUIN IMarHOCTUPOBAHBI C MOMONIBIO JaHHBIX MeTOUK [1, 4, 74, 148,
184]. B mHacrosmiee BpeMs MeETOJ  Ta3oBOM  xpoMarorpaguu C  Macc-
CIIEKTPOMETPUUECKUM JETEKTUPOBAHUEM SIBJISIETCS JTAJOHOM JUIsl  OMNpEeeHUs
OpraHu4ecKux Kucior [124].

AHanu3 JIUTEpaTypHBIX MCTOYHUKOB IOKa3ayl, YTO OMyOJMKOBAH psAJ padoT C
OMMCAaHWEM  METOJOJOTMM M  BO3MOXKHOCTE  NPUMEHEHHS  XpOMaTo-Macc-
CIIEKTPOMETPUUECKUX METOJOB aHalih3a JJIsi KOJHUYECTBEHHOTO  OMpeeeHUs
JUTMHHOILICTIOYEYHBIX KHUPHBIX KHCIOT B OHMOJOTMYECKUX KUIAKOCTAX [76, 164, 165,
252].

JlaHHBIE JUTEpAaTypbl O JUArHOCTHKE HapyIIeHW oOMeHa MypuHOB |
MUPUMHUJIAHOB TIOKa3bIBAIOT, YTO Haubojee dYacTo Uil HMX KOJUYECTBEHHOTO
onpenenenus npumensercs meton BOXKX-MC/MC. Otu paboTsl Ob11M Oy OJTMKOBaHBI
B Hayase 2000-X rogoB Mpy akTUBHOM BHEJIPEHUH 3TOTO METOJA B MHUPOBYIO HAyYHYIO
U Ja00paTOpPHYIO MPAKTHKY. B 3THX HCTOYHWMKAX COAEpKUTCS HHOOpMAIHS O
METOJIOJIOTUH ONpPEEICHUS] KOHIICHTPALMi BEIECTB, B HEKOTOPBIX CTAThIX TaKKe
MIPUBOJISITCS Pa3IUYHbIC BAPHAHTHI MPOOOMIOATOTOBKHA 00Pa3Il0oB MOYH ManueHToB [118,
127].

1.3. HacineacrBeHHbIe 00/1€3HN 00MeHA AMUHOKHCJIOT

AMUHOKUCI0MbL — 3TO OPTraHUYECKUE COEANHEHHUS, B COCTABE KOTOPBIX UMEIOTCS
u kapookcuwibHbie (-COOH) n amunorpynmsl (-NH2), 6marogaps ueMy oHM 007a1ar0T
CBOMCTBAMH W KHCJIOT, U OCHOBAaHWU. AMHUHOKHUCIOTBHI SIBISIOTCS HEOOXOIUMBIMU
BEIIIECTBAMU — MCTOYHUKAMU CHHTE3a BCEX OEJIKOB UEJIOBEUECKOTO OpPraHu3Ma, B TOM
yucie OETKOB KOCTEH, MBI, CBS30K, CYXOXKWIHH, HOITEH, BOJIOC M BHYTPEHHHX
OpraHoB. AMUHOKHUCIOTHI SIBJISIIOTCSL CyOCTpaTOM Il CHHTE€3a BCEX TOPMOHOB,
(dbepMeHTOB U HelipomeauaTopos [64, 147, 169, 222].

Bpoxnennbie HapylieHuss oOMEHa aMUHOKHUCIOT (aMUHOAUUJIONATUHU) — 3TO
rpynna MeTaOOJIMYEeCKHX HapylIeHWH, B OCHOBE IIaTOT€HE3a KOTOPBIX JIeXKaT
reHeTuyeckue JeexkTsl oOMeHa aMUHOKUCIOT. B pe3ynbrare reHeTHyecKo MyTauuu

HapylIaeTcsi CUHTE3 ONPEeNeNIeHHOro (epMeHTa, KOTOPBIM y4acTBYeT B METa0OIU3Me
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AK, uTo BiieueT 3a coO0OM HaKoIUIeHUE MO0 cyOcTpaTa, 10O TOKCHUYHBIX METa0OIUTOB.
Hanpumep, ankanToHypusi — nepBoe 3a00JieBaHUN ATOM TPYIMIbI, KOTOPOE BIEPBHIC
onucan Ckpubonuyc (Scribonius) B 1584 romy, Ho Toipko cmyctss 300 jer Obuio
UJIECHTU(PUIMPOBAHO BEIIECTBO, BBIACISIEMOE C MOYOM ATUX MAlUHUEHTOB —
TOMOTEHTU3WHOBAS KUCIIOTa, KOTOpas U SIBISAETCS OMOXMMHUUYECKUM MapKepOM JaHHOTO
3aboneBanus [57, 173, 188].

Yacrora  Berpeuaemoctu. OOmass  pacnpoCTpaHEHHOCTh  HApYUIEHUU
MeTaboIM3Ma aMUHOKUCIIOT 1I0CTAaTOYHO PA3HOPOJHA, U OTIIMYAETCS B 3aBUCUMOCTU OT
TUNOB HapyuieHuil. [1o HEKOTOphIM OMyOJMKOBAHHBIM JAHHBIM OHA COCTaBIISIET OT
1:3000 go 1:5000 maTosoruii HOBOPOXKAEHHBIX [37, 65].

Kanaccupukanusa. [lpunnun xnaccuukaluu amMUHOALUIONATUM OCHOBAaH Ha
rpynmnax aMAHOKHCIIOT, AedeKT 0OMeHa KOTOPBIX SBISETCS MPUINHON 3a00eBanus [0,
75, 206, 213, 243]. HexkoTopble aMUHOAITUAOTIATUHA MOTYT OBITH BBI3BAHBI BPOKICHHBIM
neUIUTOB HECKOIBKUX (PEPMEHTOB, IMOATOMY /Ui HEKOTOPHIX 3a00JeBaHUN
BBIJICJISIFOTCS. HECKOJIBKO THIIOB, SIBJISIFOLIUXCA CAaMOCTOSITEIbHBIMU HO30JIOTHSIMH,
Hanpumep, tTupo3uHemus [-III tunos. M3 OCHOBHBIX Ipynn aMHUHOAUUIONIATUN MOYKHO
BBIJICNIUTH cieaytomue [66, 101, 114, 133, 218]:

® TIATOJIOTUU OOMEHA CEPOCOepKAITUX AaMUHOKHUCIIOT;

® TATOJIOTUX OOMEHA aMHUHOKHUCIIOT, YYaCTBYIOIIHX B IIUKJIE CHHTE3a MOYEBUHBDIL;

® T1ATOJIOTUW OOMEHA apOMATHYECKUX AMUHOKHUCIIOT;

¢ jedeKThl TPAaHCTIOPTAa AMUHOKHUCIIOT;

® [IAaTOJIOTHH OOMEHAa aMHHOKHCIIOT C paSBeTBHeHHOﬁ OCIIBIO.

Tun naciaenoBanusi. bonbmnHcTBO HapymeHuit oomena AK wHacnemyrorcs mo
ayTOCOMHO-PEIECCUBHOMY THUITYy. OJTHUM 3a00J€BaHHUSAM TMOJBEPKEHBI JHIA 000X
noysioB. Poautenu OONBHBIX J1€T€l MOTYT OBITH 370POBBI, HO MPH 3TOM SIBISTHCS
IFE€TEPO3UTOTHBIMU HOCUTEISIMH MYTaHTHOro TreHa. HOCUTEnhCTBO MOXKET OBITh
00yCTIOBJIEHO POJICTBOM POJUTENEH, WM UX MPOUCXOXKJICHHE M3 OJHOM, 3a4acrylo,
JOCTaTOYHO H30JIMPOBAHHOM MECTHOCTH. YacTto, B pOJOCIOBHBIX JIE€TEH C

aMHHOAlIMAIIaTUAMM BCTPCUAIOTCA ClIydau CXOI[HOﬁ IIaTOJIOTHHU HJIN paHHeﬁ CMCPTHU B
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MJIaJICHYECTBE OpaTheB U cecTep mpodaHa.

IlaTorene3 amuHoamuaonatuii oOycloBiIE€H OMOXMMHUYECKUMH HapyIICHUSMH,
KOTOpBhI€ pa3BHUBAIOTCS  BcliencTBUe Aedunura (¢GepMeHTa, YYacTBYIOIIETO B
MeTaboau3Me aMUHOKUCIOTH. B pesynbprare mpoucxomut HakorieHue AK unu ee
MPOU3BOJIHBIX B  OHOJOTMYECKUX JKUAKOCTAX M  TKaHSIX, YTO OKAa3bIBaeT
HeOJIaronpusiTHOE JIEMCTBUE HA OPTaHU3M MAllMEHTa, TaK KaK 3a4acTylo, MPOU3BOIHBIC
UMEIOT TOKcHueckue cBoiicTBa (Tabnuua 2). OTAENbHO MOXHO BBIJICTUTH TPYMILY
3a007€BaHNM, TPUYMHON KOTOPBIX ABISIOTCS AC(EKThl TPAHCIOPTA AMUHOKHCIOT B
KHUIIIEYHUKE U MOYKAX, B PE3yJIbTaTe YeTO pa3BUBAETCA HEJOCTATOUHOCTh AMUHOKHUCIIOT
[54, 81, 113, 126, 154, 155].

BrienstoT ocHOBHBIE MaToreHeTudeckue ciieHapuu [17, 18, 46,47, 67, 142]:

- Hapymienne mnoctymieHuss AK B TKaHHU, HEJOCTaTOYHOCTh MEMOpPaHHOTO
TPAHCIIOPTa AMUHOKHCJIOT B KJIETKU TOJOBHOT'O MO3Ta;

- IIpsAMOe TOKCUYECKOE NEUCTBUE HAKAIJIMBAOLIAXCSA AK (mpu
TOMOLIUCTUHYPHUH); Wi HaKOTUJICHUE UX  TOKCHUYHBIX MEeTa0O0JIMTOB
(CyKUMHMIIAIIETOHA M CyKIMHWIAIleToaleTaTa Npu TUpo3uHemun | Tuma; wumu
TOMOTEHTU3WHOBOW KUCIIOTHI IPU AJIKAITOHYPHH);

- TOKCUYECKOE [IeCTBME aMMHaKka Ha TKAaHW TOJOBHOTO MO3ra M BHYTPEHHUX
OpraHoOB, W3-3a HApYyIIEHUs €ro YTWIHW3alluhd U O00pa30BaHUS MOYEBHUHBI (MpU
nedexrax (HepMEHTOB, yUACTBYIOIIUX B IIMKJIE CHHTE3a MOUYEBHHBI );

- nepunutr AK THpo3uHa U HelipoMenuatopoB (Ipu GEHUIKETOHYPUH); TePUIUT
apruHuHa (MpU apTUHUHSHTAPHOW anujaeMuu, UUTpyuinHemMuu | Tuma,);

- nepunutr AK wu3z-3a nHapymenuss ux BcackiBaHus B JXXKT u peabcopbuuu B
nouykax (mpu Oone3Hu XapTHyna, JIU3UHYPUUECKOM HEMEepeHOCUMOCTH Oenka,
TUAPOKCUKUHYPEHUHYPHH);

- uaruoupoBanue cuHarncoB I[[HC, peunentopoB Mo3roBoi TkaHu (mpu
HEKETOTHUYECKOM TUIIEPIIIHIITUHEMHUH ),

- BTOPUYHOE UWHTHOMpOBaHUE (PEPMEHTOB: HH3UMOB TJIOKOHeoreHeza (mpu
nedexrtax IMKIa CHUHTE3a MOYEBHUHBI, TUpO3uHemMuu | Tuma), aeruaparasbl S-

aMUHOJIEBYJIMHOBOM KUCIOTHI (Mpu TUpo3uHeMuu | Tuma).
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Tabmuuma 2 — YpoBeHb aMUHOKHCIOT B OHOJOTHMYECKUX JKHAKOCTSIX M HM3MEHEHHE IpyTux
na0opaTOpHBIX TOKa3aTeNIel MpU HACIECTBEHHBIX aMMHOALUAONATUSAX C PA3HBIMU HO30JIOTHYECKUMHU

dbopmamu [36]

YpoBeHb AMHHOKHCJIOT .
HN3meHeHue J1a0opaTOPHBIX MOKAa3aTe el

68 Kposu 6 moue

1 2 3

1. BOJIE3HU OBMEHA APOMATHYECKUX AMUHOKHUCJIOT

1.1. ®enniakeToHypHUsi, 00yCJIOBJICHHAS] AeUIUTOM (PeHHJIATAHUHTHAPOKCHIA3BI

Bricokoe conepxaHue Bricokas skckpenyst [IpucyrcTBre B MoUe (hEHHITTMPOBUHOTPATHOM,
(deHnnananuHa, HU3KUN | peHuananuHa (beHNITMONI0YHOH, (PEHMITYKCYCHON KHCIOT
YpOBEHb THUPO3HHA

1.2. ®eHnakeToHypHusi KopakTOpHas

Bricokoe conepxaHue Bricokas skckpenyst [IpucyrcTBre B MOYe (hEHHITTMPOBUHOTPATHOM,
(beHunananuHa, HU3KUN | peHuananuHa (eHUTMOI0YHOH, (PEeHMITYKCYCHOM KHCIIOT;
YPOBEHb THUPO3HMHA HKCKpELUs] HEAaKTUBHBIX (hOpM

TUTUAPOOHONITepUHA, OMONTEpHHA

U TMPEIIECTBEHHUKOB TETPAruIpoOOHONTEPHHA;
HU3KOE COJIEpP’)KaHNE B JIMKBOPE TOMOBAaHUIMHOBOU
U S-TUAPOKCHUHUH]IOJIIYKCYCHOM KUCIIOT

1.3. Ankantonypus

- ‘— ‘BBICOKaSI DKCKPELMsi TOMOI€HTU3MHOBOU KHCJIOTBI

1.4. Tupo3unemus I Tuna

Bricokoe conepxaHue Bricokas skckpenyst Bricokas skckpenus 4-rujpokcu(eHmIMOI0YHOM,

THUPO3MHA, (peHMIIaTaHUHA | THPO3HHA, 4-rupOKCUPEHWITHPOBUHOTPATHON KUCIIOT,

Y METUOHHUHA (beHnnanannHa, N-aueTunTHpo3uHa, pyMapuiIaleToanerara,
METHOHUHA Majlewianeroanerara, CyKIMHUIAeTOHa,

CYKLIMHWJIALIETOALETaTa U S-aMUHOJIEBYJIMHOBOU
KHCTIOTHI;, BRICOKHH YpOBEHb a-(peTonmpoTernHa
B KPOBU; HAPYLIEHU KOATYJISILAN

1.5. Tupo3unemus Il Tuna

Bricokoe conepxaHue Bricokas skckpenyst Bricokas skckpenus 4-rufpoxkcudeHu-
TUPO3HMHA, NHOTAA TUPO3HMHA, NHOTAA MUPOBUHOTPATHOH, 4-TUAPOKCU(EHUIMOIOYHOM,
(beHnnananuHa (beHnnananuHa 4-rupoKCU(PEHMITYKCYCHOH, (heHMITyKCYCHOM

KHUCJIOT, N-alleTUITUPO3UHA

1.6. XaBkuHcunypus (Tuposudemus 111 tuna)

Bricokoe conepxxanue Bricokas skckpenus MeTtabonndeckuii anua03, BEICOKAsT IKCKPEIIHSI
TUPO3UHA TUPO3UHA 4-ruipoKcu(eHUIMOTIOYHOH,
4-ruApOKCUPEHIITTUPOBUHOTPATHOM,
4-ruAPOKCUPEHIITYKCYCHOW KUCIIOT

1 XaBKkuHCHHA — (2-L-ttucrenn-S-yl-1,4-
dihydroxycyclohex-5-en-1-yl)-ykcycHas kucnora

2. BOJIE3HU OBMEHA AMUHOKHUCJIOT, YYACTBYIOIIMUX B HUKJIE CHHTE3A MOYEBHMHBI

2.1. I'mnepamMmmoHuemMus ¢ neGuuuToM N-aleTHITIYTAMATCHHTETA3bI

Bericokoe conepxanue Bericokast akckpenus Bricokoe conepikaHne aMMuaka B KpOBH
AJIaHWHa, I''TyTaMHHa AJIaHWHa, ITyTaMHHa

2.2. 'mnepamMmmonuemus ¢ fepuuuToM kapoamouniadocharcuuTeTasbl

Bericokoe conepxanue Bericokast akckpenus Bricokoe conepikaHne aMMuaka B KpOBH
aJlaHrHa, I'TfyTaMruHa aJlaHWHa, I'TyTaMruHa

U JIU3H1HAa U JIU3H1Ha
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IIpooonscenue mabauyvi 2

1 | 2 3
2.3. 'mnepamMMoHHeMusi ¢ 1e()MIIUTOM OPHUTHHKAapOaMOWITpPaHcpepaspl
Bricokoe conepxanue Bericokast akckpenus Bricokoe conep:kaHne aMMuaka B KpOBU
aJlaHMHA, TITyTaMUHA aJlaHMHA, TIIyTaMUHAa ~ |M OPOTOBOH (yparmiakapOOHOBOI) KHUCIOTHI
U IM3MHa U IM3UHa B MOY€
2.4. luTpyiimHeMust
Bricokoe conepxkanue Bericokast akckpenus Bricokoe conep:kaHne aMMuaka B KpOBU
LHUTPYJUTUHA, HU3KHHA LUTPYJIIMHA U OPOTOBOM KHMCJIOTBHI B MOYE

YPOBEHb apIMHHUHA

2.5. ApruHUHSAAHTAPHAS allHIeMHUsI

Bricokoe conepxaHue Bricokas skckpenus Bricokoe conep:kaHre aMMHaKa B KpPOBU
aAprUHUHAHTApHOU AprUHUHSHTApHOU

KHCJIOTBI, UUTPYJUINHA U | KUCIIOTHI, IUTPYJIJINHA

[JIyTaMUHa, HU3KAH U TIIyTaMUHa

YPOBEHb aprUHUHA U
acIiaparuHOBOM KHCJIOTHI

2.6. AprunnHeMust

Bricokoe conepxaHue Bericokast akckpenus YMepeHHOe yBEINYEHHE YPOBHS aMMHaKa
apruHuHa apruHUHA, JIU3HMHA, B KPOBH

OpPHUTHHA, LIUCTHHA,

IJIMLUHA

2.7. CuHApPOM IrHIIePOPHUTHHEMMH, THIIEPAMMOHMEMHH, TOMOUMTPY/JIMHYPHH

YBenudeHue conuepkaHus | YBenudeHa dokckpeuus |lloBblieHre ypoBHS aMMuUaka B KPOBH,

OpPHUTHHA, a TAK¥Ke TOMOIIMTPYJUTHHA AKTUBHOCTH TPAHCAMMHA3 U MISIIOYHOM
rJIyTaMuHa docdarasbl, Hepenko cHkeHue ypoBHs VII
Y aJlaHuHA 1 X-(pakTOpOB CBEPTHIBAHUS; YBEITMUCHUE

SKCKpPELUH OPOTOBOM KHUCJIOTBI

2.8. 'mnepopHUTHHEMHS € 10JbYATON aTpodueli cOCYyANCTONH 0007109KH M CETYATKH I71a3a

Bricokoe conepxkxanue YMepeHHo yBenuueHa |—
OpPHHUTHUHA TIPU HKCKpELHs aprTHHIHA
YMEPEHHOM CHHUXEHHUH U IM3UHA

YPOBHs JIM3HHA,
[JIyTaMUHA U
[JIyTAMUHOBOM KUCJIOTBI

3. BOJIE3HU OBMEHA CEPOCOJEPKAIIINX AMUHOKHCJIOT

3.1. 'omouucTHHYPHS, 00YCJIOBJIEHHAS] 1e(PUINTOM S-IIMCTATHOHHUHCHHTA3BI

VYBenudeHue couepkaHus | YBEIU4eHa dDKCKpenus |—

METHOHUHA, CHH)KCHUE METHOHUHA, CHI)KCHUE

LHUCTUHA, HAJIMYUE YPOBHS LINCTUHA,

TOMOIMCTHHA HAJINYKME TOMOLMCTHHA

3.2. 'omonucTuHYypHs, 00yciaoBaeHHas JepuuuTom N(5,10)-MeTHICHTETPArHAPO(POJIATPEAYKTA3bI
Hwuskuit ypoenn Hwuskas sxckpenus -

METUOHHWHA, HaJIMYue METHOHHWHA, HaJIMYue

TOMOIMCTHHA TOMOIIMCTHHA

3.3. F'omouucTHHYpHS, 00YCJIOBJIEHHAS] HAPYLIIEHUSIMH MeTa00/1u3Ma KOOAJaMUHA

Hwuskuit ypoenn Hwuskas sxkckpenus MeranobnacTuueckas aHeMus, pu psje Gopm
METHOHUHA, METUOHMHA, HAJIMYME  |IMIOBBIIIEHA DKCKPELUS METHIMAIIOHOBOM,

HaaIn4Yue roMOIMCTHHA TOMOLIMCTHHA (I)OpMI/IMI/IHOFJIYTaMI/IHOBOf/'I KHCJIOT
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3.4. 'mnepmeTnoHNHEeMuUs1, 00yCJIOBJICHHas ie(H

HMTOM METHOHMHAAEHO3WITPaHCcPepasbl

Bricokoe conepxanue Bricokas skckpenst
METHOHUHA METHOHHWHA

3anax «KUIAIEN KarmyCcThD»

3.5. 'mnepmeTnoHnHeMusi, 00ycJIOBJIeHHas Ae(u

HHUTOM S-aIleHOSI/I.]'Il"OMOI[HCTCHHFI/I}IPO.]'I&S

Bricokoe conepxxanue Bricokas skckpenst
METHOHUHA, METHOHUHA
YMEPEHHOE MOBBIIICHHUE
YPOBHSI TOMOIIMCTHHA

B kpoBU MOBBIICHNE YPOBHS
KpeatuH(pochOKHHA3KI, TPAaHCAMUHA3,
CHIDKEHHE YPOBHS albOyMUHa,
yBEIMUEHHE TPOTPOMOMHOBOTO BPEMEHHU

3.6. 'mnepmeTnoHnHeMusi, 00ycJIOBJIeHHas Ae(u

LUTOM IVIMIUH N-MeTWITpaHcpepasbl

Bricokoe conepxanue Bricokas skckpenst
METHOHUHA METHOHHWHA

B CBIBOpOTKE KpOBH MOBBILIEHA AKTUBHOCTh
TpaHCaMHHAa3 U YPOBEHb S-aJIeHO3WIMETUOHUHA

3.7. lucraTHOHMHYPHUS

Bricokoe conepxxanue
MUCTAaTUOHUHA

Bricokas sxkckpenus
UCTAaTUOHUHA

[IpucyrcTBre B KpOBH U MOYE
N-aneTunmucTaTHOHNHA

4. BOJIE3HU OBMEHA

I'MCTUAUHA, I'VNIMIWHA U JIM3UHA

4.1. 'ucTuanaeMus

Bricokoe conepxanue Bricokas skckpenst
TUCTHAAUHA TUCTHAAUHA

IIpucyrcrBre B MOYE UMUAA30JIIIUPOBUHOIPAHOM,
VMMHM/1a30JIMOJIOYHOM, UIMHIA301YKCYCHON KUCIIOT

4.2. HexkeroTH4eckasi TMNepriauliuHeMust

Bricokoe conepxanue Bricokas skckpenst
TJIMIHA TJIMIHA

Bricokoe COZACPIKAaHUC I'TMIIMHA B JIUKBOPC

4.3. 'unepau3uHeMust

Bricokoe conepxxanue
JIM3UHAa

Bricokas skckpenus
JIN3UHA, PeXE
TOMOAPTUHHUHA

Y TOMOLMTPYJUJIMHA

VMepeHHa;I runcpaMMOHUCMUA,
TMOBBIIIICHHAA SKCKpCHHA CaxapOIllnHa

5. BOJIE3HU, CBA3AHHBIE C TPAHCIIOPTOM AMUHOKHCJIOT

5.1. JIu3uHypnyecKkasi HemepeHOCUMOCTh OeJIKa

Huskoe conepxanue Bricokas skckpenyst
JIM3UHA, apTUHUHA U JIM3UHA, apTUHUHA
OpHUTHUHA, MOBBIICHUE |U OPHUTHHA
YPOBHS aJlaHUHA U
IJIyTaMHHA, MHOT 1A
CEpHHa, TIUI1HA,
IIPOJIMHA U HUTPYJUIMHA

YMepeHHas runepaMMOHUEMUs,
MIOBBILICHHAs KCKPELMST OPOTOBOM KUCIOTHI

5.2. Boae3ns XapTHyna

YMEpEeHHO CHUKEHHOE I'enepanuszoBanHas
WM HOpMaJIbHOE TUIEepaMUHOALUAYPUS
coJepKaHue

AMHHOKHCJIOT

WNHponypust, ”HIUKaHY U

5.3. 'mapoKCHKMHYpeHYpHS

Bricokas 3KkCKpelnst KHHYPEHUHA, KCAHTYPEHOBOM
U KMHYPEHOBOW KHCJIOT,

HU3Kasl OKCKPELUsl HUKOTUHOBOU KUCIIOTBI

Y HUKOTHHAMMJA
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Kiaunuveckas kapTuHa. AMUHOAIUIONATAA HUMEIOT CXOJHYIO KIHMHHYECKYIO
KapTUHY: 3aJiepKKa (PU3NYECKOTr0 U TMCUXOMOTOPHOTO Pa3BUTHUS, aTaKCHs, CyAOpOTH,
HapylIeHUE MBIIIEYHOTO TOHYCA, YBEIMUEHUE MEUCHH, IEPMATUT, MMOPAKEHHUE OPTraHOB
3perusi. (OcCoOOEHHO TSDKENO TATOJIOTMM MPOTEKAaloT TMpu MaHudecTauu B
HeoHaTanbHOM Tiepuone [3, 30, 115]. DOtu 3aboneBaHMs MOXKHO pa3aeIdTh IO
XapakTepy MPOSIBICHUS: C YMEPEHHO MPOrPECCUPYIONIUM TedeHueM ((heHUIKETOHYpUsS,
TUCTUJMHEMHUS], TUMIEPIU3UHEMUs], TUpo3uHemus Il Tuma, ankantoHypust ¥ Jp.), U C
MPUCTYNIOOOPA3HBIM TEUEHUEM, OBICTPHIM YXYAIICHUEM OOILETr0 COCTOSHUS U BBICOKOM
JETaJbHOCThIO (THUpO3UMHEMHs | THMa, HEKETOTHYECKas TUMEePTIUIUHEMUSs, AE(EKTHI
[MKJIa CUHTE3a MOYEBHUHBI U Jp.). JIeTanbHOCTh, 3a4acTyr0, 00YCIIOBIIE€HA TS KEIbIMU
MeTa00INYECKUMU HAPYIICHUSIMU:

® KpHU3BI TUTIEPAMMOHHEMUH (J1e(DEKTHI IMKJIAa CHHTE3a MOYCBHUHBI),

e yruerenue [{HC (HekeToTHyeckasi TMIEPTIULIMHEMUSA ),

e mopdupun (TuposuHemus I Tuna),

® [ICYCHOYHAs HEOCTATOYHOCTH (TUpo3uHemus I Tuna).
JlocTaToyHO ONAarompUATHBIM TEUEHHEM XapaKTepHU3yeTcsl XaBKUHCUHYpHUSA, s
KOTOpasi TPOSBISETCS COCTOSHHEM METa0OJMYECKOTO aIua03a, B TEPBBIE MECSIIbI
KU3HU [243].

Jqunarnoctuka HBO aMHUHOKHUCIOT OCHOBBIBAETCS Ha OILICHKE pPE3yJbTaTOB
KJIIMHUYECKOTO OCMOTpa W JIabDOpaTOpHBIX HcclienoBanuil. (s pa3paboTku IiaHa
b depeHnnanbHO JUArHOCTUKA HEOOXOJUMO YUWUTHIBATH: aHAMHE3, POJIOCIOBHYIO,
JaHHBIE KIMHUYECKOTO OCMOTpa C ONMUCAaHWEM XapakTepa TedeHHs 3a00JIeBaHUs, U
0COOCHHOCTEH KIIMHUYSCKUX cuMnToMOB [8, 32, 35, 36, 41, 58, 68].

JlaGopaTopHas auarnocrtuka. [Ipy mogo3peHrn Ha aMUHOALMAONATAM BHAYaje
HA3HAYAIOT CTaHAAPTHBIE PYTUHHBIE JTA0OPATOPHBIE TECTHI, MO KOTOPHIM MOXKHO
JIMArHOCTUPOBATh CICAYIOIINE HAPYUICHUS: HEUTPONEHUs, TPOMOOLIUTONICHHUS, AHEMHUS;
METa0OIMYECKUN aNKallo3/alu103, KETOHYPHSs; TTOBBIIICHUE aKTUBHOCTH TPaHCAMHUHA3,
menouHor (ocdaraspl; CHIKEHHE YPOBHS anbOymuHa, Kanblwms, ¢docdopa, oOmiero
Oenka, TIIOKO3bI B KPOBHU; HAPYIICHHE CBEPTHIBAEMOCTH KPOBH; MOBBIIICHUE YPOBHS

aMMHMaKa B KPOBH; yBEJIMUYEHHUE IMOYESIHOM dKCKperuu kanbnus, hocdopa; [30, 36, 67].
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Janee HeoOXOAMMO  HA3HAUYEHHE  HUCCIEAOBAHMM 1O  KOJIMYECTBEHHOMY
onpenenennto ypoBHs AK B kpoBu u/unu moue [30, 36, 42, 67, 75, 161, 192, 213, 229,
248]. Jnga amuHOAIMAONATHIN XapaKTepHa KApTHUHA BBICOKUX YpOoBHEUN MapkepHbix AK B
KpOBH W/UiM Moue. B ciaydasix «kiiaccM4ecKoi» KapTUHBI MATOJOTUM KOHIEHTPALUU
AK mnpeBspilIaloT BepXHUM Tipeaen pedepeHCcHOro auanasoHa Oolsiee yem B 2—-3 pasa
(Hanmpumep, npu (HEHWIKETOHYPUH YpOBEHb (heHWIalaHnHa Bo3pactaeT B 5—10 pas)
[36]. 1 npeBpIIEHNs] UMEIOT TOJITOCPOYHBIN XapaKTepP, TO €CTh BBICOKAsT KOHUECHTPALUs
AK coxpaHsieTca B JUHAMUKE.

IIpu oTHOCUTENBbHO JieTKUX (opMax amMUHOAUAOoNAaTUM KoHIeHTpauuu AK B
OMOJIOTMYECKHUX KUAKOCTAX (KPOBU M MOYE) YBEIUYMBAIOTCS YMEPEHHO M 3TO MOXKET
MOMEIIATh MPU MOCTAHOBKE MPaBUJIBHOTO JIMArHO3a, OCOOEHHO €CJM YETKUW alrOpUTM
JUAarHOCTUKM HE YTBEpKJIEeH. B Takux ciaydasXx pEeKOMEHAYeTCsl TMOBTOPUTH
UCCIICIOBAHUE HECKOJIBKO pa3 MOBTOPUTH MJI MOATBEPKIACHUS TEHJCHIUU U
BBISIBJICHHBIX OTKJIOHEHUH. Takke, IpUMEHUTEIbHbI TPOBOKAIMOHHbBIE TECThI, KOTOPHIE
OOBIYHO TMPOBOASAT B CIOXKHBIX AUMArHOCTUYECKUX CIIy4asix, I0J] MEAUIUHCKUM
HAOJIIOICHUEM U TIpU JIeTKUX (QopMmax 3abojeBaHus: onpeneneHue KoHueHtpamuid AK
MOCJIE HAarpy304HOro TecTa ¢ OEIKOM WJIM aMUHOKHUCHOoTamu. [Ipu HazHaueHuUM >THX
JTMATHOCTUYECKUX TECTOB HEOOXOIMMO TMOMHUTh M HEOJNArOMpUSTHBIX PEaKIUiX, U
BO3MOYKHOM YXYJIIIEHUU COCTOSIHMS pedenka [3, 36, 67, 243].

B Hacrosiiee BpeMs OCHOBHBIM METOJOM OIpPEAECICHUS aMUHOKHUCIOT B
OMOJIOTHYECKUX KUIOKOCTIX cumraerca wmeronx BIOXX-MC/MC c¢ wuoHM3anmen
ANEKTPOCHpEEM. DTOT METOJ WIMPOKO PACIpPOCTPAaHEH B PA3BUTBHIX CTPaHAX MHpPaA
(SAAnonwuw, ['epmanumn, Hranun, CHIA),
I7IE €ro MPUMEHSIOT JJIs MAaCCOBOTO CKPMHMHIA HOBOPOXKIEHHBIX [69, 84, 89, 99, 119,
162, 235]. SnoHckas TrocyJapCTBEHHas IporpaMMa CKpPUHHMHIA HOBOPOKIECHHBIX
BKJTIOYAET TUarHoCTUKY 20 BPOXKICHHBIX 3a00JieBaHUN MeTaboim3Ma meTtogoM BOKX-
MC/MC; a B T'epmanmm u CIHIA 1o mnporpaMme CKpHHHHTa HOBOPOXICHHBIX
nuarnoctupyetcst 6onee 30 nedexktor metadonmsma [19, 22, 136, 196, 241].

B Hacrosiiee BpeMsi KOITMYECTBEHHOE ONMPEAECICHUE KOHLIEHTPALMIA aMUHOKUCIIOT

U alWIKapHUTHHOB Ha  ciaegoBoM  ypoBHe Merojgamu BDOXX-MC/MC u
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MOHHOOOMEHHOM >KUJAKOCTHON XpoMaTorpadguu sSBISIOTCS Hanbosee cneiu@uIHbIMU U
qyBCTBUTENbHBIMU [72, 209], HO, uMeHHO MeTon BOXX-MC/MC sBasiercs Haubosee
3 PEeKTUBHBIM JIsI POBEACHUSI EPBUYHOIO CKPUHUHTA Y HOBOPOXKJICHHBIX, TaK Kak
MO3BOJISIET COKPATUTh BpeMs aHalu3a OMOJOTMYEeCKOro obOpasna a0 3 MHUHYT, YTO
JenaeT BO3MOXKHBIM aHanu3 Oonee 300 o00pa3noB MNALMEHTOB C OMNpeJeTIeHUEM
KoHIleHTparuu 6osee 30 BemecTB-MapKepoB B cyTkH [16, 19, 36, 134].

Huacnocmuka u ouggpepenyuposanue 6one3neir oodmena aMUHOKUCTOM
C UCNONB306AHUEM OONOTHUMENbHBIX 1A00OpamopHulX mecmog. [Ins onpeneneHus
HEKOTOPBIX HO30JIOTHYECKHX (POPM MATOJIOTUH MOMUMO OIpPEIEICHUS KOHIEHTPALHA
AMUHOKHUCJIOT M OpPraHWYECKUX KHUCIOT B OHOJOTHYECKUX IKHUAKOCTAX MOTYT
noTpedoBaThCs JOTIOJIHUTEIIbHBIE JTUArHOCTUYECKHE TECTHI. Tak, TSt
muddepeHnnanbHON AUarHocTuku Ho3omorunueckux Gopm KV wmm tuposunemun -

I Twnos. Mns nuddepeHnmmpoBaHrs HO30JIOTHYECKUX (HOpM  (PEHUIKETOHYPUU

TpedyeTcs ompeeeHUE OMOTIITEPUHOB B MoYe: npu nedumuTe
TUTHIPOTTEPUHPETYKTA3bI B Moye JIETEKTUPYIOTCS MeTa0O0IUTHI
TETParuapoONoONTepUHA — JUTHAPOOHONTEpHH, OWomTepuH, a npu Aehunute 6-
MUPYBOUITETPATUIPO-TITEPHHCUHTAZBI B MoYe 0OHapyKUBAOTCA

muruaponeontepunTpudocdar u Heontepud. s nuddepeHmanbHON TUATHOCTUKA
KO(akTOpHON (DEHUIKETOHYPHH TIOMOTAeT TMEpPOPaNbHBI HArpy304YHBIM TECT C
TETParuapoOnoNTepuHOM (11032 7.5 MI/KT), TOCIE€ KOTOPOTO B KPOBU CHUIKAETCS
ypOBEeHb (peHWIIaTaHWHA W TOBBIIIACTCS YpPOBEHb THpo3uHa, a mnpu OKY,
o0ycnoBiaeHHON JeuuToM (QeHUIATaHUHTUIPOKCUIIA3BI, OSTUX W3MCHCHUH HE
npoucxoaut [36, 38, 73, 172, 187, 213].

Jnsa  muddepeHnmanbHOW  TUArHOCTUKU THpPO3WHeMuun | Tuma mpoBOAAT
JOTIOJTHUTENBHOE OmpeieieHre o-(heTonpoTenHa B KPOBU U CYKIIMHUJIAIIETOHA B MOYE.
I[Ipy »3TOM YUYWUTHIBAIOT HaJW4YUME€ KIMHUYECKUX MPU3HAKOB XapaKTEpHbIX JJIA
tupo3uHeMun | Tuma: Tsxkenoe (PU3MOIOrHYECKOE COCTOSHUE JEeTel, paxUTHYECKUE
nedopManum, Tporpeccupylomee mnopaxenue rnedeHu. s tuposunemuu Il Tuma
XapakTEepHbl CIEAYIOIINE [PU3HAKH: COYETAHUE MOPAXKEHUS KOXKHU (JIaJJOHHO-

MOJIOIIBEHHBIN KepaTo3), KEpaTuTa U HApyILIEHUE HEPBHO-NICUXUUECKOT0 pa3Butus [17,
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33]. duddepennupoBanue XaBKUHCUHYPUU OT APYrux AedeKToB oOMEeHa THUPO3WHA
MMEET pEIIAI0IIee 3HAYEHHE, TaK KaK JTa MaTOJIOTUS OTJIMYAeTCs JOCTATOYHO
OJIarONpUSTHBIM TEUEHUEM U HE TpeOyeT MacCHBHOM JIEKapCTBEHHOU Tepamuu, U
MOATBEPAKIACTCA HATMYUEM B MOYE CHEU(DPUUECKOro MapKkepa — XaBKMHCHHA (Tabiuiia
2) [36].

[TepBuuHbIM J1aOOpPATOPHBIM MapKEPOM MPU JUATHOCTUKE 3a00JI€BaHUM U3 TPYMIIbI
HApYLICHUI LHMKJIA MOYEBHUHBI SIBJISIETCS BBICOKMU YPOBEHb aMMHakKa B KpoBH [66], HO
st iuddepeHnaIbHON TUarHOCTUKU OTIEIBHBIX (POPM 3TOM Tpynmbl MaTOJIOTHMA
HEOOXOJIUMO HM3MEPEHUE AMUHOKHCIOT M OPOTOBOM KHUCIOTHL. Tak, mpu aeduuute
OpHUTHUHKapOaMounTpaHchepasbl U HUTPYJUIMHEMUU HAOII01a€TCsl BBICOKASI IKCKPEIUs
OpPOTOBOM KHUCIIOTBI C MOYOH, HO NPU LUTPYJUIMHEMHH OPOTOBAs AUMUAYPHUSI TaKKE
CONPOBOXKJIA€TCSI  YBEIMYEHUEM KOHIIEHTpaluu LUTpyJUuiMHa B  KpoBu. Ilpu
APTUHUHSHTAPHON allUJIEMUU TOBBIIIEH YPOBEHb U LUTPYJUIMHA, U apTUHUHSHTAPHOU
KHUCJIOTHI B KPOBH, MIPU OTCYTCTBHH B MOY€ OPOTOBOI KUCIOTHI [36].

Takum o0Opa3oM, HECOMHEHHO, YTO BBICOKAs 3HAYMMOCTb TOYHOM M OBICTPOHU
JUAarHOCTUKH aMHUHOALUIONIATUI IIOMOTAET HA3HAYEHUIO CBOEBPEMEHHOIO aJIEKBATHOTO
JICYCHHS TAlUEHTaM, TPEIYyNPEXKICHUS POXKIACHUS OONBHBIX JeTeH, CIocoOCTByeT
CHIDKCHUIO YPOBHS WHBAIUJM3ALUU W YIYUYLICHUIO COCTOSIHHUS 3JI0POBbSl JETCKOTO
HacesneHus. Ho HenoJiHble anropuTMbl JUarHOCTUKA U HECOBEPLICHCTBO UCIIOJIb3YEMBIX
B HHUX METOJIOB, a TakKe OTCYTCTBHE B JHUTepaTrype pedepeHCHbIX HMHTEPBAIOB
LIMPOKOTO CMEKTPA JUarHOCTUYECKUX MAapKEPOB HACJIEICTBEHHBIX aMUHOALMAONATHI B
nerckor nonynsinuu Poccuiickot denepanyu HE MO3BOJISIFOT MOJHOCTBIO PEIIUTh ATY

npobsieMy B HacTosee Bpems [4, 9, 10, 36].



34

1.4. HacinencrBeHHbIe 00J1€3HA 00MEHA OPraHUYeCKUX KUCJIOT

Opzanuueckue Kucaomsl — 3TO HHU3KOMOJIEKYJIAPHBIE COCIUHEHUS, KOTOPBIC
SABJISIIOTCSL  MPOAYKTaMU OOMEHa aMHUHOKHUCIIOT, JKUPHBIX KHUCJIOT, YIJIEBOJOB,
kaTexonaMuHOB. [loBBIIIIEHHBIE YpPOBHM HMX  KOHIIGHTPAIlMM B  Pa3IMYHBIX
OMOJIOTUYECKMX JKHUJKOCTSAX, 4Yallle BCEro, B MOYE, SBISIOTCA CHEeUOUIHBIMU
7a00paTOPHBIMU ~ MapKepaMHU HACJEJACTBEHHBIX HapyIIeHUW oOOMEHa BEIIECTB.
XapakTepHbIM MPU3HAKOM ATHUX 3a00JICBAHMI SIBJISIETCS PE3KOE HAPYIIECHUE Pa3BUTHSA
JETeN C TSOHKENIBIM TEUEHHUEM, UYTO YacTO SIBJIAETCS MPUUYMHON MHBAIUIHOCTH U JIETCKOU
cmeptHocTH [20, 27, 181, 182, 214].

OCHOBHBIM OHMOXMMHYECKHM ITYTEM TMOJYUYCHHUS SHEPTUM U3 OCJKOB, KHUPOB U
YIJIEBOJIOB siBJIsgeTCs MUK Kpebca. DTO KOHEUHBIN MyTh OKUCICHUS alleTUIIbHBIX TPYIIIT
(aetun-KoA) B KieTkax opraHu3ma, KOTOpBIE SIBISIOTCS MPOAYKTaMH KaTaboymn3Ma

OOJIbIIICH YaCTH OPTaHUICCKUX MOJIEKYJ (PHCYHOK 3).

AueTiu-ko3mumM A
CH,—(ﬁ—S—CoA

Humpamcunmasa
iz .. 00
CO0 HS-CoA+H |
I CH,
C=0 | B
Lo CII}{Z H,0 HO—(l,‘—COO P
dezudpozenasu | CH KOHUMAZE
u 2 COO
NADH COO L O
oo™ + +H" Oxcamoauerar COO v CH
[ NAD Ifurpar H,0 2
HO—CH P C—C00™
?Hz L-manar yuc-AxoHurar (lj}{
COO™ coo™
e H,0 I H,0 | Axonumasa
HKJI
Kpeoca 2
(ljoo— (IJOO
CH @ (|3H1
]-[(l”,l‘ ymapar Wsommrpar  Ho—COO™
| o
o0~ HO (|3H
» FADH, NADT COO™
Cykﬂ"ﬂaﬂ&{AD Cykipmar NADH+i{y/
decudpozendsa (ijoo_ ‘ g#sgg;r Cf)z | —
\CH Cyxmmnur-CoA CO0™ /" decudpozenasa
2 i
| HS-CoA ™ + NAD'
: |  NADH+H CH,
(I:H' _CTPGDP+Pi gy "CO, |
coo™ CH,
Cyxuyunun-CeA- CH, HS-CoA |
cunmemasa | | =
C—S—CoA -
| a-Kemoznymapam- coo
dezudpozenasmnviii

KOMniaexkc

Pucynok 3 — Cxema nukina Kpebea [15, 147, 171].



35

Opranuyeckue amnuAEeMUW/allUAYpUd — O3TO HACIEJCTBEHHbIE 3a00JieBaHUs,
BbI3BAHHBIC HAPYIICHUSMU METa0O0JIM3Ma OPraHUYECKUX KHUCIOT, YTO BBI3BIBAET HX
Ype3MEpPHOE HAKOIJICHUE B OMOJIOTMYECKUX JKUAKOCTSAX. bosbliias 4acTh OpraHu4ecKux
aluIeMHuii — 93TO HapylleHus B IMpoleccax OHOXUMHYECKOM TpaHchopMaluu
KaTaboJIM3Ma aMUHOKHCIIOT, a TaKXke OOJBIIMHCTBO MUTOXOHAPHUAIBHBIX 3a00JI€BaHUM,
KOTOpBIE BbI3BaHbI Nedexramu ¢pepmenta [11, 27, 217].
Yacrora BecTpeuaemoctu. ['pynna napymenunit merabonuzma OK BcTpeudaetcs ¢
yactoror 1:1000 HOBOPOXKAEHHBIX, YTO ABJSECTCS HEPEAKOW marojoruer. Yaiie Bcero
ATHU MATOJIOTUH MPOSIBIIAIOTCS B IEPUOJ HOBOPOKAeHHOCTH [4, 37, 218].
Kanaccudgukanus opraHnyeckux anuaeMuid/aliuaypuid OCHOBaHa Ha HapYIIECHUSIX
MeTaboJIM3Ma ClIeAyIoMUX rpymi Bemects [12, 62, 99, 138, 249]:
® apOMATHYECKUE AaMUHOKHUCIOTHI (HAOmpUMeEp, aJKaNTOHYpHUs, THUPO3UHEMUS,
OKY);

® AMUHOKHCIIOTHI C Pa3BETBICHHOW yIJIEpOAHOHN Ienblo (Hampumep, OOJe3Hb
«KJIEHOBOTO cupormnay, nepuut 3-metunriayrtakoHmn-KoA-ruaparassl, gepuuur
OMOTUH-PE3UCTEHTHOU 3-metmnkporoHuii-KoA-kapbokcunassl,
M30BajJepraHOBas allUAeMusl, METUIIMAIIOHOBAS alluJIEeMUs);

® JIByXOCHOBHBIE AMUHOKHCIIOTHI (Hanmpumep, runepokcanypus I u Il Tuna);

® OpraHUYeCKuE€ KHCJIOTHl (Hampumep, MPOMHUOHOBAS auuAeMus, JIePuIuT
KEeTOTHOJa3bl, IiryTapoBas auuaemus tun [ (I'A 1));

® KUpPHBIC KUCIOTHI (Hampumep, riayraponas auuaemus Il tuna).

Tun wnacaenoBanusi. OCHOBHON TUI HAcCJlE€AOBaHUS OPraHUYECKUX AlUTypHUH —
ayTOCOMHO-PEIeCCUBHBIN. Ponutenu SBIAIOTCA TETEPO3UTOTHBIMH HOCUTEISIMH, O€3
CUMIITOMOB 3a0o0JieBaHUs. BeposSTHOCTh poxaeHus 00JIbHOTO PeOCHKA B TAKOM Cilyuae
paBHa 25%, cymiectByeT 25% BEPOSTHOCTh POXKICHHUS 3J0poBOro pedenka, u B 50%
CIy4yaeB €CThb BEpPOSTHOCTb POXKJCHUS peOeHKa ¢ OECCUMITOMHBIM HOCHUTEIHCTBOM
[140, 178].

IlaTorene3 »Toil rpymnnbl 3a00JIeBaHUM CBSI3aH C HAKOIUICHUEM OPraHUYECKHUX

KHUCJIOT U3-3a JAe(PeKTOB (DEpMEHTOB, YYACTBYIOIIUX B UX METa0OJIM3ME Ha Pa3IUYHbBIX
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ypOBHsIX. HakomieHne OpraHMyYecKHX KHCIOT OKa3bIBAET TOKCHUYECKOE JEHUCTBUE,
KOTOpO€ BEIEeT K TSKEIOMYy  METabOJMYECKOMY  KETOalMa03y, BTOPUYHOU
TUNEPAaMMOHUEMUH, TUNEPTIUIMHEMUH, TUIOTIUKeMUU. OpraHudecKue KUCIOThl MpH
ATUX COCTOSIHUAX OOHAPYKHMBAIOTCS U B KPOBH, U B MOYE H3-32 BBICOKON MOYEUHOU
skckpeuwu [27, 174, 214].

Kaunuveckas kapruHa. [lpu poxaeHUM MIIAJIEHIBI, C MAaTOJIOTHUYECKUMU
HapylIeHUSIMH MeTabO0JM3Ma OPraHUYECKUX KHUCJIOT, HOPMOTHUIIMYHBI U HE BbI3BIBAIOT
O0ecniokoiicTBa. [lepBble KIMHUYECKUE MPU3HAKU TMOSABISIOTCS MO3/HEE, B TIEPBbIE THU
KU3HU U BKIIIOYAIOT B CEOsI:

e nposiBieHus: co ctopoHbl JKKT (pBoTa, CHUKEHHBIN aNMEeTUT WIK OTKa3 OT
e1Ibl);
® HEBPOJIOTMYECKYIO CHUMIITOMATHKY (CyJAOpOTH, aHOMAalbHBI TOHYC,
JeTaprusi, KOTOpasi MOKET MEPEUTH B KOMY).
OTa cuUMIOTOMATHYeCKass KapTHHAa MOXET ObITh MNpPUHATA 3a  aCPUKCHUIO
HOBOPOJKJICHHBIX WJIH IUIOXO€ I'PyJHOE BCKapmiiMBaHue. Bpauu NOJKHBI TPUHUMATD
BO BHUMAHHUE CEMEMHBIM aHAMHE3 U NPEAbIIYIINHE CIIy4Yal HEOHATAIbHOW CMEPTH, YTO
JIOJKHO HABECTH Bpaya Ha MPEIOI0KEHUE O BO3MOXXHOM HallMYMU HACIIEICTBEHHON
OpraHUYeCcKO# aruaeMun/anuaypun. Jluarno3 M0DKeH OBITh MOCTaBIEH KaK MOXKHO
ckopee [43, 44, 53, 207].

HexoTopble opraHuyeckue amnuaeMuu MOPOSBISIOTCS TOJIBKO HEBPOJIOTHYECKUMU
CUMIITOMAMU 0€3 XapakTEepPHBIX OHMOXMMUYECKMX W3MEHEHUW THUMA anujo3a u
rUNepaMMOHUEMUHM, KaK B cliy4ae: 4-TUApOKCHUMAcisHOM auunaypuu, D-2-
TUAPOKCUTIIYTapOBOM  alUIypUH, 3-METWIIIYTapOBOM  alMAypUH, MaJIOHOBOM
aluypUH.

HekoTopble maToioruu MpOosBISIIOTCS 3aJ€PKKOM Pa3BUTHS, CHU)KEHUE WHTEIJIEKTA,
TUIIOTOHUEH, aTakcuen (MeTuiaManoHoBas auuaypus (Bi2-3aBucumas gopma), nepunur
3-METUIKPOTOHMIKAPOOKCUIIA3HI).

[Ipu opranumueckux auuaypusix HaOmogaeTcs pazHoooOpasue MPT-anomanuii:
aHOMaJIMH OJIeTHOTO Iapa (METUIMAIOHOBAS allUAEMHUS ), U3MEHEHHE OEI0To BellecTBa

(00ne3Hb «KIEHOBOI'O CHUPOIA»), XapaKTepHbIC MOBPEKJICHUS Oa3albHBIX TaHTJIMEB U
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Mukpotiedanuu (rinyrapoBas auuaemus [ tuna) [216].

Knunnyeckasi snabopaTtopHasi aumarHoctuka. [Ipum nmarHoctuke 3abojieBaHUMA
ATON TPYMNIbl MO «PYTHHHBIMY» JIA0OPATOPHBIM TOKA3aTENsIM BBISBISETCS KapTUHA
anya03a, THUIEPAMMOHEMHUH, THUIOTIMKEMHUH, KETO03a, HEUTPONEHUHM, a TaKke
M3MEHEHUM B TOKa3areysiXx (yHKIMU MedYeHu. B Hacrosmee BpeMs sl AUATHOCTUKHU
HBO  oprannueckux  KHUCIOT Ha  OMOXMMHUYECKOM  YPOBHE  NPUMEHSIOTCS
BbICOKOTeXHOJIOTHYHBIE MeTOIbl BOXKX-MC/MC u I'X-MC, 115 onpeneneHus B KpoBU
M MOY€ OPraHMYECKHX KHUCIOT U MX MeTadoiauToB [27, 92, 125, 186, 251]. Bo MHOTHX
CTpaHax ATH METOJIbl IITUPOKO MPUMEHSIOTCS JJIsi JUArHOCTUKU allMAEMH, TOrJa KaK B
Poccuiickoit  ®enepanun  OHM  MCIHOJB3YIOTCS HE 4YacTO M, Kak CIEICTBUE,
YCTaHOBJICHHBIC peepeHCHBIC MHTEPBANIBI JJI1 MAPKEPHBIX METa0OJUTOB 3a00JIeBaHUM
ATOr0 THIAa OTCYTCTBYIOT [30].

B Tabnuie 3 mnpeacTtaBiieHbl OCHOBHBIE 3a00J€BaHHUS, KOTOpPbIE MOTYT OBITh
JIMarHOCTUPOBAHbl Ha OMOXMMHUYECKOM YPOBHE METOJaMU MacC-CIEKTPOMETPHUH, IO
ONpeIeJICHUI0 MapKEePOB 3TUX Opranndeckux auuaemuii [20, 31, 186, 234].

JIns HEKOTOPBIX HO30JIOTHYSCKHX (OPM CYIIECTBYET JBa THIIA MapKepOB
Metabonusma. [lepsuunble MapKepbl OTPAKAIOT TE ITambl MeTaboIM3Ma, KOTOpPBIC
MIPUBSI3aHBI K ONPEACIICHHOMY NATOJIOTHYECKH U3MeHEeHHOMY (pepmenTy. [TosTomy, oHM
SBJISIOTCS HamOoJiee NTMAarHOCTUYECKH 3HAYMMBIMHU. Bmopuunvle MapKepbl SBISIIOTCS
WM MeTa0olIuTaM{  TEePBHYHBIX, WJIM TPEACTABISIOT COOOH  COOTHOIICHHE
KOHIIEHTpAIIMM OJIHOTO Mapkepa K ApyroMmy. Ho, B KaXJOM KOHKPETHOM cCllyyae
JMArHOCTUKH HO30JIOTHYSCKOW (POpMBI HACIEICTBEHHOTO HApYyIICHUS MeTaboiam3Ma
HEOOXOJIMMO YUYHUTHIBATh 3HAYCHUS KOHIICHTPAIMK KaK MEPBUYHBIX, TAK U BTOPUUYHBIX
MapKepoB OCOOCHHO, €CIIM ATH ITIOKa3aTelIu HaXOJATCs Ha TrpaHulle pedepeHCHOro

HMHTEpBaJia JaHHoTo BenlecTna [20, 72, 88, 186].
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Ta6n1/1ua 3 — OcHOBHEBIC HaCJICACTBCHHBIC 0oJte3HM 0OMEHA OPraHnYCCKUX KUCJIOT U KOHICHTPAIIUU MApPKCPHBIX

MeTabO0JIUTOB, TUATHOCTUPYEMBIX Ha OroxuMudeckoM dTare MetogoMm BOKX-MC/MC [36, 124, 186,234]

IMoka3aTean MeTa00au3Ma (MKMOJIb/JI)

Kpartkue cBenenus o
Mapkep meTadoau3ma KPUTHYECKH I

0 3260/ 1CBAHNT HOpMA NaToJIOTusl YPOBEHE

1 2 3 4 5

KobGanamun A (cblA) n/unu ko6anamun B (cblB) merusimanonoBas anmaemusi (MMA)

AP. [IponroHUNKapHUTHH 6.0 —

Ces13aHO ¢ AePUITUTOM (C3) <6.0 < 8' 0 >=8.0

MeTtunMaaoHuiI-KoA-myTassl (nepsuunwiii) )

(MCM), ButamuH MeTtunmalioHWIKapHATHH 10—

Bi:-3aBucumMoro gepmenTa. (C4DC) <1.0 - 1' 5 >=1.5

Hedurur MCM npuBouT (6mopuunwiii) )

K HAKOTUICHUIO METHIIMAJIOHMII-

KoA u TOABIICHITIO COOTHOH.ICHE/IC C3/C2 <032 ~—0.32 npr C3 >= 8.0

METHJIMAJIOHOBOM KUCIIOTBI (6mopuunbiii)

B IIJJa3Me KPOBU U MOYE.

Hepuuut MmeTuamanonoBoit KoA-myrasel ¢ moaasiM (MUTO0) nim yactuuabiM (MUT-) oTcyTecTBHEM
AKTHBHOCTH (pepMeHTAa, MeTIIMAJIOHOBas anuaemus (MMA)

AP. [IponroHUNKapHUTHH >=6.0 —

CB$13aHO C UCTUHHBIM (C3) (nepsuunwiii) <60 <8.0 ~=80
nepururom MCM. MeTHIMaTIOHWITKAPHUTHH = 10-
(C4DC) <1.0 ' >=1.5
. <15
(6mopuunwiii)
Coomnowmenne C3/C2 <0.32 >=032 | mpu C3>=8.0
(6mopuunviii)
Jepuuut f-ketornoaassl (MuroxonapuaanHoii aneroanerui-KoA-Ttuosnaser) (BKT)
AP. 3-MeTunKpoTOHUII-
CBsi3aHO ¢ HapyLIEHHEM KapHUTHH >=0.33 - _
KaTtaboau3Ma U30JICHINHA, (C5:1) <0.33 <1.0 ~=1.0

XapaKTepU3yeTcs HIKCKPEKIUe | (nepsuunsiii)

C MOYOM 2-MeTUI-3-THAPOKCH-

. 3-I'mppoxcu-
OyTHPOBOW KHCIIOTHI, _
2-MEeTUIAIETOYKCYCHOM HM3OBAICPHITKAPHITHI <1.0 7= 1.0 >=2.0
(C50H) ' <2.0 ’
KHUCJIOTBI, TUTTIMIITIULAHA .
(6mopuunbiii)
U 2-0yTaHOHA.
L'ayraposasi aumaemus I Tuna (GA I)
AP.
Cas13aHO ¢ 1e(DUIIUTOM TIyTapui-
KoA- nerunporenasbl — I'mytapunkapHUTUH
ACTIIp yrapuikap <0.3 >=0.3 >=0.3
(dbepMeHTa, y4acTBYIOIIETO (C5DC)
B Karabonu3Me Tpurnrodana,
JIM3WHA U TUAPOKCHIIM3HHA.
Hdepuumt 3-ruapoxcu-3-metuiariayrapuwi-KoA-massl (HMG)
SBnsiercst He TONBKO J1e(hEeKTOM
Katabonmu3ma JieHIHa,
HO U JeeKTOM 00pa3oBaHUs
aed P 3-T'uapoxcu- _
KeTOHOBBIX Tej. Hapymaercs >=1.0- _
N H30BATIEPUIIKAPHUTUH <1.0 >=2.0
Jlerpafanus JeriuHa (C50H) <2.0
Y )KUPHBIX KHCJIOT J0 KETOHOBBIX
TeJ ¢ HAaKOTUIEHUEM
3-ruapokcuMeTuirayrapmi-KoA.
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1

2

3

4

5

H3zoBanepuanoBas auuaemusi/uzopajepuanoBas anuaypus (IVA) (6ose3nb beccemanan—boaayuna)

3aboiieBaHue, CBI3aHHOE
¢ nedunmTom n3oBasiepmi-KoA-

neruaporeHassl (pepMenTa W3oBanepusikapHUTUH >=0.87 - _

¥ <0.87 >=1.62
KaTtaboau3Ma JIeHIuHa). (Cs) <1.62
[IpoucxoauT HaKOILICHNE
M30BAJIEPUAHOBOM KHUCIIOTHIL.
Jepunut 3-meTniakporonni-KoA-kapookcmiassl (3MMC wimm 3MCC)
AP.
CBsi3aHO ¢ HapyLIEHHEM 3-I'mppoxcu- 10—
KaTtaboiau3Ma JeHinHa. HM30BATIEPUIIKAPHUTUH <1.0 < 2' 0 >=2.0
[Ipoucxoaut HakorIeHUue (C50H) '
3-metunkpoToHMI-KoA.
MmuoxecrBenHblii fe¢punut KoA-kap6okcuiaas (MCD)
AP. [IponroHUNKapHUTHH 6.0
Cesizano ¢ aedururom pepmenta | (C3) <6.0 - 8' 0 >=28.0
rOJIOKapOOKCHIIa30-CUHTA3BI (nepsuunwiii) )
(HS). 210 xOMTIIIEKC U3 Tpex
(hepMEeHTOB, OCYIIECTRIISIFOIIIHIA
aKTUBAINMIO 4-KapOOKCHIIa3
(mupyBaTKapOOKCHIIa3hl,
nponuoHmI-KoA-kapO6okcumassl,
S-MeTmnkpotoHua-KoA- 3-Tunpokcu-
KapOokcuiasbl 1 aneTi-KoA- _
KapOOKCHIIa3bl) MyTeM M30BANICPHIKApHITHH <1.0 >=10- >=20

(C50H) <20
MPUCOETUHEHHS K HUM .
(6mopuunbiii)

koakTopa OMOTHHA — YaCTH
KomJiekca BuTamuHa B. Takum
o0pazom, TaHHOe 3a00JIeBaHUE
CBSI3aHO C YMEHBIIICHUEM
AKTUBHOCTU OMOTHH-3aBUCUMBIX
KapOOKCHIIas.
IponmmonoBas ammaemus (PA)
AP. [IponroHUNKapHUTHH 60—
CBs13aHO ¢ HapyIICHUEM (C3) <6.0 - 8' 0 >=8.0
MeTaboJM3Ma aMUHOKHUCIIOT (nepsuunwiii) )
C Pa3BETBIEHHOH 1IETIBIO
(neduuurom epmenta
npormoHmI-KoA Cootromenne C3/C2 <032 ~= 032 TTpi C3 >= 8.0

KapOOKCHIIa3bl).
B pesynbraTe HakariuBaeTcs
MIPONMOHOBAs KMCJIOTA

(6mopuunwiii)

Ilpumeuanue. AP — ayTOCOMHO-PEIIECCUBHBIN TUI HACJIEIOBAHMUS.

qame BCCIo, TUArHoCTUKY OPraHUYCCKHUX aqu[ypHﬁ IMPOBOJAT IO OIIPCACIICHHUIO

OpraHUYecKux KUCIOT B Moue metogoM ['X-MC [1, 27, 74, 148, 184]. IloBeIIeHHBIN

YPOBCHb OPraHM4YCCKUX KHCJIIOT B MOYC 4YAaCTO ACTCKTHUPYCTCA Yy INAKMCHTOB B CTAJHUH

ACKOMIICHCAIINH, OAHAKO, IIPKX HCKOTOPHBIX IIATOJOIUAX MAPKCPHEIC METa0O0IUTEI MOI'yT
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OMPENEeNAThCS U B Ipejesax peepeHCHBIX 3HAYEHUN, UM O0HAPYKUBATHCS TOJIBKO B
nepuoa obocTpenus 3abosieBaHud. B Tabmuie A.1 B OpUIOKEHUU TEPEUUCIICHBI
HO30JI0THUYeCKUEe (OPMBI C COOTBETCTBYIOIUMH YPOBHSIMH MapKEPHBIX OPraHUYECKHUX
KHUCJIOT B MOU€, THarHoctupyemMbix MerojoM ['X-MC [232].
HexoTopelie 3a0osieBaHus U3 TPyNIbl OPraHUYECKUX allUIeMUN/alluaypuil UMEIOT
XapakTepHbIH TPOPUIL OPraHUYECKUX KHUCIOT, KOTOpPbIe SBIISIIOTCS MapKepaMmu
3a007€BaHNl, BBI3BAHHBIX HE (EPMEHTONATHUSIMHU, a HAPYLICHHEM OHMOXMMHUYECKHUX
MpoIecCOB MeTaboIM3Ma pa3InyHbIX BemecTs [12, 215]:
® IpY HApyIIEHMU OHOCHHTE3a XOJIECTEpUHA U3MEHSIETCS KOHLECHTPAIUS
MEBaJIOHOBOW KHCIJIOTHI B MOY€ — MEBAJIOHOBAS ALIUIYPHUS;

eHapymieHue okucieHuss KK nOpuBOOUT K aHOMAJbHOMY YPOBHIO B MOYE
STWIMAJIOHOBOM,  IJIyTapOBOM  KHUCIOTHI,  KOHBIOTATOB  [JMLUHMHA  C
NeKapOOKCUIMPOBAHHBIMU KUCJIOTAMHU CO CPEIHEH JJIMHOW YrIepOoJHON LEenu —
rirytapoBas atuaypus I tuna ([110, 201]);

enernioiHoe okuciaeHue KK ©  HapylieHHMe UX TpaHCIOpTa CIOCOOCTBYET
MOSIBIICHUIO KOHBIOTATOB JKUPHBIX KUCIOT ¢ aneTwi-KoA-rmunuHom — neduiut
cpenHenenoyeuHoi anmi-KoA-geruaporenassl [112].

eIIpU HAPYIIEHUU PEHUPKYISUKA OMOTHMHA BO3HHMKAET OMOTHMHUIA3HAsS
HEJIOCTATOYHOCTh, MPU KOTOPOW IMOBBIMIAETCS YPOBEHb METHUIMAIOHOBOM, 3-
TUAPOKCUBAIEPUAHOBOM, 3-TUJIPOKCUTIPONIPUOHOBOM, 3-TUAPOKCUOYTUPATHOM,
3-METUIIKPOTOHOBOM KUCJIOTHI M arietoarnerara [27, 175]).

eMutoxoHApUaibHbIe ~ 3a00JIeBaHUS  C  HAPYUICHUEM  OKUCIUTEIHHOTO
dbochopmwinpoBaHusl YacTO COMNPOBOXKAAIOTCA TOBBIIICHHBIMA ~YPOBHU  3-
METWJITTYTapOBOM M ATWIMAJIOHOBOW KHCJIOT, a TakXe JIakrara, 2-
TUAPOKCUOyTHUpaTa, 3-TUAPOKCUOyTUpaTa, 2-MeTUi-3-ruapokcudytupar [27,

138].

HudbdepennuanbHy0 AMarHOCTUKY HEOOXOIUMO MPOBOJAUTH MEXKIY PazIUYHbIMU
MpUYMHAMH allK/103a, BKJIOYAsl HACJIEICTBEHHBIE HApYIICHHs MeTa0oJiM3Ma JaKTara,
MUMpyBaTa U OKHUCIUTEIBHOTO (PocHopuIMpOBaHUS, a TAKKE MOUYEUYHBIM TYOYJISIPHBIM

anuao3oM. Hapymienne B OuOXuMHMUYeCKHMX peakiusix B I1ukie KpeOca, 0ObIYHO
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CONPOBOXKJIAIOMIEHCS METa0OJUYECKUM alu030M C TOBBIIIEHUEM KOHIEHTpaIUi
(dbyMapoBoit u 2-keroritytapoBoit kuciort [205].

Takum oOpa3oM, BbICOKAs 3HAYUMOCTh MPABWIBHOM U  CBOEBPEMEHHOMU
JUArHOCTUKHU HApYyIICHUH OOMEHa OpPraHMYeCKUX KUCIOT y JeTel, HECOMHEHHA, YTO
JaeT OCHOBAaHME Il HA3HAYEHUs aJ€KBATHOTO JICUCHUSI MAlWEHTOB, MPEAYNPEKIACHUS
pPOXKJIeHUS! OOJIBHBIX JIETEH, a TaK:Ke CIIOCOOCTBYET CHMKEHUIO YPOBHS MHBAIMIHOCTH U
YIYUYIIEHUIO COCTOSIHUS 30POBbsI I€TCKOro HaceneHus [36]. Ho oTcyTcTBHE MONHBIX
anroputMoB auddepeHInanbHON TUarHOCTUKM U HECOBEPIIEHCTBO HMCIOJIb3YEMBIX B
HHUX METOJOB, & TAaKXKE OTCYTCTBHE B JuTeparype naHHbix o PU mmpokoro crnekrtpa
JUArHOCTUYECKH 3HAYMMBIX MAapKEPOB HACJIEACTBEHHBIX HapylIeHUH oOMeHa
OpPraHMYeCKUX KHUCIOT B Jerckod mnonynsuuu Poccuiickon ®depepaunn He paer

IIOJIHOCTBIO PCIIUTL OTHU HpO6J’IGMBI B HACTOAIICC BPCM:I.

1.5. HacJsiencrBeHHble 00J1€3HU 00MEHA JKUPHBIX KUCJIOT

B mpomecce u3ydeHus CTPYKTYypbl M (PYHKIUH CyOKJIETOYHBIX OOpa3oBaHUUN
MpoIeccax JKU3HENEATEIbHOCTH OpraHu3Ma Oblia BblJEI€HA Trpynna «0ose3Hei
KJIETOYHBIX  OpraHeun. OOJE3HM MUTOXOHIPHH, JHU30COMHBICE OOJE3HH U
MEPOKCUCOMHbBIE OOJIE3HH.

Muorue OuonorMuecKMe AaKTUBHBIC BEIIECTBA YYaCTBYIOT B  CJIOXKHBIX
OMO3HEpPreTUYECcKuX Mpoleccax B MUTOXOHIpuUsAX. Hampumep, KapHUTHH, KOTOPbBIN
BIIEPBBIC MJCHTU(UIIMPOBAH B MBIIICYHOM TKaHU B Hadajie aBajanaroro Beka [40, 86,
151, 254, 263]. D10 BelecTBO HEOOXOIUMO B KIIETKE ISl TPAHCIIOPTA KUPHBIX KUCIOT
(OKK) u3 muTo3055 B MUTOXOHJPUH, T/I€ MPOUCXOTUT UX MOCIEAyIolIee [-OKUCIeHUE.
JlebunuT KapHUTHHA BEIET K HapyIICHUIO MojaydeHus 3Hepruu u3 KK u CHIKEHHIO
KeroreHesa. JlepuuuT KapHUTHHA CHIXKAET BO3MOXKHOCTH OpraHHW3Ma HCIOJIb30BaTh
KK B kauecTBe TOIUIMBA B MEPHOJABI TojodaHus uiud ctpecca [61, 264]. Jlunuasi
ABJIAIOTCS. HamOoJiee PHEProeMKUMH HCTOYHHKaMU cuHTe3a AT® u ux karabonusm
OYeHb BaXEH TMPU META0OJUYECKUX CTPECCOBBIX COCTOSHUSX, TpH JAePUIIUTE
YIJIEBOJIOB, BO BpPEMsSI HMHTEPKYPPEHTHBIX HH(DEKIuid U JApyrux (U3HOIOTHYECKHX

nporueccos [56, 140].
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KapauTtun Taxxe peryaupyer B SHEPreTHYECKOM METa0O0JIM3Me B TKAHSX, BIUSET
Ha cooTHouienue anumi-KoA/cBobonueiii KoA B MuToXoHIpusix, ocBoboxaaer KoA
(kodbepmeHT A), cBs3bIBas AlUWIbHBIA paaWKal, U TEM CaMbIM AaKTUBUPYET
sHepreTudyeckuii oomeH. Kpome TOro, KapHUTHH BBINOJHSAET U JETOKCUKAIMOHHYIO
(yHKIMIO, CBSI3BIBASI M BBIBOJISI U3 KJIETOK OPraHMYECKUE KUCIOTHI, KOTOPHIE SIBISIOTCS
MNPOMEXKYTOUYHBIMM  NPOAYKTAMH  MPOLIECCOB  OKUCJIEHHS  PA3HBIX  BEIIECTB.
HakannuBasice B 1uTonia3mMe U MUTOXOHJAPUSIX KIIETOK, 3TU METa0OJHUThl OKa3bIBAIOT
MeMOpPaHOTOKCHUYECKOE JEHCTBUE U UHTUOUPYIOT aKTUBHOCTh HEKOTOPBIX (DEPMEHTOB, a
KapHUTHUH BBIBOJIUT 3TH TOKCHUUYECKHE BEIIECTBA U3 OpraHU3Ma B BU/JIE AIIMJIKAPHUTUHOB
yepes nouku [24, 17, 123, 223].

Knaccupukanusa mnarosormit. K mnoarpymnie MHUTOXOHAPHAIBHBIX OoJie3HEH
OTHOCSITCS1 3a00JieBaHus, CBsi3aHHbIe ¢ MyTauusimu sanepHoi [JHK, kotopsie npuBoasT K
Hapymenuto f-okucienus XK. B 1976 romy ydeHbIMu OBITM BIIEPBBIC OIHMCAHBI
nmanueHTel ¢ AedunuToMm anmi-KoA-merumaporeHassl, cpemnenenodeunsix KK wm
rinytapoBoi anuaemueit Il tuna. B Hactosimee Bpems 3ta rpynna HBO Bkitouaer He
MeHee 12 caMOoCTOSITeNhbHBIX HO30JIOTHYECKUX (OPM, MATOTeHE3 KOTOPBIX CBS3aH C
TeHETUYECKU OOYCJIOBIICHHBIMU HApyIICHUSIMH TpaHcMeMmOpaHHoro TtpaHcmopra KK
(meumut kapuuTHHNanEMutomnTpanchepas I u 11, nehunur KapHUTHH-ATTUITKAPHUTHH
TPAHCIIOKA3bl, TEPBUYHBIM CHUCTEMHBIM NeDUIMT CBS3BIBAHMUS KAapHUTHUHA) H WX
MUTOXOHJPHAIBHOTO f-okucieHus (aepunut anmia-KoA-meruaporeHas u 3-rHAPOKCH-
anmi-KoA-nerunporenas KK ¢ pa3nuyHoOl JIJIMHOW YTJIEPOJHOW IIENH, TIIyTapoBas
anunemus Il tuna) [24, 109, 111].

YacroTra BCTPEYaeMOCTH JIaHHOW Tpynmbl 3a00JICBaHUM JOCTATOYHO peJKa,
HAIpUMeEp, PACTIPOCTPAHEHHOCTh JAedunura QepmerTta anuia-KoA-meruaporeHasbl
cpenuenenodeynbix KK coctaBisier 1 cinyuaih Ha 8900 HOBOpPOXIEHHBIX, a 4acTOTa
Ipyrux ¢GopM NaTOJIOTHH Ha JAaHHBIM MOMEHT JIake He ycTaHoBlieHa [60].

Tun nacaenoBanus. [IpenmyniecTBEeHHO 3T 3a00J€BaHUS UMEIOT ayTOCOMHO-
PELECCUBHBIN THUIT HACJIEIOBAHUS, 32 UCKIIOUEHUEM MHOXXECTBEHHOTO Me(UIINTA aIui-
KoA-neruaporenas, KOTOpbIi HacleAyeTCs MO PEIECCUBHOMY THITY, CIICIIJIEHHOMY C X-

xpomocoMoi, tumy [60, 109].
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IlaTorene3 »toii rpynmbl 3a00JieBaHUN CBSI3aH C OrPAaHUYEHHBIM MOCTYIUICHUEM
VIJIEBOJIOB B YCJOBHUSAX  METabOIMYECKoro crpecca (MpU  XUPYPrUYECKOM
BMEIIATENIbCTBE,  MHTEPKYPPEHTHBIX  HMHQPEKIIMOHHBIX  OOJE3HSIX,  TOJIOJIaHUH,
(bU3MYECKON MM SMOILMOHAIBHON Meperpys3Ke), U TOrJa, UMEHHO JIUMUJbI, SIBISIOTCS
MCTOYHUKOM OHHEPruM I BOCCTAHOBJIICHUSI MOTpeOHOCTeN opranusma. [lpu sTom
3amycKarTCs NePeKTHbIE Mpoliecchl TpaHcmopTa U f-okucienus KK, aktuBupyercs o-
OKHCIICHHE W MPOUCXOJUT HAKOIUIEHHME TOKCUYHBIX MPOU3BOJHBIX M KOHBIOTATOB
KapHUTUHA — JUKapOOHOBBIX KUCIOT B OMOJOTHUUECKUX JKUIKOCTSX, B PE3YyJIbTATE YEro
pa3BHUBAETCs BTOPUYHAS KAPHUTUHOBAs HEJOCTATOYHOCTH [24, 34, 212].

Kiaunuveckas kapruHa. Bce 3a0oneBaHusi W3 Tpynnbl HacleICTBEHHBIX
HapyueHuit ooMena KK umerot 60b110e cX0ACTBO MO KIMHUYECKUM MPU3HAKaM. DTH
3a00JIeBaHUSI XapaKTEPU3YIOTCS MPUCTYMOOOPa3HBIM TEYCHUEM W TOJIPA3JESIOTCS Ha
TSDKETYI0 (PaHHIOK, TEHEPATM30BAaHHYIO) U JIETKYIO (ITO3HIOK0, MBIIICYHYI0) (hOPMBI B
3aBUCUMOCTH OT BPEMEHH IMPOSIBICHUS CUMITOMOB, CTEMEHU JepuiuTa GepMeHTa Uiu
€ro TKaHeBOM JioKanu3aiuu [12].

Tsokenass ¢opma mposBISIETCS B TEPHOJ HOBOPOXKACHHOCTH, Korma a0 20%
CIIy4aeB CONPOBOXKIAIOTCSA JIETAIBHOCTHIO M PUCKOM BHE3AIHOW JIETCKOM CMEpTH.
OCHOBHBIMH CHMIITOMAMH TaKOW POPMBbI 3a00JIEBAHUIA SBIISIFOTCS:

® [IPOTPECCUPYIONINE BSUIOCTh, COHJIMBOCTD, O0II[asi MbIIIIEYHAS TUTIOTOHUS,

® TeHEpAIM30BaHHBIC CY0POTH WM HH(PAHTUIHHBIC CIIa3Mbl, PBOTA,

® pPAcCCTPOMCTBO CEPACYHON JACATEIbHOCTH (HapylIEeHWE pUTMA  WJIU
KapJAMOMHUOIIATHS ),

e yBeJIWYCHHE NTeueHU (cuHapoM Pes),

e HapyIlIEHUE CO3HAHUA (B HEKOTOPBIX CIydasx — Koma).

Jlerkast oopma OOBIYHO MPOSIBISETCS HAMHOTO TO3JHEE — Y JeTeil B IIKOJILHOM
BO3pacTe, y moAapocTkoB. [Ipu 3ToM HaOII07aI0TCS OCHOBHBIE CUMIITOMBI: CIabOCTh,
yTOMJIIEMOCTh, HapyllIeHWe KOOpIWHAIUU, OOJIM B MBIIIIAX, TEMHAs OKpacka MOYH
(mpu MmuornobuHypun) [48, 238].

[Ipu HexoTopbIx 3aboneBaHusAXx (meduut ¢epmenta 3-rugpokcu-anuia-KoA-

neruaporeHassl KK ¢ JIuHHON yriiepogHON Iembio) HAOMIOAAIOTCS MUTMEHTHBIN
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peTMHUT W nepudepuueckas HeWpomaTus, a y OyIyHmuX Mareped nAeTreil ¢ 3Tum
(hepMeHTHBIM J1ehEeKTOM TEUCHHE OEPEeMEHHOCTH JOCTAaTOYHO 4YacTO OCJTOKHICTCS
pPa3BUTHUEM KUPOBOM HHPUIBTpALMU TEYEHU, TPOMOOIIUTONEHUU, U TMOBBIIICHUEM
aKTUBHOCTH TpaHcaMuHa3. J[J1sg Bcex 3a00eBaHUN 3TOM TPYIIIBI XapaKTePEeH CHHIPOM
opraHudeckou auuaypuu [24, 34, 87].

JlabopaTtopnass numarHocruka. [Ipu nuarnoctuke HapymeHuid oomena KK mo
71a00paTOPHBIM MOKA3aTENSIM MOKHO BBISIBUTH CIIEIYIONINE OMOXUMUUECKUE COCTOSHUSL:
METa0OIMYECKU  anua03, TUIMOKETOTHUYECKYI0  TUIOTJIMKEMHIO,  IOBBIIICHHE
aKTUBHOCTU TpaHCaMUHa3 U KpeaTnH(]PochOoKMHA3EI, YBETUUECHUE COJIEP)KAHUSI B KPOBU
aMMHUaKka, MOJIOYHOW KHUCJIOTHI, HU3KHUH YPOBEHH OOIEro KapHUTHHA B KPOBHU IPHU
YBEIIMYEHUH COJAEP)KAHUS €ro 3cTepuuuupoBaHHbIX GopMm B Moue. Takxke, B Moue
OOBIYHO  OOHApPYKMBAIOT  BBICOKYIO  JKCKPEIUIO  JUKApOOHOBBIX  KHCIOT C
COOTBETCTBYIOIICH JUIMHOM yIIIEpOAHON LENH, X THAPOKCHUIMPOBAHHBIX MPOU3BOJHBIX
Y alIKapHUTUHOB [139].

[Ipu »THx 3a007€BaHUAX KOHIICHTPAIIMU AIMJIKADHUTHHOB B OMOJOTUYECKHUX
KHUJAKOCTSIX MOTYT OBITh yYMEPEHHO TMOBBIIICHHBIMH, YTO CO3/1a€T TPYMAHOCTH ISt
YTOYHEHHUS JHUarHo3a, 0COOCHHO TMpH MpoBeaeHUH Au(depeHIIuaTbHON 1a00paTOpHOU
JIMArHOCTUKH. B Takux cioydasx Hanbosiee 4acTo BpauaMHu PEKOMEHIYIOTCS TOBTOPHBIE
MCCIIEIOBAHUS 1JIs ONpPEIECTICHUs TEHACHIMN B TeUeHUE 3a00JI€BaHUS U MOATBEPKICHUS
oOHapyXeHHbIX HapymeHuil. Juddepennuanbayto 1abopaTOpHYI0 IUATHOCTHKY
HE0OX0IMMO mTpoBoaUTh ¢ JpyrumMu HBO u 1 moarBepskIeHHS/MCKITIOYSHUS
OpraHWYeCKUX auACeMUNA, MUTOXOHAPHAIIBHBIX dHIIe(PaTOMHOMATHI, KapAUOMUOTIATHH
JIPYTrOro TPOUCXOXKICHUS, PA3TUYHBIX BUJOB JMHICIICHUU, AllCTOHEMHUYECKOW PBOTHI
[36]. CambIM BBICOKOUYBCTBUTEJIBHBIM M CEJIEKTUBHBIM METOJOM JIUArHOCTUKHU
Hapymenuii oomena KK sBasercs metonq BIXX-MC/MC, koTopblii MO3BOJISET B
MUHHMAJIbHBIX KOJHUYECTBaX OHMOJIOTMYECKOr0 MaTepuajia BBISBIATH MapKephI
HECKOJIbKUX  (OpM  HACJIEACTBEHHBIX  3a0oJieBaHWM W3  rpynn  JedeKxToB
MUTOXOHApHUANIBHOTO f-okucienus [50, 106, 211, 236, 237, 246]. B rtabmuume 4
MPUBEJICHHl OMOXMMHUYECKHE MapKephl, JIETEKTUPYEMble B KPOBU TAIUCHTOB C

HapymeHussiMu ooMena KK nanusim metosiom [ 108, 160].
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Tabnuua 4 — OcHOBHBIE HAC/IEACTBEHHBIE 00JIe3HN 00MEHA YKUPHBIX KUCIIOT C Pa3HOH JUIMHON YIIepoJHOH Lenu
1 KOHUEHTPALUHN X MapKepOB, TUArHOCTHPYEMBIX Ha OMOXUMHUYECKOM ypoBHE MeTogoM BOXKX-MC/MC

Iloka3aTean MeTa00au3Ma (MKMOJIB/JI)
Kpartkue cBenenus o
Mapkep meTadoau3ma KPUTHYECKH U
0 3200/1eBAHUH HOpMA | TATOJIOTHUS
YPOBEHb
Hedexrt cBszpiBanns kapuutuHa (CUD), nedext Tpancnopra kapuuruna (CTD)
AP. CB0OOOAHBIN KapHUTHH
Css3an ¢ nedexrom okucienus |(«CO0»)
KUPHBIX KUCIOT. [Ipuunna — =70 <=70 <230
JneeKT TpaHCMEMOPaHHOTO
TpaHCIOPTa KAPHUTHHA U3
TJ1a3Mbl KPOBHU.
Jedpuuut anma-KoA nermaporeHasnbl JJIMHHOIENOYeYHBIX KUPHBIX Kucjaotr (LCHADD)
AP. 3-T'uapokcu-
Casi3aH ¢ nedexTom MAJTbMUATOWIKAPHUTHH <0.10 >=0.10 — ——0.19
MHUTOXOHJPUATBEHOTO (C160H) <0.19
[-OKUCIIEHUS JKUPHBIX KUCIOT | (nepsuumnsiii)
C ONUHHOU yenepoOHOU yenvio  |[[anpMHTOMIKAPHUTHH ~
(C14—C18). OtHOCHTCH K (C16) <17.79 >=7.79 - >=10.8
MHUTOXOHIPHATILHBIM (6mopuunbiii) <10.8
3a00/IEBAHMSM. 3-T'uaApOKCHOICUITKAPHUTHH =011
(C18:10H) <0.11 _<(')5 B >=0.5
(6mopuunulil) '
Jepummt annia-KoA- neruporenassl cpeanenenovdeqnbix :KupHbIx kucaor (MCHADD)
AP. OKTaHOMJIKaApPHUTHH ~— 059 _
Cesi3aH ¢ neekToM (C8) <0.59 - 1 0 >=1.0
MHTOXOHIPHATHHOTO (nepsuunwiii) '
[-OKHCIIEHUS JKUPHBIX KUCIOT | JleKaHOMIKAPHUTHH ~= 055
co cpeoHeii yenepoonoii yenvro | (C10) <0.55 < 0 9 >=09
(C8 u coornotenne C8/C10). | (smopuunwiii) '
OTtHOCHTCA K ['ekcaHOMIKApHUTUH ~=0.59 —
MHUTOXOHJApUAILHBIM (C6) <0.59 < 1 0 >=1.0
3a00JICBAHUSM. (smopuunuitl) '
COOTHOH.ICH{/IG C8/C10 <30 ~=30 Tlpi C8 >= 1.0
(6mopuunulil)
Hepumut tpudynknuonansuoro deaka (TFPD)
AP.
Casi3aH ¢ (pepMEHTHBIM 3-I'uppokcu- _
>=0.10 -
NePUIUTOM [-OKUCIICHUS NaTbMUTOMIKAPHUTHH <0.10 <0.19 >=0.19
JKUPHBIX KUCIIOT C OIUHHOU (C160H) ’
yenepoounou yenvio (C14-C18).
Jepuuut anna-KoA-nernaporeHassl 04eHb JJIMHHONENOYEYHBIX ;KUPHBIX KucJI0T (VLCADD)
AP. TeTpaaereHOMIKapHUTHH ~— 0.66 —
Hapymena nocnenusst cragust  |(C14:1) <0.66 < 1 P >=1.5
kaTabonn3Ma O4YeHb (nepsuunwiii) )
JUIMHHOLIETIOYEYHBIX )KUPHBIX | TeTpaaeKaHOMIKAPHUTHH ~— 0.70 —
KHCJIOT. Cl4 <0.70 - O' 9 >=0.92
(6mopuunuvlil) '
[TanpMUTOMIKAPHUTHH 779
(C16) <7.79 - 1'0 2 >=10.8
(6mopuunuvlil) '

Ilpumeuanue. AP — ayTOCOMHO-PEIIECCUBHBIN TUI HACJIEIOBAHMUS.
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Jleuenue. I'naBHBIA cHOCOO JieUEHHS BPOXKACHHBIX OO0JIE3HEW HapylICHUS
okucineHusa u tpancnopra KK — nuerorepanus, OCHOBaHHas Ha JIByX NPUHIMIAX:
UCKJIIOYEHHE TOJOJaHUSl (COKpAICHHE MPOMEKYTKOB MEXIYy MNpPUEMaMH IMHUILIHA) U
ofOoramieHue MHINEBOTO paldoOHa YIJIEBOAAMU TMpPU 3HAYUTEIBHOM OrpaHUYEHUU
npuema xupos [ 14, 49, 260].

Ilepoxkcucomubie 00Jie3HM. Ha naHHBIE MOMEHT CaMOW HEU3YUYEHHOM TPYIION
HBO >xupHblii KHCIOT OCTaeTcsi Tpylnmna HEpPOKCUCOMHBIX Oonesneit [166, 256]. B
MepOKCHCOMaxX MPOUCXOAUT P-OKUCIEHUE OYEHb JJIMHHOLIETOYEYHBIX KUPHBIX KUCIOT
(OALLXKK, 24-26 u 6onee aTromMoB yriiepoaa) u aukapooHoBbix KK (26 u 6onee atoMoB
yraepoaa). OJLDKK He BXomasiT B COCTaB JMIIKJOB, MOATOMY MPH TOCTYIUICHUU C
MUIIEH B OpraHU3M, MOJJICKAT pa3pyIIeHUI0, KaK, Hampumep, (puTaHoBas KUCIOTA,
KOTOpasi COAEPKUTCS B JKMBOTHBIX XKUPAX U PACTEHHUSX. [IepOKCMCOMHOE OKHCIIEHUE
OAIDKK mon Bo3zgeiictBueM (epmenta anun-KoA-okcuaasbl MPOUCXOTUT B
pa3IMUHBIX OpraHax M TKaHSAX: ME€YEeHHU, J>KUPOBOW TKAHM, IIOYKAX, KHUILIECYHUKE,
HAATMOYEYHUKAX, JIETKUX, CeJIe3eHKe. Takke B MEPOKCUCOMAaX MPOUCXOIUT KaTaboJIn3M
MOJINAMUHOB, MIPOCTATJIAHANHOB U JA€Tpajialiksi HEKOTOPBIX KCEHOOMOTHKOB [23, 197].

B mnepokcucomax 1moj BO3JACUCTBHEM MNEPOKCHCOMHOM OKCHAA3bl MPOUCXOIUT
TPAaHCAMUHUPOBAHUE TJIMOKCUJIATOB, KOTOpBIE Jajiee  METaOOJU3UPYIOTCS 0
I[aBEJICBOM KHUCJOTHI, a HACJIEICTBCHHBIN neduut
aJaHUHTJIMOKCUIIATAMUHOTpaHCepasbl B MEPOKCUCOMAX MEYEHU MPUBOJUT K PA3BUTHUIO
rurniepokcanypuu [ tuma [144].

Hapymienue onHOW WIM HECKONbKUX (YHKIUN TEPOKCUCOM MOXKET CTaTh
MPUYUHON pa3BUTHUSI METAOOIUYECKUX HapyIIeHUN — nepokcucoMubix Oosesneit (I1B)
[23, 24, 256]. B 3aBucuMocTH OT TUMA PYHKIIMOHAIBHBIX HAPYIIEHUH B OUOJIOTUUECKUX
KUJKOCTSIX W TKaHSAX HAKAIUIMBAIOTCS XapaKTEpPHbIE MapKEepHbIE METaOOJUThI, YTO
CONpPOBOXKJaeTcsl OUCPYHKIMEH WM  OTCyTCcTBHEM mepokcucoM. [lokazarenu
HAKOTUICHUSI ATUX METa0O0JMTOB UCIONB3YIOTCS il AudPepeHImaibHON JUarHOCTUKH
MEPOKCUCOMHBIX HAPYILIEHUU, OCOOCHHO y HOBOPOXKICHHBIX IETEH, HapuUMep, Mpu

CHUHIAPOMC Heanerepa, CCJIn OHUar"Ho3 HC 6y,Z[CT IIOCTABJICH HA pPaHHUX CTaJusiax
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pa3BUTHs 00JIE3HU, TO PEOEHOK MOKET NOTHOHYTh CIYCTS HECKOJIBKO MECSLEB MOCIIEe
POXICHUS OT TSKEJIOW THINOTOHMM, HAPYUICHUS MUTAHUS, TOPAKECHUS MEYCHU U
cepaua, cynopor [79].

Jlo HacTosmiero BpPEMEHHM HE CYIIECTBOBAJIO €AMHOM  KiIacCU(pUKAIIMH
MEPOKCUCOMHBIX OOJIE3HEH, M3-3a OTPAHUUYCHHOTO KOJMYECTBA 3HAHUNU O TMATOreHE3e
3a00neBaHuM, QYHKIMSIX MEPOKCHCOM. BbUIM MOMBITKU CAenaTh KiIacCU(PUKALMIO MO
MOpP(OJIOTUYECKUM TPU3HAKaM (OTCYTCTBUE WJIM HAJIUYKME MEPOKCHUCOM B KJIETKAX), HO
OHM OKa3alluch Oe3ycnemHbiMU. B mocnenHue rojbl yYeHble CTaM CKIOHSTBCA K
KJIaccu(UKaAlMA 3TOW Tpynmbl OOJE3HE Ha OCHOBE MEPBUYHBIX OMOXUMHUYECKUX H
TeHHBIX Je(QEeKTOB TaKuX IpoleccoB, Kak o- u f-okucienne KK, Oumocuntes
aupocoaepKaIuX JUIHUI0B U I€TOKCUKAIU riauokcuiaarta [121].

B Hacrosmee Bpems I1b kmaccudumupyroT mo Mopdonorudeckomy (OTCYTCTBHE
WU HaJu4yue MEPOKCHUCOM B MEYEHH) M OMOXMMHUUYECKOMY (HApYLIEHHWE OJHON WIH
HECKOJBKUX (YHKIMH MEPOKCHCOM) KPUTEPHSIM, KOTOPBIE OIEHWBAIOT MapaiIeIbHO
[210, 228]. Ucxomast u3 3To# Kiaccupukauu BeiaestoT 3 rpymmsl [16:

I1-a zpynna IIb — 0one3Hu, CBSI3aHHBICE C TEHEPAIM30BAHHBIM HaAPYIIEHUEM
Oononornyeckux (GYHKIUA TEPOKCUCOM H  OTCYTCTBHEM WJIM 3HAYUTEIbHBIM
YMEHBIIIEHUEM HX KojauyecTBa B mnedeHU. K HUM oTHocsTca: cunapom llenbBerepa
(CLl), rumepnumnekosuioBasl amuJeMus, HeOHATaJbHAs AaJPEHOJICUKOIUCTPOPus,
nHpanTunpHas Gopma Oone3nu Pedcyma, ToueuHass OCTEXOHAPOAUCIIIA3US, Psia hopm
amaBpo3a Jlebepa, puzomennueckas ToueyHass xonnaponucriaszus (PTOX) I tuna u
ap. s 9TUX TaTOIOTHH XapaKTepHO HapyIICHUE OMOTreHe3a MIEPOKCHCOM B Pa3TMIHOM
crenenu [63, 79, 259]. IIpu PTOX]] I Tuma 6GuoreHes rnepokCcMcoOM HApyIIEH YaCTHYHO
(3aTpOHYTBI  TOJNBKO  OMOCHMHTE3  (-OKHUCIEHHWE  (UTAHOBOM  KHUCIOTHI U
sapupoconepxkamux aunuaoB), a npu CL| HapymieHbl TMOYTH BCE NEPOKCHCOMHBIE
GyHKIHUH, 9TO MPUBOIUT K HAKOIUICHUIO LIETIOTO Psa MEPOKCUCOMHBIX META0OIUTOB B

niaasMme kposu [2, 23, 39, 135, 177].

2-a c¢pynna IIb — 0one3HU, KOTOpPHIE BBI3BAHbI HAPYLIEHUEM HECKOIbKHUX
Onosiornyeckux (PyHKIUNU MEPOKCUCOM MPHU UX JIOCTATOYHOM KOJMYEeCTBE B meueHu. K

HUM OTHOCATCS IICJIbBETEPOIOJO0HBIA CHUHIPOM, CHHAPOM HEIOCTaTOYHOCTH D-
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OoudyHKIIMOHATBHOTO Oerka [96], cuHIpOM TiceBaoLeNbBerepa u ip. [79].
3-a epynna IIb BximroyaeT OOJE3HHM, MPU KOTOPHIX HApyIIEHA TOJBKO OJIHA
Omonornyeckass (PyHKITUS TIEPOKCHCOM W HMMEETCS WX JOCTaTOYHOE COJAEpXKaHUE B
neYeHu. DTa Tpymma moapa3aessieTcs] Ha MOATPYIIIBI IO CIETYIONAM THTIAM:
eHapylieHHe OuocuHTe3a HAPUPOCOJEepKAUUX JIUMUAOB (HEIOCTaTOYHOCTh
TUTHIpOKCcHU-anieToHdochaTanmiTpancdepasbl u
ankmauruapokcuarnerondocdarcunrassl [ 135]);

® HapyIIEHUE  TEPOKCUCOMHOTO  f-OoKucleHHus  (HEJOCTaTOYHOCTh  Oelika,
TpaHCHIOPTUPYIOIEro ctupoi) [67], X-cuemjieHHas aApeHoJeHKoaucTpodus,
HEJI0CTaTOYHOCTh (hepMeHTa aumi-KoA-okcunassl [ [96, 168], HenocTaTOYHOCTh
2-metun-anmi-KoA-peaykrassl [83]);

®HAPYIIECHUE O-OKUCICHHUS (PUTAHOBOW KHUCIOTHl (B3pociasi ¢dopma OoJie3HU
Pedcyma);

eHApYIICHUE JIETOKCUKAIINU TIMOKcUiaTa (runepokcanypus [ tuna) [177]).

Yacrora BcTtpeuaemocTu. [lepokcrucoMubie 007€3HU JOCTATOYHO PEJKHU, U CaMOM
pacrpocTpaHeHHOW sBisieTcsi X-cleruieHHass — ajapeHoneiikoguctpodus  (X-AJIJ),
Kotopas BcTpevaercs ¢ yacrorou 1:17000 [104]. CymmapHas yacToTa BCTPEYaeMOCTH
OCTaJIbHBIX MEPOKCUCOMHBIX Oosie3nel coctapisieT 1:50000 HOBOPOXKICHHBIX.

Tun nHacinenoBanus. Bce nepokcucoMHble 00JIE3HU HACIEIYIOTCS IO ayTOCOMHO-
peueccuBHoMy Tuny, kpome X-AJI/[, koTopas Hacimexyercss Mo peuecCUBHOMY THITY
(o Tuny cuerieHus: ¢ X-xpomocomoni) [191].

IlaTtorene3. OCHOBHOW TpPU3HAK HapylleHHs OWOreHe3a MEePOKCUCOM —
OTCYTCTBUE WJIM YMEHBIIEHUE KOJINYECTBA MEPOKCUCOM B KiieTkax. [Ipu maTonoruu stu
OpraHeJUIbl COCTOSIT TOJIBKO M3 MEMOpaHHBIX O€IKOB 0e3 MaTpukca (Tak Ha3bIBa€Mble
TeHH T1nepokcucoMm). Hapymenue  OuoreHesa  MEPOKCUCOM  COMPOBOXKIAETCS
HEJIOCTATOYHOCTHIO MHOKECTBA (DEPMEHTOB, KOTOPbIE CUHTE3UPYIOTCS B KIIETKE, HO, HE
nmomaaasi B TEPOKCHCOMBI, OBICTPO paspymarTcs. Takum oOpa3oM, HapylieHUE
(GYyHKIIMA  TEpPOKCUCOM  MPUBOJUT K  MHOTOYHCICHHBIM U Pa3HOOOpa3HbIM

MaTOJIOTHYCCKUM HU3MCHCHHAM B OPIraHU3MC. XapPaKTCPHBLIC I[e(i)eKTI)I MUI'paluu
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HEUpPOHOB, KHUCTHI  MOYEK, MHUKPOY3EJIKOBBIM  IUPPO3  IEYEHU, TOUYCUHBIC
XOHIPOAUCIITIA3UU, BPOXKIEHHBIE IMOPOKU cepAaua U Ju3Mop(duueckue NpOsBICHMUS,
peTHHONATHSI, HOMYTHEHUE POTOBUIIBI, KaTapakTa U riaykoma [198].

Knunnyeckas kapruHa. KinHuueckue npuszHaku u  cumnromsl  [Ib
XapaKTepu3yloTca pa3audyHbiMu Bapuanusamu [97, 98]. Haubonee Tsxkeno mpoTeKaer
CLI, KOTOpBI COMPOBOKIACTCA TKEION I€HEPATM30BAHHON MBIIICYHON TMIOTOHUEH,
CyJl0poraM, HEMPOCEHCOPHOM TIIyXOTOM, IMATOJIOTHEH CO CTOPOHBI OPTaHOB 3PEHHS,
runepomnpyonnemMueli, rematomeranveil ¢ guchyHkuuei mnedeHu. B cpenHem
OOJIBILIMHCTBO JIeTe yMHpaeT B Bo3pacTe 12.5 Heaenb OT acUpallMOHHOW MHEBMOHUU
U CEepACYHON HEAOCTATOYHOCTH, a YacTh JETEH — MO3XKEe OT CYJIOPOKHOTO CUHAPOMA U
nopakenus: nedenu [79, 93, 104, 191]. Cpennsis TsokecTh 00JiIe3HU HAOIIOAACTCS TIPU
X-AJIJl, nerkasi CHMOTOMATHKA JOCTATOYHO YaCTO OTMEYAETCS Y HOBOPOXKAECHHBIX IPH
6onesan Pedcyma. KimHuueckme KapTHHA TakKe pas3nuyaeTcss MO0 BPEMEHU
MaHu(ecTanuy, THKECTH TOPAXKEHUS  IEHTPAIBHOW  HEPBHOM  CHCTEMBI U
MPOJIOIDKUTENHOCTH u3HU [79, 104]. UadantunsHas Gopma 6one3nu Pedcyma — ato
TeTEPOreHHBIM CHHJPOM, CXOnaHbIH 1o cumnromatuke ¢ CII, HO ¢ Ooiee Jerkum
TEUEHHWEM HW  OOJbIIEHd  NPOJOJKUTENBHOCTBIO  JKHU3HU  HOBOPOXKIECHHOTO
(IpOIOIKUTENBHOCTD KU3HHU HE mpeBbiaeT 1.5-3 ner). CyuiecTByeT Takxke B3pocias
dbopma 6onesnu Pedcyma, mpu KOTOpoil B pe3ynbTaTe MOpaxeHus: nepudepudeckoin
HEPBHOM CHCTEMBI HAOJIOJAIOTCA MO3KEUKOBAas AaTakChs, TIIYXOTa, CHUXCHUE
MHTEJUJIEKTA, 3HAaYUTEIIbHOE YXY/IIICHUE 3PEHHUS, U3BMEHEHUE KOXHU IO TUITY UXTHO3a U
Kapauomuonartus [93].

Y OONBIIMHCTBA MEPOKCUCOMHBIX OOJIe3HEH SPKO BBIpa)KEHAa HEBPOJIOTHYECKas
CUMIITOMATHKA: 3aJ€pXKKa PAHHEro IICUXOMOTOPHOIO pa3BUTHS, HEHPOCEHCOPHOE
CHIW)KCHHE CIyXa, MbIIIeYHass TUIOTOHMS, B Takke peTHHomatus (AeeKTh
NUTMEHTAIIUU CETYAaTKH U TOOJIeTHEHHE JMCKOB 3PUTENIBHBIX HEPBOB), KaTapakTa U
YepernHo-INIEeBOM aucMopdusM. B penkux ciyyasx MOTyT HaAOJIOAAThCS aHOMAaJUU
pa3BUTHSA CKEJIETa U PU3OMEIMYECKUN TUI YKOPOUCHUS KOHEUHOCTEH [256].

KnuHauueckass kapTHHA TEPOKCUCOMHBIX OOJIe3HEH OYeHb CXOJHA MEXKIY

MMOATpYIIIIaMH, ITIO3TOMY OHA HC ITO3BOJIACT HCIIOCPCACTBCHHO PA3JIMUUTDL THUIIBI I'CHHBIX
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nedexToB.
JlaGopaTopnasi nuarnoctuka. [Ipu nogo3penun Ha 60JI€3HU MUTOXOHAPUATIBHOM
U TIEPOKCUCOMHOW MPUPOJLI MPOBOISAT MOP(POIOrHYecKOe HCCIeAOBaHUE KIIETOK
MEYEHU, CKEJIETHBIX MBI U JUM(OIUTOB KPOBU C HCHOJb30BAHUEM HJIEKTPOHHO-
ONTUYECKUX METOAOB BU3YAIN3AMU U THCTOXUMHUYECKUX METOJOB OLICHKH aKTUBHOCTHU
mutoxoHapuanbHbeix  ¢depmentoB (HAJID-H-penykraspl, CcyKIuMHATIETUIPOTECHA3HI,
uutoxpom C-oxcunaszel, ATD-a3bl) u pepmMeHTOB nepokcucom [12].
C mnomomplo 3TUX Ja0OPATOPHBIX METOJOB HCCIEIOBAHUS MOXHO BBISIBUTH
CJIeAYIOIINE TUIBI HAPYILIEHU OUOTreHe3a MePOKCUCOM:
® CHI)KEHHUE YUCIIA WU MOJIHOE OTCYTCTBUE IEPOKCUCOM;
® [IPUCYTCTBHE KaTaja3bl B IUTO30JIE;
® HapyLICHHE CUHTE3a U CHHU)KEHHUE TKAHEBOI'0 YPOBHSI IIa3MAJIOTCHOB;
e HapymeHue OkucieHus u upesamepHoe Hakoruenne O/JLDKK;
® HapYIICHUE OKHUCIEHUS M 3aBUCUMOE OT BO3pacTa HakoIuleHue (puTaHoBOM
Y MPUCTAHOBOU KHUCIIOT;
® HapyIICHHE HEKOTOPHIX ATANOB 00pa30BaHUs KETUYHBIX KHUCIOT M HAKOIUJICHUE
MIPOMEKYTOUYHBIX MPOJTYKTOB UX CUHTE3A;

¢ [IOBBIIICHHAA OKCKPCIIUA I[I/IKap6OHOBBIX KHCJIOT C MOYOM.

[Ipu npoBeaenun nuddepeniumanbuoi nuarnoctuku [1b anHanu3upyoT coueTaHue
JAHHBIX KIMHUYECKUX OO0CJIEeIOBaHUM, PE3yJIbTaTOB Ja0OpPATOPHBIX HCCIEIOBAHUN U
JAHHBIX MOP(OIOrUUECKON OIEHKHU:
® KIMHUYECKHE JAHHBIC: BBIPAKEHHAs] HEBPOJOTMYECKass CUMIITOMATHKA,
HAJIMOYECYHUKOBAsI U NIEYCHOYHAS! HEJJOCTATOYHOCTh, CHUKEHHUE OCTPOTHI 3PCHUS
U CIyXa;

®  pe3ylnbTaThl OOMIUX JTAOOPATOPHBIX KCCIEIOBAHMI: TOBBIINICHUE B ILJIa3Me
kpoBu ypoBHs OJIDKK, ¢uranoBoit u mnpuCTaHOBOW KHUCIOT, CBSI3aHHOTO
OwnnpyOuHa,  TpaHCaMHMHAa3, a  TakKkKe  MOATBEPXKACHUE  JIMarHo3a
TUIIOXOJIECTEPUHEMHUH;

e  mopdomornueckuit U PU3UOIOTUUECKUN KPUTEPUU: KOJIMUYECTBO MEPOKCHUCOM
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N CHHXCHHC UX (bYHKI_II/II/I

JI1s MMarHOCTUKH TEPOKMCOMHBIX Oo0Jie3Hed NpHUMEHseTCs WH()OPMATUBHBIN H
BeICOKOTexXHOIOTHYHBIN Meton I'X-MC [23, 24, 168, 190, 221, 233]. B Ta6n. 5
MPUBEJCHBl TPYIIBl MEPOKCUCOMHBIX HApyIIEHHWH W YpPOBHHM HX MapKepoB,
OTPEALCIAEMBIX 3TUM METOIOM.

[lo nmanHBIM, TIpUBEAECHHBIM B TaOMUIIE 5 MOXKHO CKaszaTh, YTO COJACP)KaHUE
OAIDKK o6bryno moseimeno npu CHI[ u CII, X-AJI, nedunmre arun-KoA-

OKCHAa3bl, HEIOCTATOYHOCTH D-O0M(YHKITMOHAIBHBIX OCJIKOB.

Tabmuuma 5 — IlepokcucoMHBIE HapylIeHHS M YpOBHM oOueHb JumMHHouenouyeuHslx (OUALDKK),
NIPUCTAHOBOM M (PUTAHOBOW KHUCIOT B IUIa3M€ KPOBH, OIpeneNnseMble Ha OMOXMMHUYECKOM YPOBHE
MetosioM ['X-MC [24, 135]

IlpucranoBasi | duraHoBas

I'pynnsl nepokcrucoMHbIX 3200/1eBaHUH OJIKK
KHCJIOTA KHCJIOTA

I'pynna 1 (Gose3nu, cBsi3aHHBIE € TreHEPAM30BAHHBIM HApYyIIeHHEM OHOJOTHYECKHX (QyHKIMiA
TEPOKCHCOM H OTCYTCTBHEM MJIM 3HAYHTEJbHBIM YMEHbIICHHEM KOJIMYECTBA MIEPOKCHCOM B NEeYeHN)

Cungpowm Lensserepa (CLI) 0 N-1* N-1%*

PI/I3OM€HI/I‘ICCK8.51 TOUYCUYHAas XOHHpOHHCHHa?)Hﬂ %
(PTOX/T) 1 tina N N-T N-T

I'pynna 2 (6o.ie3Hu, BbI3BaHHBIE HAPYIIEHHEM HECKOJbKHX OHOJIOrHYeCKHX (PYHKIHIi MePOKCHCOM
NP¥ HOPMAJIBHOM KOJINYECTBE EPOKCHCOM B NIeYeHH)

Crektp Hapymennii [{enbperepa (CHILI) 1 N-1* N-1*

Henocratounocts D-0MYHKIIMOHATBHBIX OEIIKOB 1 N-1* N-1*

I'pynna 3 (6oJ1e3HH, MpU KOTOPHIX HApPYIIEHA OJHA OHoJOrHYecKasi GYHKIUS MEPOKCHMCOM H HMEEeTCsl
HOPMAaJIbHOE cOlep:KaHue NEPOKCHCOM B NeYeHH)

3.1. Illepokcucomnuie napyuwienusa f-oKucienus

X-cuerenHas agpenoneikoauctpodus (X-AJIJI) N N

HenocraTtounocts amuin-KoA-okcunassl N N

tpa"cnoprupytouero crupos (CTh)

1
1

HenxocrarounocTs Oeika, N N-p* N-t#
N

HenocraTtounocts 2-metunanuin-KoA-penykrassl

(MAKOAP) N-1* N-1*
3.2. Hapywienus duocunmesa 3¢pupocoodeprcaujux 1unuoos

PTOX/I Il Tuma N N N
PTOXJI 1T Tuma N N N
3.3. Hapywienus a-okucienus pumanoeou Kuciomeol

bonesup Pedcyma | N | 1 | N-1*
3.4. Hapywienue demoxcuxayuu 2nuoKkcuiama

I'unepokcanypus I tumna ‘ N ‘ N ‘ N

Ilpumeuanue. N — HOpMaJIbHBIN YPOBEHB;

1 — NOBBIILIEHHBIN YPOBEHB;
* — YpOBEHBb CONEPXAaHUS MOXKET BapbUPOBATHCS OT HOPMAIBHOTO [0 TOBBIIIEHHOTO
B 3aBUCHUMOCTH OT BO3pacTa U MUTAHHS MTALUEHTA.




52

Konnentpanuu OJIIIKXK Moryt ObITh B HOpME MpU JPYyTHX 3a00JIEBAHUSX,
Bratovass naebunut CTb u aedumure MAKOAP, HO mpu JaHHBIX TATOJOTHSAX
MPOUCXOJIUT HAKOIUICHUWE MPUCTAHOBOM KHUCIOTHI, a TaKXe JKEIYHBIX KHUCIOT,
SBJISIIOIIUXCS MPOMEKYTOUHBIMU METa00IUTaMU AU- U TPUTHUIPOKCUXOIECTAHOBBIX
KHUCJIOT. YPOBEHb MPUCTAHOBOW KHUCIOTHI Takxke moBbimiaetcs npu CHI[, PTOX]I I
tumna u 0one3nu Pedcyma, a ypoBeHb (PUTAHOBOI KMCIOTHI MOBBIIIAECTCS IPU HATUYUU
MPAKTUYECKU BCeX 3a00JieBaHMil 3TOM rpynmsl [23, 24, 135].

Takum o00pa3oMm, OJHOBPEMEHHBIM aHANIW3 MPUCTAHOBOW, (PUTAHOBON KHCIOT U
OALIKK  sBnsercss 3(Q(EKTUBHBIM  METOAOM JJIsi  BBISIBICEHHS OOJBHBIX C
MEPOKCUCOMHBIMU OO0JIE3HSIMU, XOTS MPU HAPYLIEHUH OMOocuHTE3a 3(pupocoaepraiimx
munuaoB  (PTOX II w III TtumoB, runepokcanypuu [ Tuma) HEOOXOAUMO
JIOTIOJTHUTENIBPHOE WCCIIEIOBAHUE APYTHX MAapKEPHBIX METabO0NIWTOB, B TOM YHCIIE,
YPOBHS IJIa3MAJOT€HOB B APUTPOLIUTAX, & TAKXKE YPOBHS TIIMOKCHWIaTa, TJIMKOJIaTa U
oKcayiaTa B Moue [24, 252].

Jleuenne. CriocoObl JI€YeHHUS TMEPOKCUCOMHBIX OOJIE3HEW B HACTOSIIEE BpeMs
OKOHYaTEeIbHO He oTpaboTaHbl. [lojmoxkuTenbHble pe3yJabTaThl MOKHO JIOCTUYb
MIPUMEHEHUEM JUETOTEPANUU ¢ OTPAHUYECHUEM KUPOB U JIOMOIHUTEIbHBIM BBEICHUEM
7(hUpOB IpYKOBOM U ojermHoBoOM kucioT mpu X-AJIJl u Gonesnu Pedcyma B3pocmoro
tumna [167, 191, 202]. B HEeKOTOPHIX cloydasx MOJOKUTEIbHAS JUHAMUKA HAOI01aIach
P MCTIOIB30BAHKUH MPOIEAYp Tuiazmodepesa [12].

[Ipoananu3upoBaB JaHHbIE B TAOJHIE 5, MOKHO C YBEPEHHOCTBIO CKa3aTh, YTO
anamm3 OJ[LDKK, npucranoBoit U pUTAHOBOM KHCIOT MMEET OOJIbIIOE 3HAYCHHE IS
MIPOBEJICHUS TPABWIIBHOM M CBOCBPEMEHHOHN JMArHOCTHKU HapymieHuil ooMena KK y
netei. Pe3ynbTaThl 3TOro aHain3a sBIISIIOTCS OCHOBAaHUEM JIsl Hayaia ONpEeIeIEHHOIO
JICYCHHS TMAIMEHTOB, MPEAYNPEKACHUS POXKACHHUS OONBHBIX JETEH, CIOCOOCTBYS TeM
CaMbIM CHI)KEHUIO YPOBHS HWHBAIMAW3ALMM U YIYYLHIEHUIO COCTOSIHUS 3JI0POBBS
nerckoro HaceneHus [36]. OTcyTcTBue B JauTepaType peepeHCHBIX MHTEPBAIOB IS
MHOTHX JMArHOCTUYECKM 3HAYMMBIX MapKepOB HapylIEHUH OOMEHa KUPHBIX KHUCIOT,
HECOBEPILEHCTBO HCIONB3YEMBIX B HHX METOAOB, HEpPa3pabOTAHHOCTb IOIHBIX

AJIrOPpUTMOB AHUAIHOCTUKH HC II03BOJIACT PCIINTL OJOTH HpO6JICMI>I JJIA I[CTCKOI;'I
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nonysanuu B Poccuiickoit deaepannun B HACTOSIIEE BPEMSI.
1.6. HacaiencrBeHHbIe 60J1€3HN 00MEHA MYPUHOBBIX H MUPUMHIMHOBBIX OCHOBAHUIA

[lypunbl ¥ OUPUMHUIUHBI — 3TO TETEPOLMUKIMYECKHE a30THUCThIE OCHOBAHUS,
SIBJISTIOIIINECS HCXOJAHBIMU CTPYKTYpPHBIMH AJ€MEHTaMHU HYKJICO3UI0B
U HyKJIeoTus10B. HykineoTuabl NMPUHUMAIOT y4yacTHE BO MHOXKECTBE OMOXMMHUYECKHX
MPOIIECCOB OCOOEHHO, B KAYECTBE MOHOMEPOB-IMPEIIIECTBEHHUKOB MpU OMOCHUHTE3E
JJHK u PHK. PuGonykineoTunnbl SIBISIOTCS YHUBEPCAIbHBIMU UCTOUHHKAMH SHEPTUU
(AT®), peryasiTOpHbIMM CUTHaJIaMH, [EPEHOCYMKAMU METHIbHBIX rpynn (S-
aJICHO3WJIMETHOHHUH), MaKpO3PIMUYECKUMH TMOCPEAHUKAMU B YTJIEBOJHOM OOMEHE U
CHHTE3€ JUIHMJIOB, a Takxke BXoAsAT B coctaB kodepmeHToB (DPAJl, HAJl, HAD).
OOMeH MypuHOB UM MUPUMHUJIMHOB B OPTaHU3ME COCTOUT U3 TPEX OCHOBHBIX 3TAIOB:
CUHTE3a, KaTaboliu3Ma U B3aWMOINPEBPAIICHUN HYKICO3UJ0B M HYKIECOTHU]IOB.
HedexTsl ¢GepMEeHTOB, NPUHUMAIONIMX Yy4yacTHe B MeTabOIu3Me MypUHOB U
MUPUMUANHOB, MOTYT TIPHBOJUTH K PA3BUTHIO TEHETUYECKH OOYCIOBJICHHBIX
HapylIeHu 0OMeHa 3TUX OoCHOBaHuUM [25, 28, 132, 224].

HedexTsl MeTabonn3Ma MyPUHOBBIX OCHOBAHUM M3YyYEHBI JHOCTATOYHO XOPOIIIO,
TOT/Ia Kak TpyIla HapylleHui oOMeHa MUPUMHUJIMHOBBIX OCHOBAaHWII ObLIa ONUCaHa
coBceM HenaBHO. Tak kak gedexkTsl Mertabonm3Ma IypUHOB W TUPUMHUINHOB
aCCOIMHUPOBAHHI ¢ AeheKTaMu (PEPMEHTOB, KaTATU3UPYIONIUX PEAKIIMHA PEYTUIIU3AINH
ATUX OCHOBaHMI, TO B pe3yJbTaTe€ 3TUX HAPYLWIEHUM MIPOUCXOJUT HAKOIUJICHUE
cyOcTtpata OJIIOKMpOBaHHON (EpMEHTHON peakiuud, YTO MOXKET OKa3bIBaTh
TOKCHYECKOE JIEHCTBUE HA OPTraHU3M M NMPEACTABISATh OMACHOCTH JIJISl )KMU3HU MallMeHTa
[94].

YacTora BcTpeyaemMocTu. OtnenbHbie (QOPMBI HACIEICTBEHHBIX OO0JI€3HEH
oOMeHa MYpWHOB M MUPUMHIMHOB BCTPEYAIOTCS PEIKO WU KpailHE PEIKO, MOYKHO
otMeTuTh auamnazoH ot 1:10000 mo 1:1000000 wHoBOpoOX)IeHHBIX. s MHOrUX
MaToJIOTU YacToTa BCTpEeUuaeMOoCTH He onpeaeneHa [ 120, 178].

Tun HacaenoBanusi. Ilomamistomee 60IBIIMHCTBO (GOPM HApyIICHUH 0OMeHa
MIyPUHOB U MMUPUMUIUHOB HACJIEIYETCS IO ayTOCOMHO-PEIIECCUBHOMY THITY.

IlaTtorene3. I[laTorenernueckre MEXaHU3MbI PA3IUYHBIX HO30JIOTHUECKUX (OopM
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HACIIEJICTBEHHBIX HApyHIEHUA OOMEHa MypUHOB W MUPUMHUIMHOB OOYCIOBJIECHBI
HapylIeHUEM aKTUBHOCTU ()EPMEHTOB, YUACTBYIOIIUX B OOMEHE ATUX COCIUHEHUI, YTO
MPUBOJUT K HAKOIUICHUIO CyOCTpaTOB ATUX ()EPMEHTOB B KJIETKAX U OMOJIOTHYECKHUX
KUIKOCTIX.  M30bIToK  cyOcTpaToB  METa0OJM3UPYEeTCSs B albT€PHATUBHBIX
OMOXUMHYECKUX MyTAX C OOpa3oBaHMEM TOKCHUUYECKHUX MPOJIYKTOB, UYTO OKa3bIBaeT
HETaTUBHOE JEWCTBHE HAa KIETKM W TKaHU, a TaKkKe HeONaromnpusTHO BIMUSET Ha
TPAHCIIOPT Aa30TUCTBHIX OCHOBAaHUW BHYTPb KJIETKH, Hapymas (QYHKUMH OTIEIbHBIX
KJIETOUYHBIX CTPYKTYP M OKa3bIBAET TEHOTOKCUYECKOE AercTBue [25, 113, 153].
Knunnyeckas pauarHocruka. CuUMOTOMATHKAa HACIEACTBEHHBIX IaTOJIOTHM
MyPUHOBOTO U MUPUMHUANHOBOTO 0OMEHA pa3inyaeTcs Mo CTENEeHU TsKecTu. [25, 225].
XapakTepHble KIMHUYECKUE MPU3HAKUA TMO3BOJIAIOT Pa3[eiuTh JAHHYIO TPYIILY
3a00J1€BaHUI MO KIMHUYECKUM IMPOSBICHUSAM U BEIYIIUM CUMITOMOKOMILIEKCaM [25,
117,129, 157, 219, 226, 230, 244]:
® C NIPEUMYILECTBEHHbIM MOPAXKEHUEM IIEHTPAIbHON HEPBHON CUCTEMBI (3aJeprKKa
WIM OTCTABAHWE ICUXUYECKOTO, WU IMCHUXOMOTOPHOTO Pa3BUTHUSA PA3ITUUYHOM
creneHu (OT JIETKOW 10 TIJIyOOKOW), B COYETAaHWU C DIHJICITUYECKUMHU
IPUCTYyIaMU, MBIIIIEYHON TMIIOTOHUEN WIIM TUIIEPTOHYCOM, ayTH3MOM);
®C IMPEUMYIIECTBEHHbIM MOPAXXEHUEM IMOYEeK (pa3BUTHUE OCTPOM MOUYEUHOUH
HEJIOCTATOYHOCTH);
®C COYETAHHBIM TSHKEJBIM MOPAKEHUEM LEHTPAIbHOM HEPBHON CHCTEMBI U MOYEK
(coueranue paHHETO pa3BUTHUA oAarpu4ecKoro apTpura
C HEBPOJIOTMYECKHMMHU HAPYLIECHUSMU: CEHCOHEBPAIBbHOW  TYroyXOCThIO,
AKCTpPANUPAMUIHBIMU PACCTPOUCTBAMHU, aTAKCUEH );
®C [1aTOJIOTHUEN CUCTEMBI KPOBU (HACTIEICTBEHHBIE AHEMUN);
®C IMATOJOTHEN CUCTEMBbl UMMYHHUTETA (HACIEICTBEHHbIE UMMYHOIE(UIIUTHI).
[lepBoHauanbHble  KIMHUYECKME CUMIITOMBI  3THX  3a00JieBaHUM  MOTYT
MPOSIBJIATHCS B PA3JIMYHOM BO3PACTE — C MEPBBIX AHEW )KU3HU U JI0 B3POCIIOrO MEPUOIA.
[Ipeobnananrie B KIMHUYECKONW KapTUHE TMPU3HAKOB TMOPAXKEHUS TOM WM HMHOU
CUCTEMbl OpraHuM3Ma T[O3BOJSIET BBIJCIUTh HECKOJIBKO TPYNN HACIEICTBEHHBIX

HapylieHui oOMeHa MypUHOB U MUPUMUIUHOB (Tabnuua 6).
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Ta6n1/1ua 6 — OCHOBHBIE KJIMHHYECKHE IMpOABJICHUA, THII HACJICAOBAaHUS, CPOKHU MaHI/I(I)eCTaLII/II/I
1 4aCTOTa BCTPCHACMOCTHU HACJICACTBECHHBIX 33.60JICB&HPII71, O6yCJ'IOBJ'IeHHBIX HapyamIieHUCM oOMeHa IOypHUHOB

Y TUPUMUANHOB [25, 225]

3a0oneBanue / Cpoxn OcHoBHBIE YacroTta

THII HACJIeI0BAHUS MaHupecTauu KJIMHUYEeCKHE NMPOSIBJICHAS | BCTPEYaeMOCTH
1 2 3 4

1. BoJsie3Hn, MpoTeKaloIue ¢ NPeUMYIIeCTBeHHBIM NOpPaKeHHeM IeHTPAJIbHONH HEPBHOH CHCTEMBI

Jedunur aneHUI0CYKIMHAT-THA3E] [lepuoa HOBOpOX- |3amepKa/oTCTaBaHUE He ycranoBnena

(AJCI) / AP JIEHHOCTH — PaHHUM | ICUXOPEYEBOTO

Hedunur AICAR-tpanchopmumnassr /
NM®-nmknoruaponasst (ATIC) /
OPEANONI0KUTENbHO AP

JETCKHUI BO3pacT

Jedunut muruaponupuMuInH-
neruaporenassl / AP

JuruaponupuMuuaypus (aepuiut
JUTHAPONUPUMUINHA3EL) / AP

Jedunmr f-ypennonponuonasel / AP

H/UIH JABUTATCIIBHOI'O pa3BUTUA.
Henocrostaubie NPpU3HAKU:
SITHJICTICUS U/WITN AyTU3M.

He ycranoBnena

He ycranosnena

1:10000

He ycranoBiena

2. Bosie3nn, mpoTeKaonue ¢ NpenMylieCTBEHHBIM MOpPaKeHHeM IoYeK

[NapuuanpHelid AeUINAT aKTUBHOCTH C nerckoro JuzmeTabonndeckas He ycranoBnena
THIIOKCAaHTHH-TYaHHH-(POochoprOo3mui- |Bo3pacTa HedpomaTus u/um
tpancdepassl ('OPT) — cunnpom U CcTaplie MoOYeKaMeHHasi OOJIe3Hb,
Kemnmu-3urmumnepa / X 00yCIIOBIICHHBIE 00pa30BaHUEM
I'unepaktuBHOCTH Pocdoprbo3mI- C nerckoro KPUCTAJIOB U3 TPYAHO He ycranoBnena
rupodocdar-cuntassl [ tuna (OPIIC I) | Bo3pacTa PacTBOPUMBIX COETUHEHUI
/X U cTapiue (MOYEBOI KUCIIOTBI, KCAHTHHA
HacnenctBeHHass KCAaHTUHYPHS C 6 Mecs1EB u 2,8-IUrupoKCUaICHUHA). 1:6000 — 1:69000
(meuuuT KCaHTHH-IETHUIPOTeHAa3bl U cTapiie HenocrosHuble NpU3HAKU:
(xcanTrHOKCHAA3bl)) / AP apTponarus/moaarpa,
Hedumur anennn-pochopudosu- C nepuona JBUTaTeIIBHBIC PaCCTPOICTBA 1:33000 —
Tpancdepassl (ADPT) / AP HOBOPOKJICHHOCTH | M/HIIH 33]I€PIKKA/OTCTABAHHE 1:250000

U cTaplie MICUXOPEYEBOr0 Pa3BUTHSI.

3. BoJ1e3HH ¢ COYEeTAHHBLIM THAKEJIBIM IT

Oopa’keHHeM LEeHTPAJTbHOI HEPBHOM CHCTEMBI H TOYeK

Cungpowm Jlema-HuxaHa,
00YCIIOBIICHHBI OTCYTCTBHEM
AKTHUBHOCTHU (p)epMEHTA TUIIOKCAHTHH-
ryanuH-(pocdopudosnn-Tpanchepassl
(T'®PT) /X

C 3-4 Mmecd1ieB
no 1 roma

Hucronuueckas gopma
JETCKOro LepedpaabHOro
napandya B COYeTaHuU

¢ ayToarpeccuei

U ypaTHOH HedpomaTuel

1: 235000 —
1:380000
KUBOPOXKIEHHBIX

4. BoJjie3Hn, VI KOTOPBIX XapaKTepHAa

MmaToJOrus CUCTEMbI KPOBH (HaCJIeZ[CTBeHHBIe aHeMI/II/I)

HacnencrtBennas oporoBast aruaypus /

C 1.5 mecs1ies

AHeMus, yCTONUNBas K TEpauu

He ycranosnena

AP 1o 7 net IpernapaTamMu JKelesa,
Hedumur nupuMuanH-5-npaim- C nerckoro BUTaMHHOM B> 1 ponueBoit He ycranoBnena
HyKj1eoTHaassl / AP BO3pacTa kucnotoil. HemocrosiHHbIE
U cTapiie HPU3HAKU: 3aJIEPIKKa/

OTCTaBaHHE IICUXOMOTOPHOTO

pasBUTHS, 3a7EpiKKa

(PU3NUECKOTO Pa3BUTHS;

TeMOJIMTHYECKAsl aHEMHUSI.
5. Bone3Hu, A8 KOTOPbIX XapakTepHa MNATOJOTHsl CHCTeMbl MMMYHHUTETa (HACJIeICTBEHHbIE
HMMYHO1e(pHINTHI)
Heduur aneno3un-nezamunassl (AJJA) C poxxaenus PenmauBupyromue TsoKeIbIE 1:1000000
/ AP JI0 IKOJIBHOTO WHQEKIHU. HOBOPOKIEHHBIX

BO3pacTa

Henocrosiaubie NPpU3HAKU:

Hedunur mypuH-HYKICO3HI-

C 1-6 ner, uHoOTIA

HCEBPOJIOTMYCCKUC HAPYLICHUA.

He ycranosnena

tdhochopunazsr (ITHD) / AP B Ooee crapiiem
BO3pacTe
Ipumeuanue. AP — ayTOCOMHO-PEIECCUBHBIN THIT HACTEA0BaHMsT; X — X-CICIUICHHBIN THIT HACIICIOBAHUSL.



56

JlaGopaTopHasi 1uarHocTuka. buoxumuueckass TUarHOCTHKAa BKJIIOYaeT B ceOs
«PYTHHHBIE» U BBICOKOTEXHOJIOTMYHBIE METO bl uccaenoBanus [91, 131, 247]. Tak kak
JUIE  BCEX HACJIEACTBEHHBIX Oojie3HEM OOMEHa XapakTepHbl HecnenupUuIHbIC
KIMHAYECKUE CHUMIITOMBI W MHOTHME 3a00JIeBaHHMS CXOJHBI 110 KIMHUYECKUM
MPOSIBJIEHUSM, TO MPOBEICHUE TOYHOW AUATHOCTHKHA BO3MOXHO TOJIBKO C ITOMOIIBIO
71a00paTOPHBIX METOJIOB.
OcCHOBHBIM J1a0OPAaTOPHBIM TPU3HAKOM OO0JIE3HEW JaHHOW TPYNIbl SBISIETCA
W3MEHEHHE COJICp)KaHUS IMYPUHOBBIX M MHUPUMHUIMHOBBIX OCHOBAaHMM, HYKJICO3UIOB U
UX MPOU3BOJIHBIX B PA3IUYHBIX OUOJIOTHUUYECKUX KUIKOCTIX M JIM3aTax KiIeTok [25, 127,
128, 131]. MoueBast KUCJIOTa SABJISIETCS KOHEUYHBIM ITPOJAYKTOM KaTabojru3Ma MypuHOB, U
10 U3MEHEHHIO €€ KOHLIEHTPALUH B CBIBOPOTKE KPOBU H MOYE MOKHO 3aIIOJO3PUTh PSJL
MATOJIOTHH, 00YCIIOBICHHBIX HApyIIIECHHEM 0OOMEHA ITyPUHOB.
OCHOBHBIMM OMOXMMHUYECKUMHU TPU3HAKAMM JJISI MCCIEIOBAaHUS Ha HapyIICHUE
0oOMEHa ITyPUHOB SIBISIOTCS:
® HH3KOE COJCPKAHHE MOUYEBOM KHCIIOTHI B CHIBOPOTKE KPOBH B COYETAHUU CO
CHIXKEHUEM €€ IKCKPEIUU C MOYOH;

® [IOBBIIIEHHOE COAEPKAHUE MOYEBOM KUCJIOTHI B CBIBOPOTKE KPOBU B COUETAHUHU
C €€ MOBBIIIEHHON SKCKPEUUEN C MOYOI;

® CHUXEHME 3HaueHUs Kod(PuUleHTa CyTOUHOU dKCKperuu ypaToB ¢ Mouoit (Ur)
0 OTHONIEHUIO K cojep:kaHuio kpearnHuHa (Cr) B aHaIu3e CyTOYHOM MOYM
(Ur/Cr).

PyTtuHHOE ompeneneHre KOJWYECTBEHHOTO COJCPXKAHUS MOYEBOM KHCIOTHI B
OMOJIOTMYECKMX JKHAKOCTSIX B OHMOXMMHUYECKHX JabopaTopusix OOJIBIITMHCTBA
MOJUKIMHUK ¥ MHOTONIPO(PUIBHBIX CTAIMOHAPOB MPOBOJUTCS C TOMOIIBIO JOCTYITHOTO
SH3UMATUYECKOTO KOJOPUMETPUYECKOro Mmerona. /[l ompeneneHus CcolepKaHus
METa0O0JIMTOB THUPUMHUIWHOB JOCTYIHBIX «PYTUHHBIX» METOJAOB OHMOXMMHUYECKHX
HCCJIEIOBAaHUM HE CYIIECTBYET.

JInsi TONTBEpKJIEHHsT JHUarHo3a OOJIBIIMHCTBA HACIEICTBEHHBIX OoJie3HEn

HapylieHud MeTadoiau3Ma NMypUHOB M MUPUMHUJUHOB HEOOXOAMMO OMNpENENICHHE HX
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crenuPpuyecknux MeTabOoIUTOB B OMOJIOTMYECKUX KHUIAKOCTAX (MPEUMYIIECTBEHHO B
Moue) win B KieTkax KpoBu MetojgoM BOXX-MC/MC, KOTOpPBINM, SBISETCS CaMbIM
crieu(PpUYHBIM, TOYHBIM U OBICTPBIM JJIsI JUATHOCTUKHU HAPYIICHUH 3TOTO THIa 0OMEeHa
[25, 118, 242]. HacneactBeHnble nedexThl OOMEHa MYPUHOB U MUPUMHIANHOB,

BBIABJIICMBIX JaHHBIM MCTOAOM, IIPCACTABJIICHLI B Ta6J'II/II_[e 7.

Ta6muna 7 — HacnencTBeHHbIe HAapyIIeHU 0OMeHa IIyPHHOB ¥ MUPHUMUMHOB, BBISBIIIEMbIE METOI0M
B2XX-MC/MC [25, 118, 242]

Cnenuduyeckue MeTad0IUTHI

3a0oJieBanne
IIypI/lHOB )/ | HI/IpPIMI/IIII/IHOB B 6HOJIOFI/I‘leCKHX KHIKOCTAX

1. Bosie3Hn, MpoTeKaloue ¢ NPeUMYIIeCTBeHHBIM NOpaKeHHeM IIeHTPAJIbHONH HEPBHOH CHCTEMBI

B Mode: 11 cykuuHuiaaeHosuH (S-Ado); 1

Jleuuut axenunocyxiunat-masst (AZICI) 1 CyKIMHUJI-aMUHOMMHUAa30sKkapOokcamuao-pudosun (SAICAR)

B Moue: 11 aMHHOMMHUIA30JIKapPOOKCAMUI0-PUO03U]T

Jeuuut AICAR-Tpanchopmunassy (AICA-pubo3un); 1 cykrnuHamiIaneHo3uH (S-Ado);

UM®-uuknoruaponassl (ATIC)

1 CyKUMHMI-aMHHOMMHIa30IKapOokcamMuao-pudosusa (SAICAR)

Hedurur
JIUTHIPOTTHPUMHUTHH-ACTHIPOTCHA3BI

B Mo4Ye: 11 ypauul ¥ THMHH

Hedumut auruiponupruMuIHHA3EL

B Mode: 11 muruapoypauni; 11 auruaporuMus; T ypauui; T THMUH

Jedunur [-ypenaonponuoHasbl

B Moye: T f-ypennonponuoHar; | f-ypenaon3o0yTupar;
+1 guruapoypanmi; +1 IUCHAPOTUMHEH; £1 ypa; +1 THMHH

2. Bosie3nn, mpoTeKaonue ¢ NpenMyleCTBEHHBIM MOpPaKeHHEeM IoYeK

Cunnpom Kennu-3urmuiepa

B Mo4Ye: 11 MoueBas KUCIOTA

l'unepaktuBHOCTH hochopudo3uII-
nupodocdar-cunraszsl I (OPIIC I)

B MO4Ye: T TMIIOKCAHTHH, T KCAHTUH

HaCJ’IG}ICTBeHHaﬂ KCAaHTHUHYPUL

B Mou€: 11 KCaHTHH; T TUITIOKCAHTUH

Hedumur anennn-pochopudosu-
tpancdepassl (ADPT)

B Moue: T 2,8-IuruapoKcHaeHuH

3. BoJie3HH ¢ COUETAHHBIM TSKEJIbIM NOPAKEHHEM HEHTPAJIbHOI HEPBHOI CHCTEMBI M IIOYEK

Cungpowm Jlema-Huxana

|B Mo4e: 11 MoueBas KUCJIOTA; | THUIIOKCAHTUH

4. BoJie3Hn, 11 KOTOPBIX XapaKTepHa NaTOJIOTHsI CHCTeMbl KPOBH (HACJIeICTBeHHbIE AHEMHH)

HaCJ’Ie)ICTBCHHaﬂ OpOTOBas AU Aypus I Tuna

B Mo4e: 17 opoToBasi KUCJIOTA

Hedurur
NUPUMHINH-S5-TIpaiiM-HYKJICOTHAA3BI

B DPUTPOLUTAX: | MUPUMHUANHOBBIX HYKJICOTHIOB — YPUIUHA
U nuTHIHA TprdocdaTo

5. boae3Hn, s KOTOPBIX
HMMYHOAe(pHINTHI)

XapaKTepHa

maToJI0rus CUCTEMbI HMMYHHUTETA (HaCJIeIlCTBeHHLIe

Jedunmt ageno3un-ne3amunasbl (AJIA)

B Mo4e: T aficHO3uH; 1 Ie30KCHaICHO3UH

Hedunut nypun-HyKIeo3ua-pochopunassl
(ITHD)

B Mo4Ye: T MHO3UH; T I'yaHO3uH; | [1€30KCUHHO3MH;
1 J€30KCUT'YaHO3UH

Ilpumeuanue. 1

"

— MOBBIMICHUC KOHIICHTPALINU,
— 3HAYUTCJIbHOC NMOBBIIICHUC KOHLICHTPAIIUU,

+ — HCTIOCTOAHHBIC U3MCHCHU .

[Ipr HEOOXOAMMOCTH MOATBEPKIASHHUS AUArHO3a TaKXKe MPOBOIST OMpeAcIcHUE
aKTUBHOCTU (EPMEHTOB B DJPUTPOIMTAX U KyJIbTypax KIETOK MalMeHTOB U
MOJIEKYJISIPHO-TEHETUUECKHUE UCCIENOBAHUS, KOTOPBIE MO3BOJIAIOT BBIABUTh MYTAllUU B
reHax, KOJUPYIOMUX (PEepMEHTHI, YYaCTBYIOIINE B 0OMEHE MYPUHOB U MUPUMUIUHOB

[25]. AArOpUTM JUArHOCTUKH 3a00JieBaHUN JAHHOM TPYMIIbI 0 HACTOSIIIETO BPEMEHHU
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MaJji0 M3y4eH He ToJdbko B Poccuu, HO u B mupe. B cBsi3u ¢ TeMm, 4TO HEKOTOpbHIE
3a007€BaHUsl M3 JTOM TPYMNIbl MOAJNAIOTCA JICUCHHUIO, pa3paboTKa alropurMa Hx
JTMArHOCTUKH CTAaHOBUTCS OCOOEHHO aKTyaJbHOM.

Jleuenue HacieJCTBEHHBIX OOJE3HEH MYypPUHOBOTO M MUPUMHUIMHOBOrO OOMEHaA
OCTaeTCs Majo pa3pabOTaHHBIM U O HACTOAIIETO BPEMEHU MHOTUE (POPMBI
3a00J1€BaHUM ITOTO TUIIA YACTO JIEUYATCS] CAMIITOMATHYECKHU.

Takum oOpa3zoMm, mmpokoe mnpumeHenne Meroga BOXX-MC/MC nns
JUArHOCTUKHU HApyUIEHU 0OMEHA MypUHOBBIX U MUPUMUJIMHOBBIX OCHOBAHUN y JI€TEH
MO3BOJIUT BBIABIATH 3a00J€BaHMsS [AaHHOTO THNA Ha paHHeW craauu. OJHAKO, B
HACTOsAIIEee BpeMs MPUMEHEHHE 3TOr0 METO/a B JIADOPAaTOPHOU MPAKTUKE JTOCTAaTOYHO
orpanuueHo. Ilpm »5ToM wuMerolUMecss alIropuTMbl AUATHOCTUKHU JIaHHOTO THIIA
HapylIeHUH HE MO3BOJSIOT BBIABISATh WHIUBUAYyallbHble 3a0oneBanus. [Ipu sToM B
TUTEpaType TpUBEACHBI pedepeHCHBIE HWHTEPBAIBI HE NI BCEX TUATHOCTUYECKHX
MapKkepoB O0Je3Hel ITOro THIa B JETCKOW momyisaiuu B Poccuiickoit @enepanuu. Ha
OCHOBAHUU 3TOTO MOXKHO CJENaTh BBIBOJ, UYTO pa3pabOTKa alropuTMa JAMArHOCTUKU U
pacuet peepeHCHBIX HHTEPBAIOB JJIT MApPKEPOB OOJE3HEH ITOTO THMA — aKTyaldbHas U

Ba)KHAS 3a/1a4a J1ab0paToOpHON METUIIMHBI.

1.7. PedepeHcHbIe HHTEPBAJIbI AMATHOCTUYECKUX MAPKEPOB /I 310POBOii
AETCKOH MONMYJIA MU

Knunnueckas auarnoctuka HBO BemiecTB, kak U J0ObIX ApYyrux 3a00JI€BaHUM,
OCHOBAaHA HA MHTEpIpPETAlMd pPE3yJbTaTOB HCCIEAOBAHMM 1O CPaBHEHUIO C
«HOPMAJIbHBIMM 3HaueHHUsIMU». COrJlacHO MHEHUIO aBTOPOB: «B HACTOSINEE BpeMs
TEPMHUH «HOPMaJIbHbIE 3HAYEHUS» BCE 4Yalle 3aMEHseTCsd Ha O0ojee KOPPEKTHOE
ompeneneHne — «pedepeHcHbld uHTepBam». PedepeHcHbd unu pedepeHTHbIH
untepBai/nuana3zon (P1/PJ]) — 3To cTaTucTUuecku pacCUYUTAHHBIA UHTEPBaJ 3HAUYCHU,
B KOTOPBIM BKJIIOYEHBI JIAHHBIC, IMOJIYYEHHbIE OT OOJBIION BBIOOPKM MALUEHTOB C
XapaKTepUCTUKAMH, KOTOPhIE aHAJIOTUYHbI XapaKTepUCTUKaM pedepeHCHOU Tpynisl (C
MHUHUMAJIbHBIM  KOJIMYECTBOM  JIOKHOIOJIOKHUTENbHBIX M JIOKHOOTPHUIIATEIbHBIX

pe3ynbTaroB), npu 3ToM PU nomKeH y4uThIBaTh pa3HbIE MOIMYJSLHUH O0OCIIEIyEMBbIX.
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Heo6xonumo nonumats, uto PU — 310 cTratuctuueckue nanHesie 95% mnonysiiuu, Opu
3ToM y 5% 310pOBBIX JUIl Ja00paTOpPHBIE MOKA3aTEIM MOTYT BBIXOJWUTH 3a MPEIECIbI
WHTEpBajia, HO HE BCE 3HAYEHMS, BBIXOIAIMME 3a 00JAaCTh HOPMAJIBHBIX, SBIISIOTCS

IaToJIOTH4YCCKHUMU.

B cepemune 1990-x romoB HamuoHanbHBIMI KOMHUTET MO KIUHUYECKUM
nabopatopubiM ctanaaptam (NCCLS) BeimycTHJI PEKOMEHAAMHU 1O MPOoLeaype
caMoCTOsITeIbHOrO onpeaenenuss PU st knuHu4Yeckux gadopaTtopuil s BceX BUIOB
UCCIIEIOBAaHUM, KOTOPbIE MPUMEHSIOTCS JJIsl 1a00paTOPHOM JTUArHOCTUKHU HACEJICHHUS.
Hcnonp30BaHrWe pacCUMTaHHBIX B JlabopaTopuu, <«JIOKalbHBIX» PU  momxHO
YMEHBIIIUTh YAaCTOTY JIOKHOTOJIOKUTEIBHBIX U JIO)KHOOTPUIATEIbHBIX PE3YJIbTATOB, U
MOBBICUTH BEPOSTHOCTh PaHHEW AMArHOCTUKU MATOJOTUN B 00cCiielyeMON MOMyJIAINH.
[IpuueMm, nipu pacuere PU nist kax10M MHAMBUAYAJIBHOW Tpynmbl (BO3PACTHON WM
MOJIOBOM) C MPUMEHEHUEM HEMapaMeTPUUYECKUX METOJOB CTATHUCTHUKH TPEOYyeTCsl Kak
MunumyMm 120 nabmiogenuit» (M. C. KazakoBa, C. A. Jlyrosckas, B. B. Jloaros,
Pedepencubie 3HaueHHs mokazaTenedl  OOLIEro aHaliu3a KpPOBH  B3POCIOrO
paboraromiero Hacenenus // Knuandeckas nmadoparopras quarHoctuka. — 2012, - Ne6.
—c.43-49).

JlabGopaTopHasi MeIUIIMHA B TEIUATPUN UMEET Pl OCOOCHHOCTEH M CIIOKHOCTEH,
CBSI3aHHBIX C Pa3HBIMU NEPUOJAMU PA3BUTHUS, PA3HBIMU BUJIAMH MTUTAHMUS, TIOCTOSSHHBIM
pocToM opraHu3Ma u MPOTEKaHHEM Pa3IMYHbBIX 3a00J€BaHUI
B pa3Hble NEPUObl MJIAJEHYECTBA, JETCTBA U IOHOCTH. K meanaTpuieckuM mamueHTaM
HEOOXOJMM YHHKAJIbHBIM MEAUIIMHCKAN TOJXOJ, TaK KakK y HHX CYIIECTBYIOT
3HAUWUTENbHBIE pa3Nu4usl B pa3BUTHH 3a0oieBaHWM, OCOOCHHOCTAX 3abopa
Oumomarepuaga ¥ HMHTEPHpPETAllMd  PE3yJbTaTOB HcclenoBaHWi. J[nsg  TodHOM
MHTEPIPETANN JAaHHBIX KIMHUYECKOTO OOCIIEIOBAaHUS W PE3yJbTATOB JIA0OPATOPHBIX
aHaNMM30B meauaTpaMm HeoOoxoaumbel P mapkepHBIX MeTabOJIMTOB, COOTBETCTBYIOIINE
BO3PACTHOM IpyIIie IETCKOW MOMYJISIIIMU TaHHON dTHUYECKOU rpyniibl [208].

[To nanabIM MexayHapoaHoO denepanuu KIMHUYECKON XUMUU U J1aOOpaTOPHOM
Memumunsl (IFCC) pedepencHbie uHTEpBaibl Ompenemnsitorcss kak 95% wuHTepBa,

COOTBETCTBYIOIIMNHN 2.5-97.5% NpoUEeHTUIsAM pacnpeleNieHus] 3HAaYeHUH B 3TAJIOHHOU
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nonyysiuu. JIns Toro 4ytoObl MCMONIB30BaTh OMpPEETICHHBIE JTaOOpaTOPHBIE MapKEphI
JUIsl TUAarHOCTUKU HapyIIeHW MeTabosin3Ma, HE0OXOAUMO OCYUIECTBUTH MPOLEIYPY
pacueta ux PU npu oOcnenoBaHMM MNOMYJALMI 30POBBIX JUII Pa3HBIX BO3PAaCTOB,
MOJIOB YW HAMOHAJIBHOCTEH. XOTA CHEHUATUCTBI B OOJACTU 3APaBOOXPaHEHUS
MOHMMAIOT BAXKHOCTh ycTaHOBieHUs PU, MHOrue nabopatopuu 10 CUX MOpP HE UMEIOT
COOCTBEHHBIX, «JIOKaIbHBIX» PU, ocobenno mis aerckoit momysiuu [208].

Ha npakTtuke nabopatopun yacto uCHoib3yioT PU, npuBeneHHbIE B pa3auyHBIX
HUCTOYHUKAX (HAay4yHble CTaThbHU, MEIMIIMHCKUE CIPABOYHUKH, DIJIEKTPOHHBIE Oa3bl
JAHHBIX), HO TPU 3TOM HE YUYUTHIBAIOT, 4TO 3T PU MoryT ObITh ompeneseHbl AJis
JIPYTOM TOMYJISAHUHU (C PaCOBBIMH, Freorpa)MueCKUMU U STHUYECKUMH OCOOCHHOCTSIMH),
a TaK)Ke MPU MCIOJIb30BAHUU JAPYroro jabopaTopHoro odbopynoBaHusi. Bce 3To Moxer
MPUBECTHU K 3HAYUTEIbHBIM OLIMOKAM MPU MHTEPIPETALNH PE3YIbTATOB UCCIICIOBAHUIA.
JluteparypHblii NOMCK IIOKAa3aJl, 4TO HAa JaHHbBIA MOMEHT B Poccum mnpoBeaeHbI
€MHUYHbIE HAYUYHbIE UCCIIEIOBAHUS 110 onpeaeneHnuo PY nuarnoctuyeckux MapkepoB
HBO BerecTB 1151 neAMaTpuyeCKOM MOMYJISINH.

OcHoBHOI 00BbeM wmHpOpManmu, kacaemo PU misi muarHOCTHYECKHMX MapKepoB
BPOKJICHHBIX HapylIeHWd OOMEHa BEIIeCTB, OMPENETSIEMbIX C MOMOIIBI0 METOoJa
B3OXX-MC/MC, ony6nukoBad B 90-X rogax mpoIuioro CTOJCTHS, KaK JUIS 3JI0POBBIX
NOMYJISIUI JeTel, TaK U AJIsl TPYII JeTel ¢ BPOKICHHBIMH NaTOJIOrusiMU oOMeHa [ 143,
195, 231]. Onnako, B 3TUX paboTax mpuBEACHBI OlleHKa U pacueT PU nis aMMHOKHCIIOT
C ydacTueM rpynn oOCIeIOBaHHBIX ¢ MUHMUMAJIbHBIM YHCJIOM TAI[UEHTOB U 3JI0POBBIX
nui [70, 72, 85], 1 IpEeUMYIIECTBEHHO TOJBKO JIJII HOBOPOXKIACHHBIX, TaK KaK JaHHBIN
METOJ JUArHOCTUKH UCIIOJIb3YETCS, B IEPBYIO OYEPEib, AJIsI HEOHATAIbHOIO CKPUHUHTA
[71, 268]. TobKO B OrpaHUYEHHOM YMCJIE UCTOUYHUKOB INpuBeaeHbl PU aMuHOKMCIOT
JUISl BCEX BO3PACTHBIX MEAMATPUUECKUX rpynn 340poBbix Aetei [176, 213]. C navana
2000-x To/10B HAaUMHAETCS MyOJUKaIs pe3yIbTaTOB HAYYHBIX HcchenoBanuii P s
AMUHOKHUCJIOT MPHU IUATHOCTUKE APYTUX MATOJIOTMYECKUX COCTOSIHUM: HHU3KOPOCIOCTH,
aytuzMa u T.4. [220, 257]. 11oX0Xyr TEHICHIIMIO MOXHO OTMETUTb MPU H3YyUYECHUU
JUTEpaTypHBIX JAHHBIX MO omnpeneneHuo PU s anwiIKapHUTHHOB B MSATHAX KPOBHU

merogoM BOXX-MC/MC — onenka u pacuer ux PU mis pasHbIX meauaTpuyecKux
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rpyNN MPEACTABIEHBI B OTPAHUYEHHOM YHrciie HICTOYHUKOB [152, 179, 180].

[Ipu ananu3e nuTEepaTypHBIX MCTOYHUKOB, B KOTOPBIX MPUBOMSTCS PE3yJbTaThI
UCCleIOBaHUM 1O ycTaHoBleHH0 PUW 1 opraHMyeckux KHCJIOT B MOYE JIE€TEH,
oOpamaer Ha ce0sd BHHMMaHHE, 4YTO TOJBKO B HEKOTOPBIX HMCTOYHHMKAX IMOJPOOHO
OMHUCAHbI XapaKTEPUCTUKU MAPKEPOB U MATOJOTHUU, KOTOPHIE MOKHO JUArHOCTUPOBATH
C TOMOIIBI0 UX OMNpEIENCHUs] B OMOJOTMYECKUX KUAKOCTIX, HO PU nis HOpMBI U
narojoruu npuBoAsTcs 0e3 auddepeHumanuu no Bo3pactam [49, 214]. B
OTpaHUYEHHOM uuciie padoT npuBefeHbl PU 00NbIIMHCTBA TMATHOCTUYECKUX MApPKEPOB
JAHHBIX 3200JIEBaHUM JIJIs1 pa3JIMYHBIX BO3PACTHBIX MeAuaTpuiecKux rpymi [78, 116].

JlutepaTypHblif TMOUCK TOKa3aja, 4YTO MMEETCA JOCTATOYHO OTrPAaHHUYEHHOE
KoJimuecTBO crarer ¢ nanHbiMua 0 PU mns OALDKK nma megmatpudeckor NOMyJIsIUH.
Marepuan, npeacTaBleHHBIM B 3THX pabOTax, MMEET aKIEHT Ha METOAOJOTHI0 HX
KOJMYECTBEHHOTO OTpPECICHUSI B OHOJIOTMUYECKUX JKUIKOCTAX WIM YKa3aHWE WX
ouosiornuyecko posu B opranusme [165, 252]. Takke omyOJIMKOBaHBI PE3yIbTaThl
paboThl, T/I€ ONMUCHIBAETCS 3aBUCUMOCTb COJICPAHUS TAHHBIX KHUCJIOT B IIa3M€ KPOBH
NaueHToB OT ux auetsl [167]. Ilpu aHanu3e auTepaTypHbIX JAHHBIX YCTAHOBJIEHO, YTO
TOJIBKO B OTpaHUYEHHOM uYwucie padoT umeercss uHpopManus o PU mma Takmx
JMATHOCTUYECKH 3HAYMMBIX MapKepoB 3a00JIeBaHUMN JaHHOW TPYMIBI, Kak OereHoBas
(C22:0), nurnonepunoBas (C24:0), rekcako3anoeBas (C26:0), mnpucraHoBas u
(dbuTaHOBAs KUCIOTHI, a Takke cooTHommeHu C24:0/C22:0 u C26:0/C22:0 [165, 253].

[lo paHHBIM JUTEpaTypbl AWArHOCTUKE HApyUIEHW OOMEHa IypUHOB H
MUPUMUIMHOB MOCBAIIEHO MaJIO UCCIIEIOBAHUM, TP 3TOM MOXHO OTMETUTb, UTO B HUX
comepxkurcst maino uHbpopmarmu o6 mx PU [91, 118, 127, 224]. OrMeudeHo, 4YTO
W3YUYCHHBIC BBIOOPKM IMMAIMEHTOB sl pacdera PU He Obumm chopMHUpOBaHBI IO
Bo3pactaM. Takke oOmMyOJMKOBAaH psJ HUCCIENOBAHUM, B KOTOPBIX MPUBOISTCS
pe3yJbTaThl MO KOJIUYECTBEHHOMY ONPEAEICHUIO0 XapaKTEPUCTUUECKUX MApKEpOB IpPU
JTMArHOCTUKE PA3JIMYHBIX BPOKICHHBIX MATOJOTUAX OOMEHA IMypPUHOB M MUPUMHIUHOB
(manpumep, aedbunmra ypeunpomnponuonaszsl 1) [51]. B ocHoBHBIX ucrouHumkax PU
NypUHOB M TMHPUMUJIMHOB ISl TEAMATPUUECKOW TMOMYJAIMH OHU TPUBEICHBI 0e3

paszesneHus Ha Bo3pacTHbie rpynisl [91, 118, 224].
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O0600mMB BCe BBHIIIE HM3I0KEHHOE, MOXKHO CKa3aTh, YTO B HACTOSIIEE BpeMs
B Poccuiickoit denepannn umeercst octpasi HEOOXOAUMOCTb NMPOBEICHUS TPAaBUIILHOU U
CBOEBPEMEHHON JUArHOCTUKH HACJEJACTBEHHBIX Oo0yie3He oOMeHa aMHUHOKHUCIIOT,
OpPraHUYeCKUX  KHCIIOT, alUWJIKAPHUTUHOB, JKUPHBIX KHUCIOT, NyPUHOBBIX H
MUPUMHINHOBBIX OCHOBaHMU. [IpuMeHeHHe COBpPEMEHHOr0 MHCTPYMEHTapusi B BHJC
MeTo10B BOXKX-MC/MC u I'X-MC no3Bonuiao Obl CHU3UTh YPOBEHb WHBAJIMIAHOCTH
U YJIy4YUIUTh COCTOSIHUE 3JI0POBbsSI JIETCKOTO HacesieHus. B cBsi3u ¢ 3TuM pa3zpaboTka
MOJHBIX JUArHOCTUYECKHX alTOPUTMOB M YycTaHoBieHue PU 1 guarHoctTudecku
3HQYMMBIX MapKEepOB HapyIIeHHI o0OMEeHa 3THX BELIECTB ISl MEIUaTPUUECKOM

nonyyisiquu B P® sBiugercs akTyalbHOW 3ajaveil y1abopaTOpHOM MEAUIUHBI.
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2. MATEPHUAJIBI U METO/bI
2.1. I'pynnbl naiMeHToOB

B nepuon c suBaps 2009 mo mapt 2015 roma oGciemoBano 695 maiueHTOB ¢
MOMEHTa poxiaeHus U 10 18 ner. bbuim omnpeneneHbl 1a0OpaTOpPHBIE MOKA3aTENH
CIIEKTPOB aMHHOKHCIIOT, AalWJIKAPHUTUHOB, JIMHHOIIEMIOYEUHBIX >KUPHBIX KHUCIIOT,
OpraHUYECKUX KHUCIIOT, MyPUHOB W MUPUMHUAMHOB B MSTHAX KPOBH, IJIa3M€ KPOBU U
Moue y 695 nereid, u3 KOTOpPHIX 157 — MamueHThl ¢ pa3IMYHBIMU 3a00JICBAHUSIMU CO
CXOJIHOM KJIMHUYECKOM KapTHUHOM, XapaKTepHOU JJIsi BPOXKICHHBIX META0O0JIUYECKUX
3a00neBaHui, 95 — MpakTUUECKHU 3I0POBBIE JETH, BOLIEAIINE B KOHTPOIBHYIO TPYIIY, U
443 — npaKTUYECKH 3JI0POBBIE IETH JIs pacueTa pe)epeHCHBIX HHTEPBAJIOB.

XapakTepuCTHKH IPYyNI 00c/IeI0BAHHBIX

IlepBy10 rpynmy OOJIbHBIX COCTaBUJIU JIETU C MOJO03PEHUEM HAa aMUHOAIMI0NIATUH
W OpraHuyeckue  anuaypuu/anuieMud, a  Takke C  JIMaTHOCTUYECKH
HenudpepeHIMPOBAaHHBIMU TIATOJOTHSIMM OOMEHa BelmecTB. Bo3pacT mamueHTOoB,
BOLIEJIINX B TPYIITy, COCTaBUI OT 6 MecaAnes 10 16 ner. [lo momy rpynna nanueHToB
pacmpeaensiach CIeayrnmM oopa3om: 48 MaTbUMKOB U 32 IEBOYKH.

Kpumepuu exniwouenua: netm ¢ MOMEHTAa POXJAeHUA U 10 18 ner, B aHamHese,
KOTOpPBIX MOPUCYTCTBOBAaja CIEAYIOIIasd CUMITOMATHKA: CYAOpPOTH, 3aJepiKKa
MICUXOMOTOPHOTO M (PU3UYECKOTO Pa3BUTHUS, HAPYUIEHHWE MBIIIEYHOTO TOHYCA,
aTaKCUs, HAIMYUE KOMIUIEKCHOM CUMIOTOMATHKHA C JIEPMATUTOM, YBEIMYCHUEM
MEYECHHU, CHH)KEHUEM OCTPOTHI 3pEHUSL.

Kpumepuu uckniouenun: HECOOTBETCTBUE KPUTEPHUSIM BKIIOYEHHUS (BO3pacT
crapme 18 7eT, Hajauuue COMYyTCTBYIOLIMX 3a00JIEBAHUI C TSKEIbIM TEYEHHUEM,
KOTOPOE€ MOTJIO OCJIOXHHUTH BBINOJIHEHUE YCJIOBUM 0O0CIEeNOBaHUS WJIM  MOTJO
HaBPEIUTh MALUEHTY ).

I'pynmoii cpaBHeHust 1 3TOM Tpynmbl  OONbHBIX ObliM 35  gereid ¢
MOJ03PEHUEM Ha MEPOKCUCOMHBIE 00e3Hr 0OMeHa. KoHTpolibHas IpyIina cocTosuia U3
40 mpaKTUYECKHU 30POBBIX AETEN Pa3HBIX BO3PACTHBIX TPYIIL.

Bropas rpynma Bkiroyana OOJIBHBIX C TOJO3PEHHUEM HAa NEPOKCHCOMHBIC

IIaToOJIOTUHU, a TaKXKC C OJUATHOCTHYCCKHU HGI[I/I(I)(l)epeHHI/IpOBaHHI)IMI/I IIaToJIOIrusIMH
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oOMeHa. Bo3pacT manueHToB, BOLIEAIIUX B IPYMILY, COCTaBUI OT 4 MecsleB 10 6 JeT.
[lo moisty rpynma mauMeHTOB paclpeAessiiach caeAyrmuM odpazoM: 19 MaabuuKoB U
16 neBouek.

Kpumepuu exniouenua: netm ¢ MOMEHTa pOXIEHMS U 10 18 yer, B aHaMHese,
KOTOPBIX NIPUCYTCTBOBAJIA CIEAYIOIIAs CHUMIOTOMAaTHKA: PE3KHE M XapaKTEPHBIE
ne(eKTbl MUTPALMK HEUPOHOB, MHKPOY3EJIKOBBIM IUPPO3 NEYEHH, KHUCTBl IOYEK,
TOYEYHBIE XOHIPOAMCIUIA3UHM, IIOMYTHEHHME pOTOBHIBI, KaTapakTa, IJIayKoMa H
pETUHONATHSI, BPOKJICHHBIE MOPOKH CEPALIA U UZMOPPUUECKUE MPOSBICHUS.

Kpumepuu ucknwouenua: HECOOTBETCTBUE KPUTEPHUSIM BKIIOUYEHHS (BO3pacT
crapme 18 7eT, Hajauuue COMYyTCTBYIOLIMX 3a00JIEBAHMI C TSKEIBIM TEYEHHUEM,
KOTOpPO€ MOTJIO OCJOXKHUTH BBIIIOJIHEHHE YCJIOBUH OOCJIEIOBAHMS WM MOIJIO
HaBPEIUTh MALIUEHTY ).

I'pynmoii cpaBHeHUst 18 3TOM Tpynmbl OONbHBIX ObliM 35 gereid ¢
MOJ03pEHHEM Ha OOJe3HHM OOMEHa IyPUHOBBIX W MNHUPUMUIUHOBBIX OCHOBaHUHU.
KonTponbHag rpynma cocrosiia u3 25 NPaKTUYECKH 3J0POBBIX JETEW pPa3HBIX
BO3PACTHBIX TPYyIII.

Tperbss rpymma — 1etu C NOAO3PEHHEM Ha HapylleHUME OOMEHa IYPUHOB U
NUPUMUANHOB, a TaKXKe C JUArHOCTUYECKH HeAu((dhepeHUUPOBAaHHBIMHU MATOJIOTHSIMU
oOMeHa. Bo3pacT mauueHToB, BOIIEAMINX B IPYIIY, COCTaBUI OT 8 MecsALeB 10 12 ner.
[lo mosty rpynma mauueHTOB paclpeAeisiiach CIeAymMUM o0pa3oM: 23 MajIb4MKOB U
19 neBouek.

Kpumepuu exnrouenua: netu ¢ MOMEHTa pOXIECHMS U 10 18 yer, B aHaMHese,
KOTOPBIX TNPUCYTCTBOBAJA CIEAYIONIas CHMITOMATHKA: BBIPAKCHHBIE HAPYLICHHUS
¢byukuit [THC, noyek u cucteMbl KpOBH.

Kpumepuu ucknwouenua: HECOOTBETCTBUE KPUTEPHUSIM BKIIOUYEHHS (BO3pacT
crapme 18 7eT, Hajauuue COMYyTCTBYIOLIMX 3a00JIEBAHMI C TSKEIBIM TEUYEHHUEM,
KOTOpPO€ MOTJIO OCJOKHUTH BBIIIOJIHEHHE YCJIOBUH OOCJEIOBAHMS WM  MOIJIO
HaBPEIUTh MALUEHTY ).

['pynmoii cpaBHeHUs AJist 3TOW TPyl OOJIBHBIX ObUTH 35 neTeil ¢ mojgo3peHueM

Ha Oo0Je3HH OOMEHAa aMHHOKUCIOT U OpPraHMYEeCKUX KUcIOoT. Koumponvnas epynna
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cocrosiyia u3 30 mpakTUYECKHU 310POBBIX JE€TEN pa3HbIX BO3PACTHBIX TPYIIL.

KonTposbHasi rpynma — MNOpakTUYECKH 3J0POBBIE JETH Pa3HBIX BO3PACTHBIX
TPYIIIL

Kpumepuu exknwuenusa: eTd ¢ MOMEHTA POXACHUSA U 10 18 Jer, oTCyTCTBUE
KIIMHUYECKUX MPOSBICHUN U yCTaHOBIEHHBIX AuarHo3oB HBO BemiecTs, 0TCyTCTBUE HA
MOMEHT O0O0CJeJI0BaHusl OCTPOro 3a0oJieBaHUS WM OOOCTPEHUS XPOHUYECKOTO
3a00J1eBaHUS.

XapakTepucTUKa TPYII MallMeHTOB, YYACTBYIOIIMX B HACTOSIIEM HCCIEIOBAHUM,

npejicTaBjeHa B Tabaulie 8.

Tabmnuna 8 — XapakTepucTrKa rpyIl MalMeHTOB, YYaCTBYIOIIUX B HACTOSILEM HCCIETOBAHUU

Meton KonnuectBo I'pynna KonTtpoubnas
buomarepuai

AHATHOCTHKH NAIHEHTOB CpaBHEHHU rpynna
1 rpynna (nodo3penus na amunoayudonamuu, opeanuydecKue ayuoemun/ayudypuu)
BOXX-MC/MC, | IlatHa kpoBU 2 rpynna .
I'X-MC + Moua 80 (35 marueHToR) 40 nereit
2 rpynna (nooo3penus Ha 601e3HU KI1emOYHbIX OP2AHEIL1 — NePOKCUCOMHbLE DO1e3HU)

3 rpynna .
I'X-MC [Tna3ma xpoBu 35 (35 nawuenTos) 25 nereit
3 rpynna (nodo3penusn na HapyuieHus 00MeHa nypuHo8 U RUPUMUOUHOE)
BDXX-MC/MC | Moua 42 I rpymmna 30 nereit
(35 mauueHToB)

B uccnenoBanue ObuIM BKIIFOUEHBI IE€TH, MPOKUBAIOIME B MOCKOBCKOM PETHOHE U
EBponetickoit uvactu Poccuu. buomarepuan ot aereit Obin monydyeH B HUKU
MeInaTpuu U AETCKOM XUPYpruu MMeHu akajgemuka Benpruimea M3 P®, Poccuiickoi
JNETCKOM KIMHUYECKOM OOoNbHMIIE U Hay4yHo-abopatopHoM komiuiekce OOO
«XpomcuctemcJlad». IlpenBaputenbHO OT poauTened Bcex AeTed ObLIO MOTYyYEeHO
MICbMEHHOE COIJIaCue Ha MPOBEICHUE UCCIICIOBAHUS.

CrarnmmonapHoe HaOdIOJICHHE 3a MALMEHTaMU MPOBOJUIIOCH BpauaMu-NieuaTpaMu
U BpAYaAMU-TEHETUKAMHU;, BCE€ OKCIECPUMEHTAIBHBIE PpPE3yJbTaThl IOJYYEHBI B
naboparopun obuiedt naroinorun HUKW nenmatpunt um OeTCKOM XHPYpPrUM UMEHH
akagemMuka Benprumesa M3 PO.

Onpenesnenue pedepeHCHBIX MHTEPBAJOB. B HacTosmieM WCClIeNOBaHUM IS
pacueta PU Obu1 HMCHONB30BAaH «KOCBEHHBIM» PETPOCIEKTUBHBIM MeToa Habopa

pedepeHcHOM rpynmbl. J[0CTOMHCTBAMHU 3TOr0 METO/a, 3aKIIF0YAIOMEerocss B 00paboTke
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pEe3yIbTaTOB, YK€ COOpaHHBIX U COXPAHEHHBIX B 0a3e JaHHBIX JTaOOPATOPUH, SBIISIIOTCS
ux 0oJbIION 00BeM U JOoCTynHOCTh. st pacueta PU Obuin ucnonb30BaHbl pe3yibTaThl
aHan30B 443 mpakTUYECKU 3J0POBBIX IETEH Pa3HbIX BO3pacTHHIX rpyni. [Ipu noMmoniu
nabopaTopHOM MHPOPMALIMOHHON CcUCTeMBI «Alnb(hallady oTciaexuBagach UCTOPHUS H
pe3ynbTaThl CACNAHHBIX aHaNW30B NauueHToB. [lo pe3ynbraraM KOMIUIEKCHBIX
aHAJM30B, MPU OTCYTCTBUM OTKJIOHEHHH B CHEKTpaX aMHHOKHCIOT, OPraHUYECKHX
KUCJIOT, AlWJIKapHUTUHOB, MYyPUHOB W THUPUMUJUHOB, J>KUPHBIX KHUCIOT, U TPH
OTCYTCTBUM OTKJIOHEHHUH B pe3yJibTarax oOOIIero aHaau3a KpOBU U  MOYHU
MPUHUMAJIOCHh PEIICHUE O BKJIIOYEHUM PE3yJIbTATOB aHAIM30B MO JAaHHBIM aHAJIUTAM B

CTaTUCTUYECKYIO0 00PabOTKY.

2.2. MeToauky KOJNY€CTBEHHOT0 ONpe/ae/ieHNsl 0HOXUMHYECKUX MAPKEpPOB
MeTOJAaMM XPpOMAaTO-MaCC-CIIEeKTPOMETPHH
2.2.1. Memoouka Koa1uuecmeeHHo20 OnpeoeneHusl AMUHOKUCIOm u
AUUIKAPDHUMUHO8 8 CYXUX NAMHAX KPOGU MEMOOOM 6blCOKOIPphekmusnoil
HCUOKOCHIHOUL XpPOoMamozpaguu c macc-cneKkmpomempueil

OnmHoit u3 mnocnegHux wuHHOBaIMKA B Poccuiickonn ®enepanuu  SABISETCA
MPUMEHEHUE B MEJUIMHCKOW MPAKTHUKE METOJIUWKU KOJIUYECTBEHHOTO OIpeIeICHUs
12 amuHOkuCHOT M 30 aUIKAPHUTHHOB B CyXHX IATax KpoBH Metonom BIXKX-
MC/MC [72, 170, 196, 267]. B HacTosieM HCCI€IOBAaHUM JaHHAs METOAWKa Oblia
MOAU(MUITIPOBaHA: JJISI TIOBBIIIEHUS] YyBCTBUTEIHLHOCTH ONTUMHU3UPOBAHBI TTApaMETPhI
MacC-CIEKTPOMETPUUYECKOTO JETEKTUPOBAHUSI BCEX AHAJIUTOB, a JJIsI COKpaILICHUS
BPEMEHU aHaJIU3a €IMHUYHOTO 00pa3ila — yBeJIMU€Ha CKOPOCTh MOTOKA AIIOCHTA.

CranaaprHsie o0pa3ubl: JTUOPUIM3UPOBAHHAS CMECh BHYTPEHHUX CTaH/IApTOB
MassChrom®AminoAcids and Acylcarnitines (Chromsystems, ['epmanus).

Peaktusbl: aneronutpus (LC/MS Grade) (Fisher Scientific, CIIIA), Oyranon-1
(u.nm.a., Xummen, Poccust), n-Oytunanerat (4.4.a., Xummen, Poccus), consiHas KUcioTa
(u.n.a., Xummen, Poccust), metanon (4.1.a., Sigma-Aldrich, 'epmanus).

JlabopaTopHble mocyaa m Marepuajbl: QuibTpoBaibHas Oymara njs oTOOpa

ouornpo6 Whatman 903® (Whatman, CIIIA), 96-TyHOUYHBIi MHKPOIUIAHIIET C
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3amuTHOM aare3nonHoi mwienko (Eppendorf, ['epmanus).

JlaGopaTopnoe oOopynoBanue: manuep DSB Puncher (PerkinElmer, CIIIA),
tepmomeiikep ST-3 (ELMI, JlatBus), ucnapurenshnas cucrema (moaenb EVA EC-S)
(VLM, I'epmanus), 103aTOpbl MEXaHUYECKHE OJHOKaHAJIbHBIE Sartorius (Moaens Biohit
Proline) (Sartorius Biohit Liquid Handling Oy, ®@uunsiuaus) cieayroumux o00bEMOB:
0-100.0 Mk, 0—-200.0 MKJT ¢ OpUTHHAIBHBIMU OJJHOPA30BbIMH HAKOHEYHUKAMH.

3abop omomartepuana. O6paser; KpOBU U3 MATKH HOBOPOXKISHHOTO WJIM Tajblla
namueHTa 0oJiee CTapllero Bo3pacTa HAHOCWIICA Ha clennanbHyro Oymary Whatman
903® u cymmics MpU KOMHATHOM TeMIEpaType A0 MOIHOTO BHICHIXaHUS (PUCYHOK 4).
[Iponutannas OuomarepuanoMm creluaibHasg Oymara XpaHwiach NPU KOMHATHOU

TeMIIepaType.

N
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we =«
a

)

Pucynok 4 — OOmee (a) u gerampHOEe H300paxkeHWe (0) TPOUEAYpPHl 3a00pa KPOBH W3 TMSATKH
HOBOPOXKJIEHHOTO Ha (PMIIBTPOBAIbHYIO Oymary it oroopa 6uonpod.

0)

IIpob6onmoaroroBka Omomarepuana. /(s mpoBejeHUs aHaAIM3a U3 CYXOro MsiTHA
npoObl KPOBH, MPU TMOMOIIM MaH4epa (CHEeUHATIbHOTO ABIPOKOIA) BBIpE3aiCs KpyT
nuametrpoM 3.1 MM (cooTBeTcTBYeT 3.2 MKJ 00pas3la KpoBH), KOTOPHIM MOMEIIAJICS B
JYyHKY MUKporuianmera. [ns skcrpakuuu k HeMy aoOasisiocs 200.0 Mkin cmecu
BHYTPEHHUX CTaHJApTOB (MpeIBapUTEIbHO PACTBOPEHHON B AallCTOHUTPUIIE), Aayee
MUKPOIUIAHIIET JJisi U30eKaHUsT UCMApeHUsi U pa3OpbI3TUBaHUs 00paslia 3aKpbIBAJICS
3alIUTHON aJir€3MOHHOM IJIEHKOW U TepeMelnBaics Ha melkepe npu 600 o0/MuH B
teueHue 20 MHMHYT 0OpW KOMHATHOM Temmeparype. [ns ymapuBaHus C
MUKPOIUIAHIIIETa yAalsiach 3alllTHAs IUICHKA, MOCciie 4ero oOpasel yrnmapuBajics Mpu
60°C B Toke BO3myxa jgocyxa. Jlns JepuBaTH3amuu oOpasla K €ro CyXOoMy OCTAaTKy B

MUKpO-IUIaHieTe Jo0aisiock 60.0 MK AepUBaTU3UPYIOUIETO peareHTa (CMech


https://all-pribors.ru/companies/firma-sartorius-biohit-liquid-handling-oy-finlyandiya-7555
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OytaHomna-1, n-OyTunarerara, COJISIHOM KHUCIOTHI B OOBEMHOM COOTHOIIeHuu 7:2:1),
MOCJIE 3TOT0 MUKPOIUIAHIIET 3aKPBIBAJCS 3alUTHON TUICHKOW W MHKYOMpOBAJICS MpPU
60°C u
600 00./muH B TeueHue 15 munyT. J[Jiss KOHIIEHTpUPOBaHUS OOpas3iia C MUKPOILIAHIIIETa
yaansiach 3alluTHas TIUIGHKa, W OH YyHapuBajcsi B TOKE BO3[yXa Jocyxa.
3aKIIIOUUTENbHBIN 3Tanm MPOOOMOJATOTOBKM — IMEpEe PACTBOPEHHE CYXOT0 OCTaTKa B
10.0 Mk MeTaHona, nociie 4yero oodpazen nepememupaics npu 600 06./MuH B TeueHue
1 muHyTBl TIpM KOMHatHOUW Temmeparype. B BOXKX-cucremy BBOaumoce 10.0 mki
MOJIrOTOBJICHHOTO 00pasia.

[Ipumepbl nepuBaTHU3AMUM  HEKOTOPHIX AMUHOKHUCIOT M  alWJIKapHUTHUHOB

MIPUBEJCHBI HA PUCYHKAaX 5 U 6 COOTBETCTBEHHO.

Z \| NH, O NH,
_HCI/60°C _
/L\ OH T “()\_,/\»\// N / )\/\\/

-H20

Pucynok 5 — JlepuBatu3anus ¢peHnnananuna 10 0y TuiioBoro 3¢upa penunananuHa.
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Pucynox 6 — JlepuBaTu3zanusi anMiIKapHUTHHOB 10 OyTwioBoro s¢upa aumnkapautuHa (R =
JIIKWIBHBIN paaukai, Harpumep, R = CH3 1 anetminkapHuTHHA).

Xpomartorpaduyeckue ycJaoBusi. AHAIU3 BBINOJHSIICS C HCIOJIb30BaHUEM
B3OXX-cucreMmsl, koTOopasi cocTosiyia U3 JBOMHOIO rpaaneHTHOro Hacoca Agilent 1200,
BAKYyYMHOTO JIera3aTopa, TepMOCTaTa XpOMaTOrpapuyeckux KOJIOHOK U aBTOCIMILIEpA
CTC HTS PAL, coemunennnix ¢ Mmacc-aetekropom Agilent 6410 QQQ (Agilent
Technologies, CIIIA). B xauecTBe KOJIOHKH UCIOJIb30Badach My Ta-nepexoJHUK.

B kauectBe MoOWIbHOW (ha3pl U pacTBOpa [Jisi MPOMBIBKM HIJIBI HMHXKEKTOpa
ucrnois3oBaics amnetonuTpwi. Hactpoitku BOIXKX-cuctembl: 00beM HWHXKEKIUU —

10.0 Mk, Bpemsi aHanu3a — 1.7 MUH, CKOPOCTb MOTOKA MOJBHXHOU (ha3bl BO Bpems
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ypaBHOBemMBaHus cucteMbl — 0.5 mu/MuH. ['paareHTHBIN Tpouis TOABUKHON (ha3bl
JUTSL DJTIFOMPOBAHUS 00pa31loB NpeIcTaBiIeH B Tabuie 9.

Tabmuna 9 — I'panueHTHBIA TPOQUIL TOABMKHON (a3bl B METOANUKE KOJIMYECTBEHHOTO OMPEICICHUS
AMHMHOKHCIIOT M allMJIKAPHUTHHOB B CYXHX MATHaX KpoBU MeToz0M BOXX-MC/MC

Bpemsi, MuH 0 0.24 0.25 1.24 1.25 1.50 1.51
IMoTok, MKJI/MUH 200 200 20 20 600 200 200
IlapaMeTpbl TaHAEMHOro Macc-clieKTpoMeTpa. Pacmbuisiomuii raz — asor

(ctenenp uncToThl 99.9%), ra3 B siueiike coymapeHHil — aprod (CTENEeHb YUCTOTHI
99.9%), MeTOo 1 MOHU3AIMHU — DJIEKTPOCIIPE.

TaHIeMHBI MacC-CIEKTPOMETP COCTOUT U3 IBYX IOCIEIOBATEIBHO COCAUHEHHBIX
Macc-criektpomeTrpoB. B mepBom Macc-cnektpomerpe (MC1) uoHBI pasaenstorcs
10 COOTHOIICHUIO MACCHI K 3apsaay (m/z). Jlasee oHU JOCTUTAIOT PEaKIIMOHHOM SYCHKH,
r7ie TI0CJie CTOJKHOBEHHUS C MOJIEKYJIaMU aproHa, pacnanaiorca Ha ¢parmeHThl. [locne
3TOr0 BTOpOoi Macc-criekrpomeTp (MC2) cHOBa aHANU3UPYET XapaKTepHble PparMeHThI
pacnaza Mo COOTHOIIEHHWIO MAacChl K 3apsAny. B MeToauke HCIonb30BajvCh PEKHUMBI
paboTHI TaHJIEMHOTO MACC-CIIEKTPOMETPA, MPEJICTABICHHBIE HUXKE.

Monumopunz muoxncecmeennvix peakyuii (MRM). B pexume MRM kaxabiit
MC mHactpoeH Ha ompeneneHHoe 3HaueHne m/z; mpu dtom MCI1 BeIOHpaer
MOJICKYJISIDHBI HMOH, BBIBOAS HW3 CHUCTEMbl MOJIEKYJSIPHBIE MOHBI C JPYTHUMU
sHaueHusmMu m/z. [locne ¢parmenTtanuu B peakunoHHO#N suerike MC2 netekTupyer
XapakTepHble (parMeHTbl MOJEKYJsIpHOro HoHa. Takum oOpazom, pexum MRM
o0ecIieuynBaeT BHICOKYIO CEJIEKTUBHOCTh U YYBCTBUTEIBHOCTH 000ux MC.

Ckanuposanue  nomepb  HEUMPAIbHBLIX  UACMUY, (NLS). Mmnorue
OyTWJIMPOBAHHbIE AMUHOKHUCIOTHl (PParMEHTUPYIOTCA B PEAKIHUOHHOW SYEHKE IMyTeM
BBIJICJICHUS MACISHOTO 3(upa MypaBbUHOM KHUCIOTHI ¢ Macco 102 enuHUIBI
(pucyHOK 7), MO3TOMY MpHU OMNpEIEICHUN aMUHOKUCIOT B pexkume NLS paccrosinue
ckanupoBanus MC1 u MC2 cocrasisier 102 enunuipl maceel. Tak oOecrnieunBaeTcs
CEJIEKTUBHOCTh B MACC-CIIEKTPE JIsI MHOTHX KHUCJIbIX aMHUHOKHUCIOT. TemM He MeHee, B
JAHHOM PEXMME BO3MOXHA JIETEKIM HE BCEX aMHUHOKHUCIOT. Hanmpumep, UuTpyuinH U
OpPHUTHH, KpOME€ MAacCISHOro »3(upa MypaBbUHON KHUCIOTHl BBIICISIOT aMMUAK,

MOATOMY 3TH aMUHOKHUCIOTHI B pexkume NLS nerektupyrorcst ¢ paccrosauem 119 (102
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+ 17) enunui; Maccel. Toraa kak riaunuH B pexume NLS criemyer omnpenensite c

paccrossHueM 56, a apruHUH ¢ paccTosiHheM 161 enquHUIIa MaCCHI.

[/ NH; N NH," AN AN
I e —~ O . g
T N N 0
0
m/z =222 m/z =120 m/z =102
(poIUTENbCKHIA NOH) (modepHwmii MOH)  (HEHUTpPAJIBHBIN OCTATOK)

Pucynox 7 — ®@parmeHnTanus noHa OyTuioBoro >¢upa (GpeHnnaJaHuHa IpU OTIIEIUICHHH OYyTHIIOBOTO
a¢upa MypaBEUHOM KUCIOTHI C 00pa30BaHUEM HEHTpaIbHOrO OcTaTka ¢ Maccoit 102 eIMHUIIBI MaCCHI.

Ckanupoeanue pooumenvckozo uona (PIS). bytunupoBaHHbIE AlIMIKAPHUTHUHBI
00pa3yloT B PEaKIMOHHOW sfuYeWKe XapaKTEepHBIN (parMeHTapHbBII MOH ¢ m/z = 85.
[TosToMy Ju1st MX ompenieNieHus pexxuMe paboThl TAHAEMHOTO Macc-crekTpomeTpa MC2
HacTpauBaeTcs Ha m/z = 85, B To Bpems, kak MC1 ckaHupyeT MOJIEKYISIpHbIE UOHBI.
D710 o0ecrneunBaeT CeJEeKTUBHBIN MAacC-CIIEKTP ACPUBATU3UPOBAHHBIX AlIMJIKAPHUTHUHOB

1 CBOOOJHOTO KapHUTHHA (PUCYHOK 8).
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Pucynox 8 — @parmeHTanuss HOHOB OYTWJIMPOBAaHHBIX AIMJIKAPHUTUHOB TMPU OTUICTIIICHUU

XapaKTepUCTUYHOTO HOHA ¢ M/z = 85 (rae R — ankuibHbIN pagukan).

B Tabnaune 10 mnpencraBieHbl mapaMeTpbl Macc-IE€TEKTOpa, HCIOJIb3yeMbIe B

JaHHOM HCCJICAOBAHUHU ITIOCJIC OIITUMHU3allM1 MCTOAHNKH.

Tabmuna 10 — ITapamerpsl Macc-IeTEKTOpa Ui KOJWYECTBEHHOT'O OIPENENICHUS] aMUHOKHCIOT M
AIIMJIKAPHUTUHOB B CYXMX MATHAX KpoBH MeTogoM BOKX-MC/MC

Ne AHAJIUT BHYTPEHHUM CTAHJAPT Pesxxum
- nepexosj nepexosn padoTbI
n/n Ha3BaHue Ha3BaHue
MAacchl MAacchl TMC
1 2 3 4 5 6
Amunoxucnomel
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1 |AnanuH 146 > 44 | Ananun-D4 150 > 48 NLS 102
2 |AcnaparuHoBasi kuciora | 246 > 144 | AcnaparuHoBasikuciaora-D3 | 249 > 147 NLS 102
3 |I'myramuHoBas kucinora | 260> 158 |I'myrammuHoBas kuciora-D5 265>163 NLS 102
IIpoodoncenue mabauyvt 10
1 2 3 4 5 6
4 |Jletinuu + M3oneiinun 188 > 86 |Jletinuu-D3 191 > 89 NLS 102
5 |MeruoHuH 206 > 104 |Metnonun-D3 209 > 107 NLS 102
6 |PeHmanaHuH 222 > 120 |PenunananuH-D5 227> 125 NLS 102
7 |Tuposun 238> 136 |Tupozun-D4 242> 140 NLS 102
8 |Bamuu 174>72 |Bamun-D8§ 182> 80 NLS 102
9 |Aprunux 231>70 |Apruaus-D7 238>77 MRM
10 |[uTpysmiuH 232> 113 |Iurpymnius-D2 234>115 MRM
11 |I'nmunun 132>76 |I'mumua-13C2-15N 135>179 MRM
12 |OpHuTHH 189 >70 |Opuutnn-D6 195>76 MRM
AYunKapHumMuHsl U C60000HBLI KAPHUMUH

1 |KapHutus 218>85 |Kapuurun-D9 227 >85 PIS 85
2 |C2-KapHUTHH 260 >85 |C2-Kapuutus-D3 263 > 85 PIS 85
3 |C3-KapuutuH 274>85 |C3-Kapuutusa-D3 277> 85 PIS 85
4 |C3DC-Kapuutun 248 > 85 | C3-Kapuutus-D3 277 > 85 PIS 85
5 |C4-Kapuutux 288 >85 | C4-Kapuutun-D3 291 > 85 PIS 85
6 |C4DC-Kapuutun 262 >85 |C4-Kapuutus-D3 291 > 85 PIS 85
7 |C40H- Kapautux 248 > 85 | C4-Kapuutus-D3 291 > 85 PIS 85
8 |C5-Kapuutun 302>85 |C5-Kapautusa-D9 311>85 PIS 85
9 |C5DC-Kapuutun 388>85 |C5DC-Kapuutun-D6 394 > 85 PIS 85
10 |C5:1-KapHutun 244 >85 | C5-Kapuutun-D9 311>85 PIS 85
11 |C50H-Kapautux 262 >85 |C5-Kapuutun-D9 311>85 PIS 85
12 |C6-Kapuutux 316 >85 |C6-Kapuutun-D3 319>85 PIS 85
13 |C8-Kapuutux 344 >85 |C8-Kapuutus-D3 347> 85 PIS 85
14 |C8:1-Kapuutun 286 > 85 |C8-Kapnutun-D3 347> 85 PIS 85
15 |C10-Kapuutun 372>85 |C10-Kapuutun-D3 375> 85 PIS 85
16 |C10:1-KapHuTHs 314>85 |Cl10-Kapuutun-D3 375>85 PIS 85
17 |C12-Kapuutun 400> 85 |C12-Kapuutus-D3 403 > 85 PIS 85
18 |C14-KapHutun 428 > 85 |Cl14-Kapuutusa-D3 431>85 PIS 85
19 |C14:1-KapHuTus 370>85 |Cl4-Kapuutun-D3 431>85 PIS 85
20 |C14:2-KapHuTHH 368 >85 |Cl4-Kapuutun-D3 431>85 PIS 85
21 |C140H-Kapuutun 388>85 |Cl4-Kapuutun-D3 431>85 PIS 85
22 |Cl16-Kapuutun 456 > 85 |C16-Kapuutun-D3 459 > 85 PIS 85
23 |C16:1-KapuuTus 398 >85 |Cl6-Kapuutun-D3 459 > 85 PIS 85
24 |C16:10H-KapuuTns 414 >85 |Cl16-Kapuutun-D3 459 > 85 PIS 85
25 |C160H-Kapuutun 416 >85 |Cl16-Kapuutun-D3 459 > 85 PIS 85
26 |C18-Kapuutun 484 >85 |C18-Kapuutun-D3 487> 85 PIS 85
27 |C18:1-KapHuTns 426 > 85 |C18-Kapuutun-D3 487> 85 PIS 85
28 |C18:10H-Kapuutus 442 > 85 |C18-Kapuutus-D3 487> 85 PIS 85
29 |C18:20H-Kapuutus 440> 85 |C18-Kapuutun-D3 487> 85 PIS 85
30 |C180OH-Kapuutun 444 > 85 |C18-Kapuutun-D3 487> 85 PIS 85

Ilpumeuanue. TMC — TaHAEMHBIN Macc-CIIEKTPOMETP.

O0padoTKa JaHHBIX BBIIOJHAIACH B IPOrpaMMHOM obOecreuennrn MassHunter®

(Agilent Technologies, CILIA).
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KosanuecTBeHHOE omnpeiesieHUe aHATUTOB MPOBOJIUIOCH 10 METONY BHYTPEHHETO
ctangapta. KoHueHTpanuus kaxjaoro aHaiauTa B oOpasiie Beuucisiach no gpopmyne (/)
KaK OTHOIICHHE WHTEHCUBHOCTU €ro AaHaJUTUYECKOr0 CHUrHajla B o0pasle K
MHTEHCUBHOCTH aHAJUTUYECKOTO CUTHAJIa COOTBETCTBYIOIIErO0 BHYTPEHHETO CTaHAapTa
B 3TOM >e oOpasie, ¢ MOCIEAYIOUMM YMHOXXEHHEM Ha KOHIEHTPALUIO JaHHOTO

BHYTPEHHETO CTaHJapTa B CMECH BHYTPEHHUX CTAaHJIAPTOB (KaJIUOPOBOUYHOM CMECH):

Ay
Camkmol/l = A X Cismmol/l > (1)
IS
TZC Camimot/t — KOHIICHTPAIIMS aHATUTA B 00pasiie (MKMOJIb/M);

A, — UHTEHCUBHOCTH aHAJIMTHYECKOTO CUTHAJIa aHAJIUTa B 00pasiie;
Cismmol/l ~ KOHLEHTPAIUS BHYTPEHHETO CTaHIapTa B KATMOPOBOYHOM cMecH (MKMOJIB/JT);

Ajs — UHTEHCUBHOCTD aHAJMTHYECKOTO CUTHAJIA BHYTPEHHETO CTaHaapTa B 00pasile.

KoHLEHTpauu BceX BHYTPEHHUX CTaHAapToB B cMecH MassChrom®AminoAcids
and Acylcarnitines (Chromsystems, ['epmanusi) ObulH PUBEAEHBI B COOTBETCTBYIOIIEH
COMPOBOJIUTEIILHOM IOKYMEHTAIIUUH.

BanupanmonHble XapakTepUCTHKM MeTOAMKH. B 3aBHCHMMOCTH OT aHaluTa
CTEMECHb W3BJICYEHUS AMUHOKHUCIOT W AalUJIKAPHUTHHOB M3 CYXUX MSITE€H KPOBU
coctaBuiia 69-97%; npenen oOHapy»eHUsI IJIE aMUHOKUCIOT BapbupoBaics oT 2.0
no 15.6 MxMonw/n, st auuiakapHUTUHOB — oT 0.1 mo 1.6 mxmonb/i; koaduuueHt
BapHaluM Uil BCEX aHaJIUTOB OB B auamazoHe oT 3.4 mo 15.6%; numama3oH
JUHENHOCTH aMHHOKHUCIOT Aoxoaus a0 2000 MKMOJb/I, anmiIKapHUTHHOB — 10 200
MKMOJIB/JI.

Banupanuss JAMATHOCTHYECKOW 3HAYMMOCTH METOJUKU KOJUYECTBEHHOTO
ONPEAEIEHNUS] AMUHOKHUCIOT W AlMIKAPHUTUHOB B MSATHaX KpoBU MetogoM BIKX-
MC/MC, ucnonp3yeMoil B HACTOAIIEM HCCIEIOBAaHUH, OblJla MPOBEACHA C IMOMOIIBIO
METOJla MOHOOOMEHHOW Xpomartorpaduu [Js MOATBEPKICHUS TATOJOTUA OOMeHa
amuHOKHMCIOT ® Mertoga ['X-MC i moATBEp)KACHUS MATOJOTHM  oOMeEHa
OpraHUYECKUX KUCIOT.

PeakTuBbl: 5 MM anerarasiii 0Oydepubiii pactBop (Xummen, Poccus), pactBop

Hunrugpuna (Xummen, Poccust), aneronutpun (LC/MS Grade) (Fisher Scientific,
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CHIA).

JlaGopaTopHoe o0opynoBanue: Mukporpooupka tumna dnneHgopd (2.0 mi) (SSI,
CIIA), nuentpudyra wmemuuunckas (mogenr CM-6MT) (ELMI, JlaTBus),
BCTPSIXUBATEIb MEIUIMHCKUNA BHOpanuronHoro tuma Vortex (mogens V-3) (ELMI,
JlaTBuUsI), mo3aTOp MEXaHUYECKHI OJHOKaHalbHBIA Sartorius (Mozaenb Biohit Proline)
(Sartorius Biohit Liquid Handling Oy, ®unnsagusi) oobemom 0-1000 mxa ¢
OPUTMHAJIBHBIMU OJIHOPA30BbIMU HAKOHEUHHUKAMH.

3a0op Omomartepmasna. B BakyymHYyI0 NpoOUpPKY (KOHCEPBAHT — JIUTHUS T€IAPUH)
3abupanach Mpoda KpOBH, KOTOpas cpa3y IMoclie ordopa LEeHTpU(PYyTHpOBAIACH
npu 3000 06./mMun B Teyenue 10 munyt. Ilocne storo orbupanach miaa3mMa KpOBU
(BepxHMI CIIOM), KOTOpasi 3aMOpakMBajach W XpaHWIACh 10 MPOBEICHUS aHau3a Mpu
Temmneparype He Bbiie -20°C.

IIpoGonoaroroBka Ouomartepuaa. B wmukponpoOupky Tuma InmeHnopd
oroupanocs 500.0 Mk miuasmMbel KpoBH, K KoTopod nobOaBisimock 1000.0 Mk
aueroHutpuia. [lonyueHHass cMech nepeMelIMBaiach B TEUEHUE 2 MUHYT, MOCJE YEro
nentpudyrupoBanach npu 10000 o6/mun B Teuenune 10 munyTt. B BOXKX-cucremy
BBOIMIIOCH 20.0 MKJI MOJITOTOBJICHHOTO 00pa3iia (Haaocag0uHOM KUIKOCTH).

Xpomartorpapuyeckne ycJOBHsSl. AHaIN3 aMHUHOKHUCIOT BBINOJHSICS C
UCIIOJIb30BaHUEM aMUHOKUCIOTHOTO aHanu3aTopa AAA400 (INGOS, Yexus). lannas
METOJMKA MPEeAyCMaTPUBAET KOJIUYECTBEHHOE onpeiesieHne 32 aMUHOKHUCIIOT MOCIIe X
pasJielicHHs Ha MOHHO-OOMEHHOW XpomaTorpaduieckoil KOJIOHKE C IMOCTKOJIOHOYHOM
JepUBaTU3alMe HUHTHAPUHOM C MOMOIIBIO CIEKTPO(HOTOMETPUUECKOTO ACTEKTOpa B
BUIUMOM oOyiactu criekTpa (mauHa kojaoHku 30 cMm). B kauectBe MoOuIbHOU (haswl
npuMeHsuicss 5 MM aneratHeli OydepHbIi pacTBop. B MeToauke HCHOIBb30BaIUCh
CJIeIyIOIMEe HACTPOUKH aHalu3aTopa: 00beM MHXEeKIUU — 20 MKJI, CKOPOCTh MOTOKA B
peXrMe ypaBHOBEIIMBAaHUs cUCTEMBI — 0.5 MJI/MUH, BpeMs aHajau3a — 75 MUH.

OO0pa0oTka JAHHBIX BBHINOJIHAJIACH C TOMOIMIBIO MPOrPAMMHOTO OOECTICUECHHUS

CHROMuLAN® (INGOS, Yexus).


https://all-pribors.ru/companies/firma-sartorius-biohit-liquid-handling-oy-finlyandiya-7555
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2.2.2. Memoouka KoauuecmeeHHO020 OnpeoeneHus OPZaHUYeCKUX KUcaom ¢ moue
MemoooM 2a3060i Xpomamozpaguu ¢ macc-cnekmpomempueil
JIns moATBep:KACHUS HApyUIEHUH OOMEHAa OpraHWYECKUX KHUCJIOT MPUMEHSIIACh
METOJIMKA KOJIMYECTBEHHOI'O OINpENeeHUs 28 OpraHndeckux Kuciot Meroaom ['X-MC
[116, 232]. B HacrodleM UCCIECIOBAHUU IS YIYUYLICHUS AETEKIHU aHAaIuToB B MC
ObUTM HM3MEHEHBI JIEPUBATU3HUPYIOIINI peareHT Mmpu MNPOBEACHUU MPOOOMOATOTOBKU
OuomaTepuaia U HEKOTOphIe MapaMeTPbl HACTPOMUKH Ta30BOro xpomaTtorpada.
JI1s METOAMKH KCIOJIb30BAIMCh CTAHAAPTHBIE 00pa3ubl OPraHUYECKUX KHUCIIOT
CIEAYIOIIUX KOMITaHHH (CoJiepKaHne OCHOBHOI'O BEIIECTBA YKa3aHO B CKOOKaX):
eSigma-Aldrich (I'epmanus): riuiepuHoBasi KUCJIOTa (B BUAE IUTHIpaTa Kajb-
MEBOM cosii D-riauuepuHoBoi KUciaoTsl, 99.0%); 3-MeTui-2-okcoBajiepruaHoBas
KUCI0Ta (B BHUJIE HATPUEBOM COJU 3-METUII-2-OKCOBAJIEPHUAHOBON KHUCIOTHI,
95.0%); mnupoBuHorpannas kucinota (98.0%); wu30BamepuaHoBas KuUCIOTa
(99.0%); agununoBas kuciota (99.0%); 3-metwiriayrapoBas kuciiora (99.0%);
3-runpokcu-3-meTwiriytapoBas kuciora (95.0%); mMeTunIManoHOBas KHCIOTa
(99%); denmnmonoynas kuciora (B Buae D-3-GCHHIMOJOYHOM KHCIIOTHI,
98.0%); 4-runpoxcudenunmonounas kuciaora (B Buae DL-4-rugpoxcudeHu-
MOJIOUYHOM KUCIOTHI, 97.0%); romorenTuznHoBas kuciora (97.0%); cykuuHoBas
KHCJIOTa (B BUJIE TUHATPEBOU COJU CYKIIMMHOBOM KUCIOTHI, 99.0%); runmypoBas
kucioTa (98.0%); cebanmnoBas kuciora (99.0%); 2-rUAPOKCHUM30KAIIPOHOBAS
kucinora (99.0%); raoyrapoBast kucinota (99.0%); denunnupoBuHOrpaaHas
kuciaota (98.0%); cybOepunoBas kuciora (98.0%); 4-ruapoxcudeHuImIpo-
BuHOTpaaHas kuciora (98.0%); 4-runpokcudenunykcycHas kuciora (98.0%);
4-metmi-2-okcoBasiepuanoBasi kuciota (98.0%); dbenanerud (MCHOIB30BAICS B
KauecTBE BHYTPEHHEro ctanaapta, 98.0%);
eToronto Research Chemicals (Kanana): MmeBanoHoBasi kuciora (B BUIE rujpara
5-pocdara meBamoHOBON KHUCHOTHI, 99.0%), 2-MeTwui-3-rugpokcumacisiHas
kuciora (99.0%); N-auerunacnapTukoBasi kuciaota (B Buje N-aneTui-L-
acapTHKOBOU KUCIOTHI, 99.0%);

e Acros Organics: MonouHasi kuciora (B Buae DL-monouHoit kuciotsl, 85.0%);
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rikosieBas kucioTa (99.0%);

eAlfa Aesar (BemukoOpuranus): 3-ruppokcumacisHas kuciora (98.0%); stui-

MasioHoBas kuciota (98.0%).

[Ipy 1npUroOTOBIEHUMM PACTBOPOB  CTaHAAPTHBIX OOpa3llOB  YUUTHIBAIOCH
cojiep>KaHre OCHOBHOTO BemecTBa (%) U ero npucyTCTBUE B BUJIE COJU W/WIIM THApATA.
Cranpaptable 00pasiibl HMHAMBUIYAIbHBIX BEHIECTB pacTBOpPsUIUCHL B Boxe. Jlis
MPUTOTOBJICHUSI CMECH OPraHWYECKUX KHUCIOT CMEUIMBAINCh UX CTaHJAapTHHIC
pacTBOpBI, MOCJE YEro MoJydeHHas CMeCh pa30aBiisyiach BOJOM O HEOOXOIUMOIO
o0BeMa.

PeaktuBbl: Boja s xpomartorpadpum (LC-MS Grade) (Sigma-Aldrich,
I'epmanus), runpokcun Hatpus (4.n.a., Xummen, Poccus), ruapokcwiamuH (4.7.a.,
Sigma-Aldrich, I'epmanus), xmopun HaTpus (4.m.a., Xummen, Poccust), sTunanerat
(HPLC-grade, Sigma-Aldrich, I'epmanus), consnas kuciora (x.4., Xummena, Poccus),
N-MeTun-N-TpUMeTUICUINI-TpUTOpaLieTaMu1 (MSTFA) (Macherey-Nagel,
I'epmanus), nupuaud (4.1.a., Sigma-Aldrich, ['epmanus).

JlaGopaTopHble mocyaa M MaTepuajbl: TPOOUPKU C BHUHTOBOM TOPJIIOBHHOM
(Matepuan — GopocunukaTHoe crekao Pyrex® tum I, 15.5 M) ¢ 3aBHHYMBAIOLIMMHUCS
kpbiikamu (matepuan — I[III) (Corning, CIIIA), Buansi EPA/VOA ¢ BuHTOBOI
TOpJIOBUHOM (MaTepuanl — TeMHOE CTEeKJI0, 20 MJT) ¢ 3aBUHYMBAIOIIUMHUCS KPBIIITKAMU C
MpoKajibiBaeMbIMH cenTaMu (Matepuan Kpbiiku — [II1; maTepuan cenThl — CUIUKOH/
[IT®D) (ALWSCI, CIIA).

JlaGopaTopHoe oOopyaoBaHue: ueHTpudyra meauuunckas (mozaenb CM-6MT)
(ELMI, JlaTBust), BCTpsIXUBaTEIb MEAUIMHCKUN BHOpallMOHHOTO THNa Vortex (Mojeinb
V-3) (ELMI, JlaTtBus), Tepmoctar tBepaoTenbHbiii Tuna TDB (monens QBD4) (Grant
Instruments, BenukoOputanusi), meiikep wmeaunuuHckui S-3.02 (ELMI, JlaTBus),
ucnapurenbHas cuctema (moxens EVA  EC-S) (VLM, TI'epmanusi), [103aTOphI
MEXaHH4YeCKHe OJHOKaHanbHble Sartorius (monens Biohit Proline) (Sartorius Biohit
Liquid Handling Oy, ®unnsaaaus) ciaeayrommux oobemoB: 0—100.0 Mk, 0-200.0 MK,

0-1000.0 mxi1, 0-5000.0 MK C OpUTHHATIBHBIMU OJHOPA30BBIMU HAKOHEUYHHKAMMU.


http://www.reakor.ru/alfa-aesar
https://nta-group.ru/laboratornoe_oborudovanie/materialy/vialy_dlya_khromatografii/filter/manufacturer-is-d2c43da18b6323d8a00fca4198435a0a/apply/
https://all-pribors.ru/companies/firma-sartorius-biohit-liquid-handling-oy-finlyandiya-7555
https://all-pribors.ru/companies/firma-sartorius-biohit-liquid-handling-oy-finlyandiya-7555
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ABTOMaTH4eCcKuil OmoxmmMuueckuil ananuszatop Metrolab 2300 (UV-VIS Metrolab
S.A., Aprentuna) (st onpeaesieHus] KpeaTHHUHA B MOYe).

3a6op Omomartepuana. Oroupasniocs 100 Ma pa3oBoii NOPUUKH MOYH B CTEPUITbHBIN
MJJACTUKOBBIN KOHTEWHEp ¢ KpbIIKoW. Jlo mpoBeneHus aHanu3a npoda XpaHWiach Npu
temneparype He Boie -20°C.

IIpob6onmoaroroBka Ouomarepuana. B mnpobupky oroupanocs 1000.0 Mk
oOpa3zua mouu, k kotopoil nobasisuiock 100.0 MK pacTBOpa BHYTPEHHErO CTaHAapTa
(pactBop ¢enaneruna, 1 mmoiss/100 ma Boabl), 10.0 MK pacTBOpa ruapOKCUIa HATPUs
(5N) u 200.0 mxn pactBopa ruapokcuiamuna (15t pactBopeno B 200 mi Bogwbl). [locie
ATOr0 MPOOMpPKA IJIOTHO 3aKPbIBANIACh KPBIIIKOW, IEpeMelInBaiach 1 HHKyOUpoBaiach
B Tepmoctate npu 60°C, mocie 4ero oxja)Jaanach 10 KOMHATHOW TeMneparypsl. s
AKCTpakiuu B npobupky godasmsuinck 1000.0 MK HACBHIIEHHOTO pacTBOpa XJIOpHAa
Hatpus, 100.0 mxi consinot kucaotsl (SN) u 4000.0 M sTUNAaNIETATa, TTOCIIE YETO CMECh
BCTpsXuUBanach Ha Ieiikepe npu 350 o6/mun B TeueHue 10 MuHyT. 3atem mpoOupKa
neaTpudyrupoBaiack mnpu 3000 o6/MUH B TeueHHE 5 MUHYT, IMOCIE 3TOr0 OTOMpanach
BepxHsas (aza. Ilpomeaypa 3KkcTpakiuu NOBTOpsUIach 2 pas3a, MOCIE YEro HUKHSAS
(Bognas) (paza mepeHocwiIach B BUANly U ylapuBajlach B TOKE BO3lyxa gocyxa. Jlanee
CcyXxo# octatok nepepactBopsuica B 600.0 MK 3TUnanerara, nocie 4ero oopaser CHOBa
yHnapuBaJicsi B TOKE BO3[yXa J0cyxa. 3aTeéM K CyXOMy OcTaTKy no0aBisiiochk 50.0 MK
nupuauaa u 50.0 mxn MSTFA, nocne 3Toro cmech MHKyOHMpoBaaach Npv KOMHATHOM
temneparype B TeueHue 10 MuayT. O0BbeM MHXKEKIIUKU cocTaBsut 1.0 MKII.

Xpomarorpadpuueckue ycJoBHAA. AHAIA3 OCYIIECTBIBSUICS HAa Ta30BOM
xpomarorpade ¢ macc-cnekrpomerpom SHIMADZU QP2010 (Shimadzu, Anonwus) u
kamusipHoit kosoHke HP-5MS (30m*0.32mmx2.5mkm) (Agilent Technologies, CIITA).
[TapameTpbl cuCTeMBl JJIi KOJHUYECTBEHHOT'O OMpPEACICHUS OPraHUYEeCKUX KHUCIIOT

MetosioM ['X-MC npeacraBiensl B Tabmuie 11.

Tabmuma 11 — ITlapameTpsl CHUCTEMBI ISl KOJWYECTBEHHOTO OIPEACTCHHS] OPraHUYEeCKUX KHCIOT
B Moue meTosioM ['X-MC ¢ kanumuisipaoit koaoukoit HP-5MS (30mMx0.32mm*2.5MKM)

ITapameTpbl CHCTEMBI Ioka3aresan
Pexxum BBo1a IPOOBI be3 nenenus noToka
CkopocTb moToka ra3oBoi ¢assl (renus) 1.0 ma/Mun
OOBemMHas CKOPOCTh OTOKA renus B siueiike coynapenuit | 0.5 min/mun



77

IIpooonscenue mabauyor 11

OOBemMHas CKOPOCTh IOTOKA a30Ta B siueiike coypapenuid | 2.0 Mi/MuH
Temmneparypa KOJIOHKHM Ha BXOJE B CUCTEMY 80°C
Temnepatypa MC 280°C
Pexum nerexunu MC Scan
Bpewms anasimsa 80 MuH

Xpomarorpaguyeckoe pas/elieHHe aHaJIUTOB JOCTUTalOCh MPHU HCMHOJIb30BAHUU
CIeAyIONIel TeMmepaTypHOM MporpaMMbl KOJIOHKH: Ha HayallbHOM JTame KOJIOHKa
HarpeBanach 10 80°C B TedeHue S5 MUH, MOCIE 3TOr0 co cCKopocThio 4°C/MUH OHa
HarpeBasiach 0 300°C, yCTaHOBJIEHHBIM TEMIIEPATYPHBIM PEKUM MOIAAECPKUBAICSI B
teuenue 20 wmwuHyT. I[lapameTrpbl Macc-CIEKTpOMETpa Uil  KOJMYECTBEHHOIO

OompeaeICHUs] OPTaHMYECKUX KUCIOT MPUBEICHBI B Tabauie 12.

Tabmuma 12 — IlapameTpbl Macc-ClieKTpoMeTpa sl JETEKIUH OPTraHWYeCKUX KHUCIOT B MOUe
Meroaom ['X-MC ¢ kanmmisipHoit kosonkoid HP-5SMS (30m*0.32MMX%2.5MKM)

OTtHowmenne Bpems
Ne | HazBanue anaiuTa
m/z YAePKUBAHUSA, MUH
1 | MosiouHas Kkuciaora 117.0 5.82
2 | I'nukonueBas KUcCioTa 108.0 6.23
3 | 3-T'unpoxcuMacisiHasi KUCIIOTa 104.0 7.82
4 | I'nuuepuHoOBasi KUCIO0TA 116.0 8.85
5 | 3-Metnii-2-0kcoBajiepraHoBasi KUCJI0Ta 143.0 9.43
6 | IlupoBHHOTpaHAas KUCIOTA 147.0 11.35
7 | M30BanepuaHoBasi KUCJIOTA 189.0 11.98
8 | AQUnMUHOBAS KUCIOTA 166.0 12.63
9 | 3-MetunriayrapoBas KUCIO0Ta 146.0 13.16
10 | OTunmaioHOBas KUCIO0TA 160.0 15.53
11 | MeBanoHOBasi KHUCI0Ta 214.0 17.17
12 | 3-I'mppokcu-3-MeTHITIIyTapoBasi KUCJIOTa 148.0 18.96
13 | 2-Metui-3-ruipoKkcumacisiHasl KUcjaoTa 126.0 19.74
14 | MeTniMaaoHOBasi KUCJIOTA 259.0 19.77
15 | ®eHnaMoIIouHas KUCIO0Ta 218.0 21.74
16 | 'mapokcudeHnIMOIOuHAs KUCIIOTA 242.0 25.85
17 | N-anetuiacnapTHUKOBasi KUCJIOTA 274.0 28.56
18 | l'oMOreHTH3MHOBAs KHCII0Ta 196.0 35.25
19 | CykumnoBas Kuciora 300.0 37.51
20 | I'mnmypoBas KHCIIOTa 189.0 38.52
21 | CebannHOBasi KHCIIOTA 317.0 38.53
22 | 2-I'uipoKCHU30KANIPOHOBAS KHCIOTA 152.0 42.31
23 | I'myrapoBas Kuciiora 216.0 44.88
24 | ®eHWIMUPOBUHOTPATHASI KUCIIOTA 173.0 46.32
25 | CyGepuHOBasi KUCIIOTA 317.0 49.15
26 | 4-I'nnpokcupeHUITTUPOBUHOTPAIHASL KUCIIOTA 182.0 58.60
27 | 4-I'mapokcueHUITYKCYyCHAs KUCIOTa 247.0 60.01
28 | 4-Metui-2-okcoBajiepHaHOBasi KUCJIOTA 217.0 70.27
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OO0padoTka JaHHBIX MPOBOJMIACH C TMOMOIIBI MPOTPAMMHOr0O OOecTeUYeHus
LabSolutions® (Shimadzu, Slnonus).

KosanuecTBeHHOE onpeiesieHUe aHATUTOB MPOBOJUIOCH 10 METONY BHYTPEHHETO
CTaHJapTa M0 COOTBETCTBYIOIIUM KaTUOPOBOUYHBIM KPUBBIM, IOCTPOEHHBIX C TOMOIIBIO
METOJIa HaUMEHBbIIUX KBaapaToB. KoHIleHTpalusi aHaiuta B 00pa3lie BRIUUCIISIACH 11O
dbopmyiie (2) kKak OTHOIIIEHUE MHTEHCUBHOCTHU €r0 aHAJUTUYECKOr0 CUTHAJIa B 00paslie
K HMHTEHCHUBHOCTH AHAJIUTHUYECKOTO0 CHUTHalla BHYTPEHHETO CTaHJapTa B ATOM K€

oOpas3lie, ¢ MoCJIeIyIOIMKNM YMHOKEHIUEM Ha KOHIIEHTPAIMIO BHYTPEHHET0 CTaHAapTa:

Ay
c g =——X¢C - 2
Amhkmol/l — ISmmol/l >
Aps
TJI€ Camimott — KOHIICHTPAIUS aHAIHUTA B 00pa3iie MOYH (MKMOJIB/T);

A, — UVHTEHCUBHOCTH AaHAJIMTUYECKOTO CHTHAJA aHAJIUTa B 00pa3ile MOUH;
Crsmmel/l — KOHIIGHTpAIIMS BHYTPEHHETO cTaHaapTa (peHarernHa) (MKMOIIB/);

A, — UVHTCHCHBHOCTb aHAJINTUYECKOTO CUTHAJIA BHYTPEHHETO CTaHAapTa
(penanerriHa) B 00pasie MOYH.

Koneunass  KOHIeHTpamusi  KaxJaoro  Mertaboiura B 00pasle  Mouu
MepeCcYnThIBAIACh HA KOHIIEHTPAIUIO KpeaTuHuHa 1o popmye (3):

Ca,mkmol /1
mmol/mol creat — > (3)
Ccrgat

C

TJ€ Commoi/mol crear — KOHIIGHTPAIIUS aHAIHMTA B 00pa3iie MOYM (MMOJIB/MOJIb KPEATHHUHA);
Camimoyt — KOHIIGHTpAIIUS aHAINUTA B 00pa3iie Moun (MKMOJIB/M);
Cersq: — KOHIIEHTpAIIMS KpeaTHHUHA B 00pa3iie Moun (MOJIb/I).

BanupanmonHble  XapaKTePUCTHKM  MeTOAMKM (O  TiepecyeTa  Ha
KOHIICHTPAIIMI0O KpeaTWHHHA). B 3aBUCHUMOCTM OT aHajiuTa CTENEeHb HW3BJICUYCHUS
OpraHUYECKUX KHCIOT M3 MOYM cocTaBwia 72-95%; mpenen oOHapyx eHUsI Bcex
ananutoB coctaBui 0.005 Mkmousb/i, Ko3pPuuUeHT Bapuauu ObUTI B JUara3oHe OT
5.4 no 12.3%; nuana3oH JIMHEWHOCTH [JI1 BCEX AHAIMTOB HAXOAWICS B MpeAenax

koHueHTparui (0.01-500) MxkMoB/m.
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2.2.3. Memoouka KonuuecmeeHHo20 onpeoeieHus ONUHHOUECNOYEUHbIX HCUPHBLX
Kucjiom 6 naazme Kpogu MemoooMm 2a3o6oi xpomamozpaguu c macc-
cnekmpomempueu
JlanHass MeToaWMKa mpeAycMaTpuBaeT  KOJUYECTBEHHOE  OMNpelesieHue 5
JJIMHHOILIETIOYEYHBIX JKUPHBIX KHUCJIOT B IIasMe KpoBH [265]. B Hacrosmem
UCCIICIOBAHUM IS YJAydllleHus pasfeneHus aHanuTtoB B MC ObulM H3MEHEHBI
OpraHUYeCKUE PACTBOPUTEIM B Mpoleaype NpoOONOATrOTOBKM Onomarepuana u
HEKOTOPBIC TapaMeTPhl HACTPONKH Ta30BOro Xxpomartorpada.
CranaapTHble o0pa3ubl (CoaepkaHue OCHOBHOTO BEIIECTBA yKa3aHO B CKOOKax)
OPTraHUYECKUX KUCIOT ObLIA MPUOOPETEHBI B CASTYIONMINX KOMIAHUIX
eSigma-Aldrich (I'epmanus): npucranosas kuciota (98.0%), putanoBas KucinoTa
(96.0%), 6erenonas kuciota (99.0%), nuraouepuHoBas kuciota (99.0%);

e Acros Organics: rekcako3zanoBas kucioTa (98.0%).

[Ipy 1npUroTOBIEHUMHM PACTBOPOB CTaHAAPTHBIX OOpPa3lOB  YUYUTHIBAIOCH
coaepkaHue 0OCHOBHOTo BemiecTBa (%).

PeaktuBbl: u3onponanon (4.g.a., Xummen, Poccus), auxinopmera (4.1.a., XuM-
Men, Poccus), meranon (LC/MS Grade) (Fisher Scientific, CIIIA), conanas kucioTa
(x.u., Xummen, Poccust), rekcan (4.n.a., Xummen, Poccust), nupuaun (u.g.a., Sigma-
Aldrich, T'epmanus), N-metun-ouc-tpudropaneramuy (MBTFA) (Macherey-Nagel,
['epmanus).

JlaGopaTopHble mocyaa M MaTepuajbl: TPOOUPKU C BUHTOBOM TOPJIIOBHHOM
(Matepuan — GopocunukaTHoe crekao Pyrex® tum I, 15.5 M) ¢ 3aBMHYMBAIOLIMMHUCS
kpbiikamu  (matepuan — IIIT) (Corning, CIIA); Buansi EPA/VOA ¢ BuHTOBOI
TOpJIOBUHOM (MaTepuana — TEeMHOE CTEeKJ0, 20 MJI) ¢ 3aBUHYMBAIOIIMMHUCS KPBIIITIKAMU C
MpoKajbiBaeMbIMU cenTaMu (Matepuan Kpbiiiku — [1I1; maTepuan cenThl — CUIUKOH/
[IT®3) (ALWSCI, CIIA).

JlaGopaTopHoe oOopyaoBanue: neHTpudyra meaununckas (moaenb CM-6MT)
(ELMI, JlatBus), meiikep wmemuuunckuii S-3.02 (ELMI, JlarBusi), Ttepmoctar
tBepaotTenbHbii Tuna TDB (monmens QBD4) (Grant Instruments, BenukoOpuranusi),

ucnapurenbHas cucrema (Mmogenbs EVA EC-S) (VLM, I'epmanust), no3aTopbl MEXaHU-
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yeckue ofgHokaHaibHble Sartorius (Sartorius Biohit Liquid Handling Oy, ®unnannus)
cineayromux oobemon: 0-200.0 mki, 0-1000.0 Mk, 0-5000.0 MK ¢ OpUTHHATIBLHBIMU
OJIHOPA30BbIMU HAKOHEYHHUKAMMU.

3a6op Oumomarepuana. B Bakyymuyto npooupky (koHcepBantbl — Ko-DJITA, Ks-
OJTA) orbupanacs nmpobda KpoBH, KOTOpas cpasly mnociie 0Toopa 1neHTpudyrupoBagach
npu 3000 o6/mun B Tedenue 10 munyT. Ilocne storo orOupanach miasmMa KpOBH
(BepxHHil CI0ii), 3aMOpaKMBalach U XPaHMUIACh NpU Temreparype He Bbime -20°C
110 TPOBEICHUS aHAU3A.

IIpob6onmoaroroBka Ouomarepuana. B npobupky k 200.0 Mkn mia3mbl
T00aBIISIICS M3OMPOIAHOI W JUXJIOpPMETaH B 00BeMHOM cooTHommeHun 1:30:14.4,
MOJIy4YeHHasi CMeCh IepeMelinBaiach Ha meilikepe npu 350 o6/mMun B tedenue 10
MUHYT. 3aTeM (pa3za OpraHUueCKUX PACTBOPUTENICH MEPEHOCUIIACh B YUCTYIO0 MPOOUPKY
U yhnapuBajiach B TOKe renusi jgocyxa. [amee B 3Ty mpoOupky moOasisuiochk 1.2 mi
Metanosa u 200.0 Mk consHoM kuciaoTsl (SN). [Tocne yero npodupka nHKYOUpoOBanach
npu temneparype 80°C B teueHue 40 MHUHYT, 3aTEM OXJIAXKAAIACH 10 KOMHATHOU
temneparypsl. Jig skcTpakuuu B npooupky aodasisuiock 5000.0 Mk rekcaHa, mocie
Yero CMech BCTpsiXxMBajach Ha mieiikepe npu 350 o6/muH B Teuenune 10 muHyT. 3atem
npobupka nentpudyruposanace npu 3000 oO6/MHH B Te€YeHHE 5 MUHYT, MOCIE YETO
otOupanach BepxHss (pasa B Buamy. [locime 3TOTO IKCTpaKT ymapuBaics B TOKE TeHs
7Iocyxa. 3aTeM K CyXOMy OCTaTKy jJo0aBisuioch 25 Mk nmupuanaa U 50.0 mxax MBTFA,
MOCJIC Yero BUaja 3aKphIBAJIaCh KPBIIIKON W MHKyOupoBanack mpu temmeparype 8§0°C B
teuenue 30 munyt. Ha mocnemnem stame k mpoOe mobGammsutock 150.0 MK rekcana,
MOCJIC YETO OHA MepeMeITnBaiach Ha meikepe. O0beM WHKEKIHHU cOCTaBIsI 2.0 MKJI.

Xpomarorpapuyeckue YycjaoBUsl. AHaIM3 OCYLIECTBISUICS HAa  Ta30BOM
xpomarorpade ¢ macc-cektpomerpom Agilent 7820 (Agilent Technologies,
['epmanus) ¢ paznenenueM Ha kanuuisipHoi kojoHke HP-5MS (30m*0.32MM*2.5MKM)
(Agilent Technologies, CIIIA). Ilapamerpsi razoBoro Xxpomarorpada ajs

OTpeCICHUS KUPHBIX KUCJIOT MpEeACTaBlIeHbl B Tabmuie 13.
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Tabmuma 13 — IlapameTpsl cHUCTEMBI Il KOJHMYECTBEHHOTO ONPEAETICHUs JUIMHHOIETIOYEYHBIX KUPHBIX
KHUCIIOT B Tu1a3me kKpoBu MetoaoM I'X-MC ¢ kanmuisipaoit kononkoid HP-5MS (30M*0.32MM%2.5MKM)
ITapameTpbl HACTPOMKH Iloka3zareJb
CkopocTb moToka ra3oBoi ¢assl (renus) 0.9 m/muH
OOBemMHas CKOPOCTh OTOKA renus B siueiike coynapenuit | 0.5 mi/mun
OOBemMHas CKOPOCTh OTOKA a30Ta B siueiike coymaapenunii | 2.0 Mi/MuH

Temmneparypa KOJIOHKH Ha BXOJE B CUCTEMY 250°C

Temneparypa MC 230°C

Pexxum BBo1a IPOOBI be3 nenenus noToka
Pexxum nerekimun MC TIC (nonHbI HOHHBIN TOK)
Bpewms anasimsa 25 mMuH

Xpomarorpaguyeckoe pas/ielieHHe aHAJUTOB JOCTUTalOCh MPHU UCHOJIb30BAHUU
CIEAYIOWIEN TEeMIEpaTypHOM MPOrpaMMbl KOJIOHKH: HAa HAYallbHOM 3Tane KOJIOHKa
HarpeBanach 10 80°C B Teuenue 1 MuH, mocjue 3Toro co ckopocteto 20°C/MuH OoHa
HarpeBasach A0 280°C, yCTaHOBJIEHHBIM TEMIIEPATYPHBIM PEKUM MOIAIAECPKUBAICSI B
teueHue 14 munyt. B Tabnuue 14 npuBeneHbl BpeMEHA YIIEPKUBAHUS OMPEACIIEMbIX
JUIMHHOLIEIOYEYHBIX KUPHBIX KHACIIOT.

Tabmuma 14 — BpemeHa ynep:KWBaHUS JUIMHHOICTIOYEYHBIX JKUPHBIX KUCIOT MPH KOJIUYECTBEHHOM
onpeneneHuu metonoM ['X-MC ¢ kanuuisiproit kononkoit HP-SMS (30mx%0.32Mm*0.25MKMm)

Ne | HazBanue aHAJINTA Bpems yaep:kuBaHus, MHH
1 | [IpucranoBas kucnora 11.20
2 ®dutaHoBas KHCIOTa 11.89
3 berenosas kucnora (C22:0) 11.34
4 | Jlurnouepunonas kuciota (C24:0) 12.30
5 I'excakozanoesas kuciora (C26:0) 13.39

OO0padoTka JaHHBIX MPOBOJUIACH C TMOMOIIBI MPOTPAMMHOr0O OOecTeYeHUs
ChemStation® (Agilent Technologies, CILIA).

KosinuecTBeHHOE ompeae/ieHHe aHAIUTOB MPOBOJIWIOCH MO METOJY BHEIIHETO
CTaHJapTa M0 COOTBETCTBYIOIIUM KaTUOPOBOUHBIM KPUBBIM, IOCTPOEHHBIX C TOMOIIBIO
METOJIa HaUMEHBIIUX KBaapaToB. KoHIleHTpalusi aHaiuta B 00pa3lie BhIUUCISIACH 1O
dbopmyne (4) Kak OTHOIIEHWE WHTEHCUBHOCTH AHAJIUTHUYECKOrO0 CUTHAJIA aHalIUTa B

oOpa31ie K yriioBoMy Ko3(Q(UIIMEHTY COOTBETCTBYIOIIECH KaTUOPOBOUYHON KPUBOIA:

Ca,mkmol /1

Ay
-4 : 4
3 4)

TTIC Camimot/t — KOHIICHTPAIIMS aHATUTA B 00pasiie (MKMOJIb/M);
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A4 — UHTEHCUBHOCTbH aHAIMTHYECKOTO CUIHAJIa aHAJIMTa B 00pasile
(abcoOTHBIC SIMHHMIIBI);

b YTI0BOM K03()(PHUIIMEHT COOTBETCTBYIOMIEH KaTHOPOBOUYHON KPUBOIA
(MHTECHCUBHOCTD aHAJIMTHYECKOTO CUTHAJIA B a0COJIFOTHBIX €AMHHUIIAX X JI/MKMOJIb);

CBOOOIHBIN YJIeH B ypaBHEHUU a B KaJTUOPOBOYHBIX KPUBBIX BCEX aHAJIUTOB OBLI
CTaTUYECKU HE 3HAYWM, MO3TOMY OH HE Y4uThiBajcsi B ¢opmyne (4) mnpu ux
KOJIMYECTBEHHOM OMPE/ICTICHUH B MOYE.

BanupanmonHble XapakTepucTUK MeTOAuKHU. CTENeHb W3BICUEHUS KUPHBIX
KUCJIOT M3 IUIa3Mbl KPOBH cocTaBwia 65-92% B 3aBUCHMOCTH OT aHAJIMTA; MOpeael
oOHapyxeHus Kaxaoro ananutra coctaBuil 0.005 MxMoib/1, K03QGUIIMEHT Bapuanuu
obpu1 B guana3oHe ot 2.4 go 10.1%; nmana3soH JHMHEWHOCTH 1 BCEX COCIUHECHUM

Haxoauics B npenenax kouueHTpanui (0.01-20) MKMOb/11.

2.2.4. Memoouka Kon1uuecmeeHH020 onpeodeeHus NypuHoe U NUPUMUOUHOE
6 MOUe MemoOOM 8bICOKOIPPeKmuHou HcudKOCmMHOU Xpomamozpaghuu
cmacc-cnekmpomempuei
Jns  ompeneneHus IyPUHOB W MNUPUMHIAMHOB HCIIOJb30BAJIaCh METOIMKA
UX KommdecTBeHHOro ompeaeneHus Mmetogom BIXX-MC/MC [118]. B Hactosem
WCCIICOBAHUM JIJI1 YBEJIWYCHHS CTCICHW W3BIICUCHUS ONPEACISEeMbIX BEIIECTB
13 00pa310B MOYHM OBUTM BHECEHBI N3MEHEHUS B MPOIICAYPY IKCTPAKIIHH.
CranaaprHble o0pa3ubl (coaep:kaHHe OCHOBHOro BemiecTBa He meHee 98.0%)
MyPHHOB ¥ TUPUMHUJIMHOB OBUIH MPUOOPETEHHI B CICAYIONINX KOMITAHUX:
e(Calbiochem (CIIA): aneHuH, aJieHO3UH, TYaHUH, I'yaHO3WH, KCAaHTHUH, UHO3UH,
THUMHIWH, TAMUH, YPUJIAH, IUTHINH;
oP-L Biochemicals (CIIIA): ne3okcuaaeHO3uH;
eSigma-Aldrich (I'epmanus): S-ruppomerunypanui, moueBas kuciota (99.0%),
opotoBasi kuciota (98.0%), ypeunmonponuonoBas kuciora (98.0%), mne3okcu-
ryaHo3uH (B BUAEe MOHorujpara 2'-ne3o0kcuryanosuna, 99.0%), ne3okcuypuanH
(98.5%);
eFluka (I'epmanus): guruapoypamui (99.0%), ypaumt (99.0%);
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eCambridge Isotope Laboratories (CILIA): pu6o3zo-1-*C-ypugun, 1,3-1°N,-
ypauun, 3Cs,No-guruapoypammn, 1,3-"Nz-oporosas kmcnora, pu6o3zo-1-1°C-
anenus, 8-'°C-anenun, pu6o3o-1->C-agenosus, o,0,0,6->Hs-tumun, CHs-13C-

THUMHUIHNH.

[Ipy npUrOTOBIEHUHM PACTBOPOB  CTaHAAPTHBIX OOpPa3lOB  YUYUTHIBAIOCH
cojiep>KaHre OCHOBHOTO BemecTBa (%) U ero mpucyTCTBUE B BUJIE COJM W/WIM THApATA.
CranpaptHble 00pasiibl HMHAMBUIYAIbHBIX BEHIECTB pacTBOpsUIUChL B Boxe. Jlis
MPUTOTOBJICHUSI CMECEW MypUHOB W MUPUMUJIUHOB CMEIIMBAJIUCh WX CTaHIApPTHBIC
pacTBOpBI, MOCJE YEero MojiydeHHas cMech pazbaBisuiack SMM pacTBOpoM aieTraTa
ammoHus B 0.1% (00.) MypaBbUHON KUCIOTE 10 HEOOXOUMOTro 00beMa.

PeakTuBbI: anerar amMMOHHUA (COAEp:KAaHUE OCHOBHOTO BEILIECTBA HE MEHEe
99.0%, Sigma-Aldrich, I'epmanusi), Bona mna xpomarorpaduu (Merck, TI'epmanus),
MypaBbHHasi KUCJIOTa (COoJepaHHWEe OCHOBHOro BellecTBa He MeHee 99.0%, Merck,
I'epmanus), meranon (LC/MS Grade) (Fisher Scientific, CILIA).

JlaGopaTopHble mocyaa U MaTepuajbl: MEMOPaHHBIN QUIbTp AJg GUIBTPALIUU
obopasnoB (marepuan — [IBI®, pasmep muckoB 47 wmi, pasmep mop 0.45 Mxm)
(Millipore, CIIIA), ctpunbsl ¢unbTpoBanbHOil Oymaru (tum 2992, 12mMmM*x40mwm,
Whatman, ['epmanus), muxporpoOupka tuma IOmnmenmopd (2.0 mum) (SSI, CIIA),
96-myHOUHBIH MUKpOIUTaHIIET ¢ MOKpOoBHBIM MatoM (Eppendorf, ['epmanus), Buaib
EPA/VOA ¢ BUHTOBOW TOPJIOBHHOW (MaTtepuana — TeMHOE cTeksio, 20 MiI) ¢ 3aBHHYHU-
BAIOIIMMHUCS KpBIIIIKAMHA C TPOKaJIbIBAeMBbIMH cenTamu (Marepuan Kpbimku — [1I1;
matepuan centsl — cunukoH/[IT®D) (ALWSCI, CIIIA), xpomaTtorpadudeckne BHAIbI
IUIsL aBTOCAMILIIEpA C BUHTOBOM TOPJIIOBUHOM (MaTepuasl — Mpo3payHoe CTekio, 2.0 mu)
C 3aBUHYMBAIOIIUMUCS KPBIITKAMH C TPOKAIBIBAEMBIMU CETITaMH (KPBIIIKA: MaTepHa —
[1IT; cenra: matepuan — cunukoH/[ITDI) (Agilent Technologies, CILIA).

JlaGopaTopHoe 0o0OpyIOBaHHE: BCTPSAXUBATEIIP MEIUIMHCKUA BHOPAIMOHHOTO
tuna Vortex (moaens V-3) (ELMI, JlatBus), ucnaputensHas cucrema (monenb EVA
EC-S) (VLM, T'epmanus), ynbTpa3zBykoBas BaHHas (Mozaenb IICB-28120-05) (IICh-

["anc, Poccus), nearpudyra (monens MiniSpin plus) (Eppendorf, ['epmanusi), mo3aTopbl
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MEXaHMUYeCKHe OJHOKaHaibHbIe Sartorius (monens Biohit Proline) (Sartorius Biohit
Liquid Handling Oy, ®unnauaus) cienyromux 00beMoB: 0—100.0 mki, 0-1000.0 M
C OPUTMHAJIBHBIMU OJTHOPA30BbIMH HAKOHEUHUKAMU.

ABTOMaTH4eCcKuil Omoxmmuueckuil ananuszatop Metrolab 2300 (UV-VIS Metrolab
S.A., Aprentuna) (st onpeaesieHusl KpeaTHHUHA B MOYe).

3abop Omomarepuasa. /s aHanM3a HUCMIOJB30BAJICS OWOMaTepual: MoYa WIIH
ctpun (mosiocka) (UIBTPOBaIbHONW OyMaru, MPONUTAHHBIA MOYOH. B mi1acTUKOBBIN
CTEpPWIbHBIN KOHTEMHEP C KpbIKONH oTOupanock 100 Ma Moum (pa3oBas mOpLHUS).
OO6pa3zenr Moun XpaHuiics Mpu Temieparype oT +2 no +4°C, ecnu aHaIM3UPOBAJICS B
TeueHue 7 AHeH, s OoJiee JUIMTENBHOTO XPAaHEHUS! €ro HeOOXOAUMO ObLIO XPaHUTh
npu Temmeparype He Bbimie -20°C. Ilepen ananu3oMm oOpaselr MOYM MOABEPTaJiCs
nentpudyrupoBanuto nmpu 10000g B reuenue 10 MUHyT.

[Tonocka QuiabTpoBanbHON Oymaru MOJHOCTBIO IMOrpY’Kajlach B 00paszell Mouu
C TOCJIENYIONIUM YyAaJIeHHEM €€ H30bITKOB MyTEM BBITUPAHUS MOJOCKH O CTEHKHU
KOHTeiHepa. CTpuIl, MpONUTaHHBIMN OMOMAaTEPUAIOM, CYIIUJICA 10 MOJHOTO BBICHIXAHUS

Y XPAHUJICS TPU KOMHATHOM TeMITepaType.

IIpoGonoaroroska duomarepuaJjia

Ilpobonoozomoexa oopazya mouyu. B wmukpornpobuky Ttuna InneHaopd K
500.0 mkn moum pgobamisioch 1.5 Ma pactBopa arerata amMmMoHus SMM, 3aTeM
MOJIyY€HHAsl CMECh MEpEeMENInBaliach Ha BOPTEKCE B T€UEHUE 2 MUHYT U MEPEHOCUIIAChH
Ha MUKpOQMIbTp (PUIABTpAT cOOMpaCs B YUCTYIO MUKPONPOOUPKY TUNa DnneHaopd).
3atem 200.0 Mkn OTPUIBTPOBAHHOW MPOOBI MEPEHOCUIIOCH B MHUKPOIUIAHIIIET.
B BOXX-cucremy nnxexrrpoBasioch 10.0 MKJI HOATOTOBIEHHOTO 00pa3lia.

Ilpooonoozomosexa cmpuna unremposanvnoit oymazu, NPORUMAHHOZ0 MOYOI.
Ha nponuranssiii Mo4oit cTpun HaHOCWIOCH 20.0 MKJI CMECH BHYTPEHHUX CTaHIapTOB.
[locne mONHOrO BBICHIXaHUSI TMPU KOMHATHOM TeEMIlEpaType CTPUN TEPEHOCHIICS
B MUKPOIIPOOUPKKY THMIa DNNEHI0pP, B KOTOpYI0 AoOaBisuioch 1.5 mi metanona (75%
(00./00.)). Jlaiee MuKpoOmpoOHMpPKAa CO CTPUIIOM IIOABEPrayiaCh BO3JCHCTBUIO

yabpTpa3BykoM B TeueHue 10 mMuH. Jlanee monydeHHbIN 3KCTPAKT NEPEHOCUIICS B BUANY,


https://all-pribors.ru/companies/firma-sartorius-biohit-liquid-handling-oy-finlyandiya-7555
https://all-pribors.ru/companies/firma-sartorius-biohit-liquid-handling-oy-finlyandiya-7555
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nocie 4yero ymapuBaiicss B Toke a3zora npu 40°C pmocyxa. 3areM CyXoW OCTaTOK
nepepactBopsiica B 200.0 mxn 50 MM ykcychoit kucnotsl (pH 4.0) u nmoasepracs
BO3JICHCTBUIO YIBTPa3BYKOM B TE€UEHHUE 5 MUH, MOCIE YEr0o MEPEHOCUJICA B UYUCTYIO
Mukponpobupky tuna Dnnennopd. Ilocime dero obpazen ueHTpudyrupoBaics Opu
1600g B Teuenwe 5 MHH. 3aKIIOYUTEIBHBIM ITanoM ObUT MEPEHOC CyMNepHaTaHTa B
xpoMmarorpaduueckyro Buanmy, u nepea BBoaoMm B BIXKX-cuctemy o6pazen
uentpudyruposanu npu 10000g B Teuenue 2 MmuH. O0bemM uHxkekuuu coctasist 20.0
MKJI.

Xpomarorpaguyeckue YycJoOBHS. AHaAIW3 MPOBOAWICA C HCIIOJIb30BaHUEM
BOXX-cucteMbl, koTopasi BKJIOYalia B ceOs: ABONHON TIpaJMEHTHBI HAcOC CEepUH
Agilent 1200, BakyyMHBI aerasaTop, TEPMOCTAT XPOMATOrpauyecKol KOJIOHKU H
aBrocomiiep CTC HTS PAL, u Bce 010KH COSTMHSUTHCH ¢ Macc-crieKTpoMeTpoM Agilent
6410 QQQ Triple quad (Agilent Technologies, CIIA). Xpomartorpadudeckoe
paszzieneHne MpoBOAMIOCH C TIOMOIIBI0 XpoMaTorpaduueckor kojaonku Zorbax Eclipse
XDBS8-C18 (150mm*4.0mmx5mkm, Agilent Technologies, CIITA).

[TomBmwxHas ¢aza A mpexacraBmsuia coboir SMM pacTBOp amerara aMMOHUS
B 0.1% (00.) MypaBbHHOM KHCJIOTE, MoJBMXHas (aza B moiydyamace mpu cMeElmIeHUH
NOABMKHON a3kl A ¢ MeTaHOJoM B 00BbeMHOM cooTHomeHuH 9:1. B meromuke
HCIIOJIB30BAIMCH cieAytomue HacTpoilku BOXX-cuctembl: 00beM HWHXKEKIHH —
10.0 MK, Bpems aHanmza — 25 MUHYT. [ pagueHTHBIN poduias TOABIKHON (as3bl s

AITFOMPOBaHMS 0OPA3IOB IpeACTaBjIeH B Tabauie 15.

Tabmuua 15 — I'pagueHTHBIN TPOGHIL MOJBUKHON (a3bl B METOAUKE KOJMYECTBEHHOTO ONPEICICHUS
MYPUHOB U MUPUMHIUHOB B 00a31ax Mouu MetojjoM BOXX-MC/MC

Bpewmsi, mun maweHt B, % CKopocTh NOTOKA, MJI/MHH
0 0 0.5
5 0 0.5
15 100 0.5
17 100 0.5
18 0 0.6
25 0 0.6
HapaMeprl TAHACMHOI0 MacCC-CIICKTpoMeETpa. PaCHBIJIHIOIIII/Iﬁ ra3 — asoT

(ctenenb uucTOTHl 99.9%); ra3 B suelike coyaapeHUil — aproH (CTENEeHb YUCTOTHI
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99.9%, naBnenue B sueiike 0.3 Ila); MeToq MOHU3ALMU — AIEKTPOCIPEN (MPUMEHSIACH
MOJIOKUTENIbHAST MOHU3AIUs, KPOME OpPOTOBOM KHUCIOTHI). TemmepaTypa Kanmusuisipa
oputa 300°C, a mnpuiokeHHOE HampsbkeHue cocTaBisuio 4 kB. Pexum pabots
nerektopa — MRM. Xpomartorpaduueckue BpeMeHa YAECpKUBAHUS U TapaMeTphl
HAaCTPOMKH MacC-IIETeKTOpa MpPH KOJUYECTBEHHOM OMNPEACIICHUH IMypPUHOB U

MUPUMUIMHOB IPUBEICHBI B Tabauax 16 u 17 cOOTBETCTBEHHO.

Tabnmuma 16 — Bpemena ynepkvuBaHUs MyPHUHOB M MUPUMUIUHOB TPU TPAIUEHTOM SIIOUPOBAHUU
¢ xpomarorpaduueckori konoHku Zorbax Eclipse XDB8-CI18 (150MM*x4.0MMXSMKM)

Ne | Hazpanue aHaJIMTa Bpews BuyTpenHuii cranaaprt
y/lep:KUBAHHUsI, MUH
1 2 3 4
1 | I'yanun 2.70 Pu6030-1-3C-ypuaun
2 | Vpauun 2.87 1,3-15N,-ypauun
3 | durugpoyparii 3.35 13C,,1’N,-murugpoypanmn
4 | OporoBas KMCIIOTa 3.41 1,3-N,-oporoBas kucnora
5 | MoueBas KuciIoTa 3.60 1,3-15N,-opoToBas kuciora
6 | Kcantun 3.66 Pu6030-1-3C-anenun
7 | YpeuonpornroHoBas KUCI0Ta 3.89 8-13C-anenun
8 | 5-T'uapoKCUMETUITY Pl 4.89 1,3-15N,-ypauun
9 | Anenun 6.01 8-13C-anenun
10 | Llutuaua 6.51 P16030-1-*C-ypunun
11 | JIle30KCcHaneHO3uH 9.78 Pu6030-1-"*C-aneno3un
12 | Vpuauu 10.24 Pu6030-1-3C-ypuaun
13 | Tumun 10.7 a,a,0,6->H,-tumun
14 | le30KCHypHaIuH 13.49 Pu6030-1-3C-ypuaun
15 | Uuo3uu 16.12 8-13C-anenun
16 | I'yanosun 16.76 8-13C-anenun
17 | JIe30KcUIyaHO3HMH 18.10 8-13C-anenun
18 | Tumuaux 19.01 CH;-BC-tumuaun
19 | Anenosun 21.67 Pu6030-1-3C-anenosun
Tabmuuma 17 — Ilapamerpsl Macc-AETEKTOpa TMPH KOJUYECTBEHHOM OIPENEICHUH IYPHHOB

U MUPUMUIMHOB B 00pasiie Mmoun MetogoM ['X-MC B pexxume mnonoxxutensHoro snexrpocnpes (ESI)
(7151 OPOTOBOM KHUCIIOTHI B peXUME HEraTUBHOTO 31ekTpocnpes ESI).

Ne | Haseamme amanmra Ponurensckuii HoOH JouepHuii 3Hepmf
(m/z) HOoH (Mm/z) | coyaapenmii, 3B
1 | I'yanun 152.0 135.0 20
2 | Ypamun 113.1 70.0 18
3 | Juruapoypauui 115.1 73.0 20
4 | OporoBas KHCJIOTa 157.1 111.0 10
5 | MoueBas kucnora 169.1 96.1 10
6 | Kcantun 153.1 110.0 20
7 | YpennonponmoHOBas KUCIOTA 133.1 90.1 15

IIpoooncenue mabauyot 17
‘ 8 ‘ S-I'mapoKcUMETHIy palil 143.1 ‘ 82.1 ‘ 15
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9 | Anenun 136.1 119.0 20
10 | Hutuaun 244.1 112.0 15
11 | Jle3okcuaneHO3MH 252.1 136.1 15
12 | Ypunun 245.1 113.0 10
13 | Tumun 127.1 110.0 15
14 | Jle30KCUypUAH 229.1 113.0 10
15 | UHo3unH 269.1 137.1 20
16 | I'yano3un 284.2 152.2 20
17 | Jle30KCUryaHo3uH 268.2 152.1 10
18 | Tumuaun 243.2 127.1 10
19 | AneHo3uH 268.2 136.1 15

O0padoTKa JaHHBIX BHIIOJHAIACH B IPOrpaMMHOM obecreuennn MassHunter®

(Agilent Technologies, CIIIA).

KosanuecTBeHHOE omnpeiesieHUe aHATUTOB MPOBOJUIOCH 10 METONY BHYTPEHHETO
CTaHJapTa M0 COOTBETCTBYIOIIUM KaTUOPOBOUYHBIM KPUBBIM, MOCTPOEHHBIX C TOMOIIBIO
METOJIa HaMMEHBIUX KBaaApaToB. KoOHIEHTpanus aHaauTa B 00paslie BBIYUCIIACH
nmo dopmyne (5) Kak OTHOIICHHWE WHTCHCHBHOCTH €r0 aHAJWTHUYECKOTO CHUTHaja B
o0pasile K MHTCHCUBHOCTH aHAJIMTHYECKOTO CHUTHAJIa BHYTPEHHETO CTaHAapTa B ATOM

xKe o0pasle, € MNOCIEAYIOIMIUM YMHOXEHHEM Ha KOHILECHTPALMIO BHYTPEHHEIO

CcTaHjapra:
Ay
CA.mkmol,."‘I = A X C!S.mmol,:"[ > (5)
IS
TJI€ Caomimott — KOHIICHTPAIUS aHAIHUTA B 00pa3iie MOYH (MKMOJIb/T);

A, — UVHTEHCUBHOCTH AaHAJIMTUYECKOTO CHTHAJA aHAJIUTa B 00pa3ile MOYH;
Crsmmel/l — KOHIIGHTpAIIMS BHYTPEHHETO cTaHaapTa (peHarerrnHa) (MKMOIB/);
A;; — HUHTEHCHBHOCTh aHAJIMTHYECKOI'O CUI'HAJIa BHYTPEHHETO CTaHAapTa
(dpenaneruna) B oOpasiie MOYH.

Koneunas KOHIOCHTpAIWA KaXJ0ro aHaJluTa B O6p213].[€ MO4YH IICPCCUHHUTHIBAIACH

Ha KOHIICHTPAIMIO KpeaTUHUHA B 3TOM oOpasiie 1o popmye (6):

Ca,mkmol/l
Cmmol,."'moi creat — > (6)
Cereat
TJ€ Conmot/mol crear — KOHIIEHTPAIMS aHAIUTA B 00pasiie Mo4n (MMOJIB/MOJIb KPEaTHUHUHA);
Camimoyt — KOHIIGHTpAITUS aHAINUTA B 00pa3iie Moun (MKMOJIB/M);

Cereq: — KOHIIGHTpAIWS KPEATHHUHA B 00pa3Iiie MOUYH (MOJIB/M).
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BanuaaumonHble XapaKTePUCTHKHA METOAMKH (JI0 epecyeTa Ha KOHIIEHTPAITUIO
KpeaTuHuHa). B 3aBucMMOCTH OT aHaiIWTa CTENEHb U3BJICUYCHUS MyPUHOB W
MUPUMHUIMHOB U3 00pa3lia Mmoun coctaBuiia 74-98%; npenen oOHapyKEHHUSI COCTABUII
20 Hr/MI KaXxJI0TO aHAJIM3UPYEMOro BeIIeCTBA; KO3(P(UIIMEHT Bapualuu ObUT B
nuara3zoHe oT 2.2 10 9.7%:; misg BceX COeAMHEHUM AMaa30H JUHEHHOCTH HaXOIUIICS B
npenenax KoHmeHTpauuit 50 Hr/mm — 1 MKr/mi, a g MOYEBOM KHCJIOTHI JUama3oH

KOHIeHTparui coctaBysi 0.5—10 MKr/mi.
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2.3. MeToabl CTATHCTHYECKOT0 aHAIHN3A

Cornacio I'OCTy 53022.3.2008 «Texnonoruu mnabopaTOpHbIE KIMHUYECKUE.
TpeboBaHusi K KadecTBY KIMHUYECKUX JIaOOpaTOpHBIX wucciaeAoBaHuid. Yacts 3.
[IpaBuia OIEHKM  KIMHUYECKOM HMH(POPMATUBHOCTU  J1aOOPATOPHBIX  TECTOBY
pedepeHCcHBI  MHTEpBad — OrpaHUYEHHBIH pedepeHTHBIMU  MpeneaMu U
CTaTUCTUYECKU OXapaKTePU30BAHHBIN AUANA30H 3HAUCHUHN pe3yJIbTaTOB Ja00OPATOPHBIX
UCCIIEIOBAHUN OMNpPEAECTICHHOTO aHaluTa, IMOJYyYEHHBIX NIpU OO0CIEeAOBaHUU OJIHOTO
WHJMBUAYYMA WU TPYIIIbI JIUI, OTOOPAHHBIX MO CHEIUATbHBIM KPUTEPUSIM, YACTO —
UHTEpBaJI, KOTOphI omnpenenser 95%-Hpld mpenen pepepeHTHbIX 3HAYCHHH,
MOJIYYEHHBIX B pe(EpeHTHOM MOMysuHuH. 3a TpaHUIbl pePEepeHCHOro HHTEpBaia C
BEPOSATHOCTHIO 95% mpuHuUMaroT 2.5 1 97.5 nepueHTuIn.

[lepueHTriib — HAKOIUIEHHBI (CYMMHUPOBAHHBI) MPOLIEHT BCTPEYAEMOCTHU
OMPENIENICHHOTO PEe3yJbTaTa, KOTOPBIM CKJIAABIBAETCA M3 MPOLEHTa BCTPEYAEMOCTH
BBIOPAaHHOTO pe3yJibTaTa U BCEX MPEAIIECTBYIONIUX €My PE3yJIbTaTOB, TO €CTh CTOSIIINX
HIKE JTAaHHOTO 1O CBOEH BelnuuHe. TakuM o0pa3oM, MEepUEHTWIb SBISETCS OJHUM U3
MoKa3aTesiel YaCTOThl BCTPEYAEMOCTH Pe3yiibTaTa CPeau BCEX PE3YIbTATOB B BEIOOPKE.

3HaveHHE IEPICHTIIISI paccunuThiBaeTcs mo popmyne (7):

1
100 X 2 /i ~ Sk,

P, = Xyp; +1p; X 7 ’ (7)
Pj
riae Pj — 3HAYEHUE J-TO IEPLICHTUIIA,
Xup; — HIDKHSSA IPAaHHUIIA IIEPIEHTHILHOIO MHTEPBAIA;
lp; — IIMPUHA NEPLUEHTHILHOIO HHTEPBAIA;
X fi — cyMMa BCex 4acToT;

SPJ -3 HAKOIUICHHAA 4aCTOTa HHTCpBaJIa, NPCAIICCTBYIOMICTO ICPLICHTHIIBHOMY

fPJ —  4HacCTOoTa NCpUCHTUIBHOTO MHTCPBAJIA.

JInss  OUEHKH pa3nuyuili  MEXJIy BO3PAaCTHBIMM TIPYNIAaMH  HMCIOJIb30BAJICS
HEMapaMeTPUUECKU METOJI CpPaBHEHMSI MHOXXECTBA HE3aBUCUMBIX TPYNI — Memoo
Kpackena-Yonnuca, KOTOpbld  SBISAETCS  HENAPAMETPUYECKOM  aJIbTEPHATHUBOM

OJTHOMEPHOMY (MEXIPYIIOBOMY) JHUCHEPCUOHHOMY aHalu3y. Yaiie BCero OH
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UCIIONB3YETCsl JJIsl CpaBHEHHUS TpeX WU Oojiee BBIOOPOK, TaK KaK OH IPOBEPSIET
HYJIEBbIE TUIIOTE3bI, COMVIACHO KOTOPBIM Pa3iuyHbIe BHIOOPKU OBLIU B3SITHI U3 OAHOTO U
TOrO K€ pacHpeiesieHHs, WIM U3 paCHpelesieHH C OJMHAKOBBIMM MEIUaHAMMU.
CpaBHEHME CPEHUX 3HAYCHUU MPOBOAUIIOCH MO Kpumepuro Manna-Yummnu.

JIns  nokazaTenbCcTBa AMArHOCTUYECKOW 3HAYMMOCTH  HUCIIOIB30BAJICS Memoo
nocmpoenusi ROC-kpuswvix [261]. Takke MCHONB30BAICS UEPAPXUYECKUN KIACTEPHBIN
aHaJIU3 U TEIJIOBBIE KapThl HA OCHOBE Koppensuuu 1o CnupMeny.

KoppensimonHbplii aHaIM3 TPOBOIUIICS € TIOMOIIBIO S3bIKA MPOrpaMMHUPOBaHUS R.
Taxke MNPOBOAWIOCH CpaBHEHHE 3HAUYCHHUHW MEAWaH C HMHTEPKBAPTUIBHBIMU
nuamna3oHamMu. PacyeTbl MPOBOAMIMCH C TOMOIIBIO CTAaTUCTHYECKON IPOrpaMMBbl
Morpheus u makeTa CTaTUCTHYECKUX M MPHUKIATHBIX MPOrpaMM JJis MEePCOHAIBHOTO
xommbrotepa SPSS  Statistics 23® (IBM Corporation, CIIIA), Statistica 6.0®
(StatSoftInc., CIIIA), Excel’2007® (MicroSoft Corp., CIIIA).
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3. PE3YJIbTATHBI
3.1. Pe3yabTaThl aHAIN32 OMOXHUMHUYECKHX MAPKEPOB HACJIEACTBEHHBIX 00/1€e3Heil
00MeHa AMHHOKHCJIOT, AUJIKAPHUTHHOB U OPraHUYeCKHUX KHCJIOT METOI0M

BbICOK0I(p(PeKTUBHOM KUIKOCTHON XpomMaTorpaguu ¢ Mmacc-ClieKTpoOMeTpH e

3.1.1. Onpeodenenue peghepencHvlx UHMEPBANIOE AMUHOKUCIOM U AUUTIKAPDHUMUHOB

6 Kpogu y 0emeil pa3HvlX 603PACMHBIX ZDYNN

B xone peTpocneKTUBHOIO aHaiu3a pe3ysbTaTOB 0Opa3IoB CYXHX MSITEH KPOBU

443 neteil U3 KOHTPOJIBHOU rpynnbl Obutu ompenenensl PU s 12 amuHOKUCTOT M
30 amuiaKapHUTUHOB, JeTeKTUpyembix wmeTogaoM BIXKX-MC/MC (tabmuma 18).
['panuisl PU Obmu onpeienieHsl Kak npeenbl, coOoTBeTCTBYomue 2.5-97.5% pazopocy
Ka)XJIOro TMOKa3aTesisi B BEIOOPKE pPe3yJbTaTOB OOCIEAOBaHHBIX JAETEH, KOTOpbIE ObUIH
pacrpeieleHbl IO YE€ThIPEM BO3PACTHBIM IpyMIaM: MepBasi HeJIes dKU3HU, OT 8 JHEH 10
1 mecsma, 1-23 mecsna, 2—17 met. B ¢BsI3u ¢ OonbIed JUarHoCTHYECKON 3HAUNMOCTBIO
BepxHeN rpaHunbl PU TpeHa uW3MEHEHMsT KOHUEHTPAUMHU KaXKJIOro NOKa3aTens B
3aBUCHUMOCTH OT BO3PACTHOM Tpynmbl OOCJIEIOBAaHHBIX OIEHUBAJICS HMMEHHO IO €€
BenuuuHe. [lpu aHanu3e MomydyeHHBIX MAHHBIX oOpamaer Ha ce0s BHUMaHUE TOT
(dakT, 4TO MJI1 HEKOTOPhIX AMHHOKHUCIOT Pa3jIMYHO HX COJEpKaHHE B KPOBU B
3aBUCHUMOCTH OT Bo3pacTa oOcienoBaHHbIX. Hampumep, nis ananuna (Ala) xapaktepHo
CHIKEHHME KOHIEHTpPAllMM K KOHIy IMEpPBOr0 MecAlla >KU3HHU, HO MPU HTOM HUKHSS
rpanuna ero PU Bozpactaer ot 0 mo 83 mkmounb/n. Copepxkanue apruHuHa (Arg)
B KPOBU K KOHI[y MEPBOTO Mecslla 3HAYUTEIbHO yBenuuuBaeTcs (Ha 100 MKMOJB/N)
U Jlajee ¢ BO3pacTOM IMpaKTUYECKH He u3MeHseTrcs. M HaoOOpoT, KOHUEHTpalus
acraparuHOBOM KUCIOTHI (Asp), K KOHIY HEPBOTO MECAIA KU3HU HEMHOI'O CHUYKAETCH,
a 3areM, B TEYEHUE B3POCJIEHUSA OpraHM3Ma M3MEHSETCS HE3HAUYUTEIbHO.
KoHneHnTpamus cyMMapHOTO MmokaszaTesns jeiuHa u n3onerinuna (Xle), Banunaa (Val) u
mutpy/utmHa (Cit) ¢ BO3pacToM TMOCTENEHHO BO3pacTaeT. B KOIWYEeCTBEHHOM
conepkaHuu riayTamuHOBOW KucIOThl (Glu), Tuposmna (Tyr) u roumuna (Gly)
HaOMroAaeTCs Apyras TeHJSHIUS: UX KOHIEHTPAIMs MaKCUMalbHa B TIEPBYIO HEJEIIO
KU3HH, 3aT€M OHA CHHUXKAETCs, U B Oojiee B3pOCIOM BO3PACTE, MOXKET ObITh MEHBIIE

HavyaJabHOU B 2 pasa.
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Tabmuma 18 — PedepencHble WHTEpBambl AMUHOKUCIOT ¥ AIWJIKAPHUTHHOB B KPOBU
00CJIeIOBaHHBIX Pa3HBIX BO3PACTHBIX TPYII (3HAUEHUS KOHIICHTPAIM aHAJIMUTOB IPEIICTABICHHI B
MKMOJIB/JI; B CKOOKaX yKa3aHbl MEIHaHBbI)

Bo3pacTHble rpynmnsl

(Ko/1M4ecTBO 00C/IeJOBAHHBIX) Yposenn
Ha3Banue anajaurta MeHee |oT 8 mHeli — 1-23 2-17 JeT |3HAYUMOCTH
8 nueit [no 1 Mmecsina Mmecsina @
35 43) (120) (245)
1 2 3 4 5 6
Amunoxucnomut
AnanuH 0-743 83-710 119-523 157-543 0.0022
(Ala) (462) (525) (359) (362) '
AcnaparmHoBasi KUCJI0Ta 0-270 2-220 2-214 1-218 0.0027
(Asp) (113) (110) (108) (90) '
I'myramMuHoBast KucioTa 150-710 105-694 107459 100-535 <0.0001
(Glu) (512) (496) (294) (308) '
Jletinun+HU3oneiuun 0-270 10-290 45-300 50-310 0.005
(Xle) (164) (180) (220) (226) '
MetuonuH 0-22 345 6-50 6-37 0.0051
(Met) (11) (26) (30) (27) '
deHnnanaHuH 0-92 10-79 11-92 12-86 0.15
(Phe) (40) (41) (51) (46) '
Tupozun 21-225 33-160 24-125 23-108
(Tyn) ) | ©) | @y | @ | %%
Banun 40-198 57-250 64-354 85-307 0.002
(Val) (122) (142) (237) (225) )
ApruHuH 0-35 0-135 6-133 10-128 0.0031
(Arg) (14) (19) 27) (25) '
Hutpynnun 0-33 345 4-50 9-52 0.0021
(Cit) (24) (27) (36) (31 '
unun 0-717 133409 | 103-386 | 138-349 <0.0001
(Gly) (312) (306) (275) (262) )
OpHuTHH 0-350 29-268 19-239 33-203 0.0018
(Orn) (132) (140) (121) (134) )
AyuakapuumuHsl U c60000HbLI KAPHUMUH
CB0OOIHBIN KApHUTUH 7.0-30.3 12.0-40 15.0-50 19-45.0 0.0016
(C0) (22) 27) 33) (34) '
ALIETUIIKAPHUTHUH 3-42 2.5-54 2.5-50 2.0-50 0.36
(C2) (13.9) (14.5) (16.4) (18.3) '
[IponnoHUIKapHUTHH <6 <6 <5.5 <5 0.48
(C3) (1.7) (1.7 (1.6) (1.9 )
ManoHunKkapHUTUH <0.21 <0.26 <0.23 <0.32 0.004
(C3DC) (0.1) (0.12) (0.12) (0.14) )
ByTtupunkapHuTUH <0.46 <1.06 <0.83 <0.95 0.0052
(C4) (0.22) (0.5) (0.52) (0.5) '
MeTuimManoHWIKapHUTHH <0.6 <0.8 <1.2 <l.4 <0.0001
(C4DC) (0.3) (0.5) (0.6) (0.7) ]
I'uapoxcuOy TUpUITKApHUTHH <0.6 <0.52 <0.54 <0.59 0321
(C40H) (0.12) (0.21) (0.22) (0.29) )
N30BanepuakapHUTHH <0.38 <0.63 <0.51 <0.56 0.0017
(C5) 0.2) (0.28) (0.3) (0.33) '




IIpooonsicenue mabauyvr 18
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1 2 3 4 5 6
I'myTapuikapHUTHH <0.3 <0.3 <0.3 <0.3 0.610
(C5DC) (0.12) (0.06) (0.23) (0.2) )
3-I'mapokcun3zoBaiepuIKapHUTHH <0.6 <0.42 <0.39 <0.52 0.0054
(C50H) (0.33) (0.26) (0.22) (0.39) )
3-MeTHIKpOTOHUIKAPHUTHH <0.1 <0.2 <0.3 <0.33 <0.0001
(C5:1) (0.06) (0.08) (0.11) (0.13) )
I'excaHOMJIKapHUTHH <0.14 <0.23 <0.17 <0.19 0.0016
(C6) (0.08) (0.13) (0.12) (0.12) )
OKTaHOUIKapHUTUH <0.19 <0.25 <0.38 <0.44 0.005
(C8) (0.07) (0.08) (0.18) (0.2) )
OKTEeHOMJIKApHUTHH <0.48 <091 <0.88 <0.86 0.0021
(C8:1) (0.19) (0.34) (0.35) (0.32) '
JlexaHOUIKapHUTUH <0.27 <0.31 <0.38 <0.45 0.002
(C10) (0.16) (0.18) (0.23) (0.21) '
JleteHOMIKapHUTHH <0.25 <0.46 <0.47 <0.47 0.0014
(C10:1) (0.12) (0.18) (0.17) (0.18) '
JloleiaHOMIIKapHUTHH <0.35 <0.35 <0.26 <0.28 0.006
(C12) (0.19) (0.22) (0.16) (0.2) '
TerpanexkaHOMIKapHUTHH <0.7 <0.8 <0.7 <0.7 0.501
(C14) (0.18) (0.19) (0.24) (0.23) )
TerpaneneHONIKapHUTHH <0.16 <0.35 <0.24 <0.28 0.0031
(C14:1) (0.07) (0.2) (0.15) (0.18) )
TeTpanexkaaueHOMIKapHUTHH <0.09 <0.13 <0.18 <0.22 <0.0001
(C14:2) (0.04) (0.08) (0.15) (0.16) )
3-Tunpokucurerpanekanomwikapuutis | < 0.04 <0.05 <0.08 <0.09 <0.0001
(C140H) (0.02) (0.03) (0.06) (0.06) ]
['excanexaHOMIKapHUTUH <7.79 <10 <5 <5.5 0.0033
(C16) (1.8) (2.6) (1.4 (2.2) )
['excaneneHOMTKApPHUTHUH <0.37 <0.45 <0.2 <0.24 0.002
(Cl6:1) (0.19) (0.22) (0.13) (0.13) )
3-T'uapoKCHreKcaIeIeHOMIKAPHUTHH <0.78 <0.36 <0.06 <0.08 <0.0001
(C16:10H) (0.37) (0.23) (0.04) (0.06) ]
3-T'uapOKCHreKcaIeKaHOMIKAPHUTHH <0.1 <0.07 <0.06 <0.06 0.0046
(C160H) (0.06) (0.04) (0.05) (0.045) ]
CreaponikapHUTUH <2.6 <24 <2.6 <2.8 041
(C18) (1) (0.8) (1.1) (1.2) )
OnennkapHUTUH <3.1 <4.0 <3.5 <34 0421
(C18:1) (1.22) (1.43) (1.31) (1.25) )
3-I'ugpokcronennKapHUTUH <0.11 <0.15 <0.18 <0.21 0.0022
(C18:10H) (0.06) (0.11) (0.14) (0.15) '
3-I'uapOKCUINHONEUIKAPHUTHH <1.12 <1.15 <1.15 <1.16 021
(C18:20H) (0.54) (0.57) (0.58) (0.63) )
3-I'mapokcruoKTageKaHOMIT <0.14 <0.39 <0.31 <0.54 0.0012
(C180OH) (0.05) (0.21) (0.17) (0.22) '

Hpumeuanue. * —  CTATUCTUYECKH 3HAYUMEBIMU CUHUTAIUCH pa3ianuus, i KOTOPBIX YPOBCHL 3HAYUMMOCTH

p<0.0051.
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Camasi BbIcOKass KoHUeHTpauusi MetuoHnHa (Met) u ¢denunananuna (Phe)
HaOdro/1aeTcsi B Bo3pacTHOM rpynmne 1-23 mecsia, mocie 4ero oHa MPakTHUYECKU HE
m3menstoTesa Ao 18 ner. Conepxanue opautuHa (Orn) UMeEET TEHACHIUIO K CHIXKEHUIO
C B3pOCJIEHUEM OpraHu3Ma.

[lo mosyyeHHBIM JaHHBIM CJIOXKHWJIACh KapTHHA IO BO3PAcCTHOM JUHAMHKE
KOHIICHTpAaIlUi  allWIKApHUTUHOB W CBOOOJIHOIO KAapHUTHMHA B KpoBH. Tak,
KOHIIEHTpalusi cBoOoaHoro kapHutuHa (C0) yBennuuBaeTcs nodt B 1.5 pa3za K KOHILY
IIEPBOTO MeECsa >XU3HU M HM3MEHSAETCS HE3HAYuTeNIbHO 10 18 ner. MoxXHO Takxke
OTMETUTh, YTO KOHIIEHTpaluu anetwikapHutuna (C2), nponuonwikapHutuna (C3),
oytupunkapuutuHa (C4), uzoBanepwikapHutuHa (C5) u TeTpageKaHOWJIKAPHUTHUHA
(C14) YBEJINYHUBAKOTCS K KOHITY 11(50): 100 Mecsia KHU3HU,
HO 3aTe€M HX COJEp)KaHUE B KPOBU yMeHbIaeTcss mpumepHo Ha 10% u mo 18 ner
OCTaeTCsl NpakTUuecku Heu3MeHHbIM. Copaepkanue rekcaHownkapHutuH (C16) u
rekcaaeneHomnkapHuTul (C16:1) yBennuuBaeTcsi ¢ poKAEHUS U JI0 IEPBOro Mecsla, a
3aTEM CHMXKAETCS MPUMEPHO B 2 pa3a W A0 |8 jer mpakTUYeCKu HE HU3MEHSAETCS

(pucyHok 9).

¢, MEMOJIBL/J1

10 P

MeHee ot 8 aHeii — 1-23 mecsima 2 —17 qer
8 nHeit 10 1 mecsama

Pucynox 9 — Jlunamuka usmenenuit pegepencuoro unrepsana (PN) rekcagexkanomnkapautuna (C16)
OT BO3PACTHOH Ipynibl 00CI€I0BaHHBIX (CHHUM LIBETOM OTMEYeHa BepXHss rpanuna PU, 3eixeHsim —
HWkHsA rpanuna PU, kpacasiM — menuana PU).

Ha ocHoBanuu Toro, 4to u3MeHeHue KoHIeHTpanui ramyrapuwikapautuna (C5DC),

3-rugpokcunekanomwnkapuutudia  (C160H) wu  3-ruapoKCHIMHOJIEUSIKAPHUTHHA

(C18:20H) ¢ poxaenus u A0 18 jeT HE3HAYMMO, MOXKHO CKas3aTh, 4YTO UX
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KOHIICHTpAI[MU HE 3aBUCAT OT Bo3pacta. OOpamaer Ha ce0si BHUMaHUE, YTO Yy TaKHUX
anUIKapHUTUHOB Kak ManoHuiakapHutuld (C3DC), 3-metunkporonunkapuutud (C5:1),
oktaHounkapHuTuH (C8), npexanounkapHuTuH (C10), MeTHIMATOHWIKAPHUTUH
(C4DC), TerpanexkanueHownkapHutun (C14:2), 3-ruapokcuTeTpageKaHOWIKAPHUTUH
(C140H), 3-rumpoxcuokraaenenomwnkapuutuia (C180OH) wu  3-rugpoxcuoneun-
kapauTuH (C18:10H) wumeercs TeHAEHIMS K YBEIMYCHUIO WX KOHIICHTpAIUU
¢ poxnenus wu g0 18 ner. Konuentpauuu rekcaHownkapuutuHa —(C6),
okteHounkapuutuHa (C8:1), neuenouwnkapuutuna (C10:1), TerpaneneHonIKapHUTHHA
(C14:1), oneunkapuutuna (C18:1) yBennuuBarOTCsl K KOHILy MEPBOro Mecsla >KU3HH,
3aTEM CHIDKAIOTCS WM TMPAaKTAYEeCKH He wu3MmeHsaworcs no 18 ser. Conepxkanue
nonenanownkapuutuia (C12) makcumanbHO B TEPBBIA MeECSIl KU3HHU, 3aT€M OH
cHkaeTca npuMmepHo Ha 20% wu He wusmensercs g0 18 ner. KonneHtparuu
3-ruapokcudytupmwikapautuaa (C40H), 3-runpoxcumsoBanepunkapautuHa (C50H)
n creapowikapHutuHa (C18) usmensitorcss npumepHo Ha 10-20% B CTOpOHY Kak,
CHU)KEHHMS, TaK M YBEIIMYCHHS B TeueHHe mnepBbiX 18 ner xu3Hu. ConepxaHue
3-rugpokcurekcageneHomnkapuutuHa (C16:10H) makcuManbHO B TMEpPBYIO HEIETIO
AKU3HU, K IEPBOMY MECSIYy OHO CHUKAETCS] MPUMEPHO B 2 pasa, a Mocie YMEHbIIAETCS

npuMepHo B 10 pas.

3.1.2. Onpeodenenue peghepencnvlx UHMEPBAIOE OP2AHUUECKUX KUCIOM 8 00pa3uax
Mouu 0emeil pasHvlX 603PACHIHBIX ZPYNI MEMOOOM 2aA30801 Xpomamozpaguu
¢ Macc-cnekmpomempueii

Ha ocHoBaHuM pEeTpOCHEKTUBHOrO aHaIM3a PE3yJIbTAaTOB 00pa3OB MOYM JIETEH
U3 KOHTpOJIbHOU rpymnmbl (443 namuenTta) takxke Obuin ompenenensl PU mus 28
OpraHUYECKUX KUCIOT, AeTeKkTupyeMbix MetoaoM ['X-MC (tabauna 19). I'panunst PU
OBUIM BBIUMCIICHBI KaK MpeAeibl, COOTBETCTBYoImUE 2.5-97.5% pazdopocy Kaxaoro
MOKa3aresisi B BHIOOPKE PE3yJbTAaTOB JETEl M3 KOHTPOJBbHOW TPYIIbl, KOTOPbIE ObUIM
pacrpeereHbl 0 YE€THIPEM BO3PACTHBIM IpyMIIaM: MepBasi HeJles dKU3HU, OT 8 JHEU 10
1 mecsma, 1-23 mecsa, 2—17 net. B cBa3u ¢ Oonplieil [UarioCTHYECKON 3HAUNMOCTBIO
BepxHeH rpanuipl PU TpeHa M3MeHEeHUsT KOHIEHTpPAMK MOKA3aTeliel B 3aBUCHUMOCTH

OT BO3PACTHOM TPYMIIBI 00CIICIOBAHHBIX OIICHUBAJICS UMEHHO TI0 HEH.
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Tabmuna 19 — PedepencHsie MHTEpBaIbl OPraHUYECKUX KHCIOT B 0Opaslax MoO4YHM 00CIeOBAHHBIX
pasHBIX BO3PACTHBIX TIPyNN (3HAUCHHs] KOHLEHTPALM aHAJUTOB IMpPEICTaBICHHl B MMOJb/MOJb
KpeaTHHUHA; B CKOOKAX yKa3aHbl MEIHAHBI)

BospacTHble rpynmnsl
(KoY ecTBO 00CJIeI0BAHHBIX) Yposenn
Ha3zBanue anajanra MeHee ot 8 aueii — [1-23 mecsima| 2—17 jger |3HaAYMMocCTH
8 nHeit |mo 1 mecsima (»)
(35) (43) (120) (245)
1 2 3 4 5 6
15-27 18-34 25-518 6-61
MojJtouHast KHCJIoTa 22) (26) (119) (20) <0.0001
6-61 8-82 22-143 14-114
I'mukonmeBas Kuciaora (32) (45) (43) (39) <0.0001
1.5-8.0 1.0-7.0 0.5-6.0 0-4.0
3-T'uapokcuMacisgHas KUCIoTa (4.7) (2.9) (2.3) (0.9) < 0.0001
<2 <3 <8 <9
I'muuepuHoBas kuciora 0.1) (0.12) (3.4) 3) <0.0001
3-Metun-2-oKkcoBajlepuaHOBas <1.0 <1.0 <1.0 0.1-1.2 0.362
KHCJIOTa (0) (0) (0) (0.6) '
10-59 8-52 4-58.0 2.0-35
[InpoBuHOrpagHas Kuciora (22.4) (19.4) (16.7) ©6) 0.0017
<5.0 <5.0 1.0-7.0 <5.0
W3oBanepuanoBas KUCIOTa .1 2.2) 3.1) 2.7 <0.0001
22-164 30-184 46-138 11-60
AJIIMIIMHOBAs KUCIIOTA (52.2) (58.9) (62.4) ) <0.0001
3-MeTtmirityTapoBas KUCIIOTa <23 <3 <7 <7 <0.0001
~VICTIITIYTapo 1o (0.48) (0.52) (0.81) (0.56) '
<25 <2.5 <4 <5
OTHUIMAIOHOBAsS KUCIOTA 0.0032
(1.2) (1) (1.6) (1.8)
<2 <2 <2 <2
MeBanoHOBas KUCIIOTa 0.21) (0.19) (0.23) (0.16) 0.523
3-I'unpokcu-3-MeTuiriyTapoBas 19-102.0 13-81.0 6.0-15 2.0-25 <0.0001
KHCJIOTa (54) (37) (11.5) (8) '
2-MeTtun-3-ruipoKCuMacisiHas <1.5 <25 <8 <10 <0.0001
KHCJIOTa (0.3) (0.4) (0.7 (0.7) '
<2 <2 <2 <2
MeTmiIManoHOBas KUCIIOTa (0.7) (0.7) (0.8) (0.5) 0.478
<1.5 <2 <10 <2
deHnMosIouHast KHCIoTa (0.3) 0.3) (1.5) (0.07) 0.0048
4-T'unpoxkcupeHnIMOoI0YHAs <8.4 <72 2.7-5.3 0.4-7.3 <0.0001
KHCJIOTa (4.6) 3.1 (3.6) (3.3) '
N. <2 <2 <6 <2 0.0029
-aleTIIACTIApPTUKOBASI KUCJIOTA 0.7) (0.8) 2.2) 0.3) .
<2 <2 <25 <2
I'omorenTu3nHOBas KHUCIOTA (0.15) 0.1) (0.35) 0) 0.0055
42-623 30-486 4.0-27.0 2.0-20.0
CyKIHOBas KUCJI0Ta (172) (122) (1) ) < 0.0001
130-1750 120-1800 100-1620 60-300
['mnmyposas kucnora (920) (870) (840) (170) <0.0001
<2 <2 <2 <2
CebanHoBas KUCI0TA (0.16) (0.18) (0.2) (0.02) 0.488
<35 <3 <3 <2
2-I'mapokcun30KanpoHoBasl KUCIOTa (0.23) (0.18) (0.15) (0.06) 0.0057
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1 2 3 4 5 6
<3 <5 <2 <2
I'myrapoBas kucnora (1.0) (1.2) (0.4) 0.3) 0.0036
<25 <25 <3 <4
DEeHUINUPOBUHOTPAIHAS KUCIIOTA (0.08) (0.12) (0.08) 0) 0.0031
Cy6 =2 =2 =2 =2 0.623
yOepHuHOBas KUCIIOTa (0.8) (0.9) (1.1) (0.5) .
4-T'napoxkcupeHUIMUPOBUHOTPATHAS <2 <2 <10 <2 0.0021
KHCJIOTa (0.2) (0.2) (1.4) (0.3) ]

12-81 10-74 18-270 12-93
4-T'unpokcudeHmIyKCcycHas KUciaoTa (25) 22) (43) (10) <0.0001
4-MeTtui-2-0oKcoBajepruaHoBast <0.6 <0.7 <0.7 <0.04 <0.0001
KHCJIOTa (0) (0) (0) (0) '

Hpumeuauue. *_ CTaTUCTUYCCKN 3HAYUMBIMU CUUTAIMCH pPa3Induia, A KOTOPBIX YPOBCHb 3HAYUMOCTHU
p<0.0051.

[Ipn aHanM3e MONYYEHHBIX AAHHBIX, BUAHO, YTO IS HEKOTOPBIX OPraHUYECKUX
KUCJIOT XapakTepHa pa3IMyue KOHIEHTpAluid B MOYE€ B 3aBUCUMOCTH OT BO3pacTa
TJIMKOJIUEBOM,  (PEeHUIMOJIOUHOU, 4-

oOciieqoBaHHBIX. Tak, IS  MOJOYHOM,

rUAPOKCU(DEHIIITUPOBUHOTPATHON, 4-TUIPOKCU(PEHUT-YKCYCHON KUCIOT HMMeEETCs
TEHJCHUHS K TMOBBIIIEHHOMY WX COJIEP)KAHUIO K KOHIly BTOPOrO TroOJa >KHU3HH,
a B CTapuield BO3pAaCTHOM IPYMNIE — K CHUKECHUIO KOHIEHTPALIMM 3TUX KHCIOT B MOYE.
Konuenrtpamuu N-aneTHi-aCliapTUKOBOW, TOMOT€HTU3WHOBOM M TJIYTapOBOW KHUCJIOT
TAK)K€ BO3pACTAIOT K KOHIy BTOPOrO roja XW3HM H J0 18 Jner cHuxKarmTcs
HE3HAYUTENBHO, T.€ MMPAKTUYECKNA HE U3MEHSIIOTCS.

JIlnHaMyKa KOHLEHTpPAalUWi  HEKOTOPBIX  KHCJIOT HMMEET TEeHACHUHI K
BO3pAaCTaHMIO B BO3pacCTHBIX Ipymmax 1-23 mecsua u 2—17 ner (DUpOBUHOTpAIHAS,
M30BajiepraHoBass M 3-METWITIyTapoBass KucioThl). KouueHtpauus 3-rugpoxcu-3-
METHUITIIYTapOBOH, CYKIIMHOBOM u aIUIIMTHOBOM KHUCJIOT
MAaKCHMaJibHa C POXKAEHUS M 10 KOHIA IEPBOr0 MECSa KU3HHU, 4 C B3POCIECHUEM OHA
MOCTENEeHHO cHUkaercs. OOpamaeT Ha ce0s BHUMaHUE, YTO ISl TaKUX KHUCIOT Kak
JIMLIEPUHOBASA U 2-METUJI-3-TUAPOKCUMACIISIHAS XAPAKTEPHA TEHACHUNS K YBEIUYECHHIO
HX COJIEpKaHUs B MOYE C MEPHOJAa HOBOPOKJICHHOCTH U 110 18 seT. [IpoTuBomnonoxHas
TEHJICHIIMST HaOIroaeTcsl y 2-TUAPOKCUU30KAIIPOHOBOM KHCIOTHI: €€ KOHIIEHTpauus
CHIDKAETCAd ¢ poXJaeHus u a0 18 ner, mpu 3ToM BepxHss rpanuna ee PU Ttaxxe

CHMIKACTCA.
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Konnentpanuu 3TuiaMaioHOBOW U (HEHUITUPOBUHOTPATHON KHUCIIOT C POKICHUS
U 70 KOHIIAa TMEpPBOr0 Mecsla U3HU OTMEYAIOTCS Ha CaMOM HHU3KOM (CJIEIOBOM)
YPOBHE, a 3aTeéM BO BpPEMsI B3pPOCJEHHS OpraHu3Ma HX COAECPKAHHUE IOCTENEHHO
YBEJIMYMBACTCA. B KOJIMYECTBEHHOM COAEPXKAHUHU 3-METHUI-2-OKCOBAIEPUAHOBOM,
METUJIMAJIOHOBOM, MEBAJIOHOBOM, CEOAIMHOBOW M CyOEpHHOBOM KHCJIOT BO3PACTHBIX
M3MEHEHUM He HaOmromaercs. MOXHO OTMETHTh, YTO KOHIIEHTpAauu 4-MEeTHI-2-
OKCOBAJIEPUAHOBOM KHUCJIOTHI J0 2 JIET U3MEHSAIOTCS HE3HAYUTEIbHO, @ B BO3PACTHOM
rpymmne 2—17 net Habnro1aeTcsl 3HaYMMOE CHIDKEHHUE €€ KOHILIeHTpanuu, 10 10 pas.

s TUIIITYPOBOU KHUCJIOTBI XapakTepHa apyras TeHACHLHUS:
¢ poxaeHus u 10 2 ner ee PM nmpakTtuueckn He M3MEHSIOTCSA, 4 B BO3PACTHOM rpymIe
2—17 ner oTMedaeTCs HE TOJbKO CHUXEHHE €€ COAECPKAaHUs, HO U CYKECHHE TI'PaHUIL
ee PU. Konuentpauuu 4-ruipokcuGeHmIMOIOYHON U 3-TUIPOKCUMACIISIHON KUCIOT B
pasHble  BO3PacCTHOE  JTallbl  HU3MEHSIOTCA KakK B CTOPOHY  CHIJKCHUS,
TaKk W yBenuueHus. Tak, BepxHss rpaHuna PU i 3-ruapoKCMMAacisiHOW KHUCIOTBI
mmensercs ot 4.0 go 8.0 mmonb/MONb KpeaTMHUHA, a y 4-ruapoxcudeHun-

MOJIOYHOM — OT 5.3 10 8.4 MMOJIb/MOJIb KpEaTHHHHA.

3.1.3. Xapaxkmepucmuka OaHHbBIX, ROJIYYEHHBIX NPU AHAIU3E 00PA3Y0E CYXUX NAMEH
KpOoGU U MOUU NAUUEHMOE C NOMOUWLBIO 6ATUOUDPOBAHHBIX MEMOOUK
KOJ1U4eCmeeHH020 OnpedeeHus AMUHOKUCI0M, AUUIKADHUMUHOG U
OP2aHUYECKUX KUCI0m
[Tociie cpaBHEHHMST XpOMATOTPaMM CyXHUX MSAT€H KpoBU 80 MAILMEHTOB U3 MEPBOM
IPYIIbI C TOJA03PEHUEM HAa aMUHOALMAONATUN U OPraHUYECKUE alliuIeMUU/alluIypUuu U
00cCJIeTOBaHHBIX M3 KOHTPOJBHOW TPyHIbl (AeTei ¢ goka3aHHbIM orcyTcTBueM HBO
BEILIECTB) MOXKHO CKa3aTh, YTO MEXKJY HUMHU MMEIOTCS 3HAUYUMBIE Pa3IN4Msi, KOTOPBIE
MOXHO OIICHHTHh Jake BHU3YyallbHO, HE mpuberas K KOJWYECTBEHHON 00paboTke
MOJYYECHHBIX JaHHbIX. B mnpunoxkennn Ha pucynke A.l um A.2 mnpencraBieHBI
XapaKTEepHbIE MacCC-CIHEKTPbl XpOMATOrpaMM O0pa3loB C MOBBIIMIEHHBIM COJEpPKaHUEM
AMHHOKHMCJIOT W  aQUWJIKapHUTHHOB  COOTBETCTBEHHO. Takke, B  KadecTBe

MOATBEPAKIAIOMIUX MPUMEPOB, B MNPHIOKEHUH Ha puUCYHKax A.3—A.5 mnpuBeneHo
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CpaBHEHHE XpOMATOrpaMM oOOpa3loB CyXHUX TMATEH KPOBHU, OOCIEJOBAHHBIX U3
KOHTPOJBHOM TPYIIbl U MAIMEHTOB U3 MEPBOM IPYIIbI ¢ HEKOTOPHIMU BBISIBICHHBIMU
3aboneBanusiMu. [lpu cpaBHEHHMH pPeE3yJAbTAaTOB AHAIM30B CYXUX IMSTEH KpPOBH,
00cJieTOBaHHBIX U3 KOHTPOJIHHOM IPYMIbl U MAIMEHTOB C BBISIBICHHBIMU MATOJIOTUSIMH,
oOpamaer Ha ce0sd BHUMaHUE TOT (aKT, YTO KOHUEHTPALMH OMNpPEAeISIEeMbIX
MOKa3aTesner y MOCIEHUX 3HAYUMO OTJIMYAKOTCS.

[Ipu cpaBHeHHMH XpomaTorpamMm oOpas3loOB MOYH, MOIyYeHHbIX MeTogoM ['X-MC,
OT 00CJIEIOBAHHBIX M3 KOHTPOJIbHOW TPYMNIMbl C TAKOBBIMU OT AETEH C pazIUYHBIMU
HapylIeHUsIMH OOMEHA OPraHWYECKUX KHUCJIOT TAK)KE BBISABJICHBI 3HAUMMBIE Pa3JIMyus,
KOTOPBIE YaCTO MOKHO OLCHUTH JJa’K€ BU3yalbHO. Tak B IPUJIOKEHUH HA PUCYHKaX A.6
1 A.7 npencTaBieHbl XpOMaTOrpaMMbl 00pa30B MOYU C HOPMAJIbHBIM U MOBBIILIEHHBIM
COAEPKAHUEM OPTraHUYECKUX KHUCIOT COOTBETCTBEHHO. TEHACHUMS, BBISBICHHAS IS
AMUHOKHUCJIOT M alUJIKAPHUTUHOB, COXpAaHSETCd M JUIsl OPraHMYeCKUX KHUCIOT —
y TAIMEHTOB C BBISBICHHBIMU 3a00JIEBAHMSIMU HAOIIOJACTCS 3HAYMMOE YBEIHMYCHUE
AHAJIUTUYECKOT0 CHUTHaJa T[HKOB JUAarHOCTUYECKUX MApPKEPOB TMpPH CpPaBHEHUU
C TAKOBBIMU Yy OOCJIE€IOBaHHBIX W3 KOHTPOJbHOM rpynmbl (pucyHkun A.8—A.10 B
MPUJIOKEHUH) U, KaK CIIEICTBUE, 3HAUNMOE YBEJIIMUCHNE KOHLEHTPALINI 3TUX MapKEPOB.

[Tomy4yeHHBIE O3KCIIEPUMEHTAIbHBIE JAaHHBIE MOATBEPKIAOT HAACKHOCTh W
nuarfoctTudeckyro  3ddektuBHocth MeToqoB  BOXKX-MC/MC u I'X-MC 1npu
MPOBEJICHUH JAWATHOCTUKH HapylIeHUH OOMEeHa aMHUHOKHCIOT, AlMIKAPHUTHHOB U

OpPraHUYCCKHUX KUCJIOT.

3.1.4. Buoxumuueckue mapkepvl HAC1€0CMEEHHBIX 001€3HEll 00MeHa AMUHOKUCIOM
U QUUIKAPDHUMUHOE

ITo pesynbraTam aHanu3a CyxXux MSTeH KpoBu 80 neTedl u3 MEpBOM TPYHIBI C

MOJAO3PEHUEM Ha AaMUHOAUUJONATAW M OPraHUYEeCKHUE aluJEeMHUH/AalUIypud Ha

OCHOBAaHUU XapaKTEPHBIX KIMHUKO-IA0OPATOPHBIX JAHHBIX BBIABICHO 54 mamueHTta c

MOHOT€HHBIMU 3a00JIEBaHUSIMH: aMUHOAIMAONATUSIMUA, OPraHUYECKUMU alUJAECMUSIMH,

nedexTaMu OKHCICHUS )KUPHBIX KUCIOT U Je(DEeKTOM TpaHCIOpTa KapHUTUHA (Tabiauiia

20).
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Tabmuuma 20 — 3aboneBaHus, BbISIBICHHBIE B TEPBOM TpyIIE MAIHEHTOB C TIOJO3PEHUEM Ha

aMUHOAIIMIONIATHU ¥ OPraHUYECKHUE aluIeMUN/alluaypun, TI0 pe3ybTaTaM aHaiu3a o0pa3IoB CyXHX

IATCH KPOBHU U MOYU XPOMATO-MACC-CICKTPOMETPUICCKUMU MCTOJaMU

HN3meHeHue ypoBHA KommuecTBo
Ho3onoruueckas gpopma
coliep:KaHusi MapKepa(-oB) NaLMEHTOB
3abonesanun, OuazHocmuposantsvle NoO pe3yibmamam aHAIU306
00pazyoe cyxux namen Kposu nauuenmos memooom BAKX-MC/MC
OenunkeToHypusi, 00ycioBieHHas nenuuToM [loBeieHue GpeHnnananmHa, 7
(heHmIaTaHUHTUAPOKCUIIA3h MMOHMKEHUE TUPO3UHA
I'omoumcTunypusi, 00yciaoBieHHas [TonmwxeHne METHOHHHA, 5
HapyIlIeHUusIMU MeTabou3Ma KobajJaMHuHa HaJIMYUE TOMOIIMCTHHA
ApruHuHemus [ToBpIlIEHHE apTUHUHA 4
Kob6anamun A (cblA) u kob6anamun B (cblB) | IloBbimenue nponuonunkapautuHa (C3) 5
MeTHIMaIoHoBas aruaeMusi (MMA) 1 MeTuaManoHuwikapautuHa (C4DC)
Jedunur cpeanenenoueyHon [ToBpIIEHNE ALTUITKAPHUTHHOB 3
ari-KoA-nerunporenassl (MCAD) co cpeaneit ymHoi nenu (C6, C8, C10)
Hedext Tpancnopra kapuutusa (CUD) [Tonmxenue ceodoiHoro kapuutuHa (CO) 1
['myraposas arunemus [ tuna (GA 1) [Tospimenue rinyrapuikapaututa (C5DC) 3
[loBeieHre TUpO3UHA, (eHMIaTaHuHA
Tuposzunemus I Tumna 3
Y METHOHHHA
Tuposunemus II Tuna [ToBblIIEHNE TUPO3KHA 1
l'unepammonuemus
[loBeimenue ananuHa 5
¢ nedunuToM N-alleTHITITyTaMaTCUHTETa3bl
IurpyHHeMus [loBpilIeHHE TUTPYIUTUHA, )
MOHM)KEHUE aprMHUHA
Hsosanepuanosas anpaeMus/ [ToBbiienne wn3oBanepunkapuutrHa (C5) 2
n3oBajepuanoBas auuaypus (IVA)
[oBpimenue nponuonunakapautruxa (C3)
[Iponmonosas atnnemus (PA) 1 CooTHOMmE s C3/C2 2
HekeroTnyeckasi rUIEPrIuIIMHEMUS [ToBpilIeHHE TTIMIIMHA 5
Bonesns «kiienoBoro cupomnay (einunnypus) |IloBblieHne cyMMapHOTro moka3aTelis 6
(MSUD) (JIeHIIMH+U30JICHIINH)
3abonesanun, OuazHocmuposantvle no pe3y1bmamam AHAIU306
oopazuos mouu nayuenmos memooom I'’X-MC
Hedurur [oBslitenue cy0epruHOBOIMA 5
JUIMHHOIIeTIOYeyHbIX almi-KoA-neruiporenas | M ce0aliMHOBOM KHCIIOT
Hedunur o
[ToBpIIEHNE ATUIMATIOHOBON KUCIIOTHI 4
KOpoTKolenoueyHbix anuia-KoA-geruaporenas
[ToBbI1IEHME
XapkuHcuHypus (THpo3uHemus 11 Tuma) 4-ruapoxcueHIIMUPOBUHOT PATHOMN 2
U 4-ruIpOKCU(PEHUIMOTIOYHONU KUCIIOT
AJKantoHypus [ToBbIIIEHNE TOMOT€HTU3HHOBOM KHCIIOTHI 1
I'myraposas atmnypus Il Tuna (MHOXecTBeH- | [IoBbIIIEHNE ATUIIMATIOHOBOM, TITyTapOBOiA, 4
Hbli fepunut atmn-KoA-reruaporenas) aIMNIMHOBOM U CyOEpHUHOBOM KHUCIIOT
MetunamanoHoBas alluAEMHUsL [ToBbIIIEHNE METHIIMAJIOHOBOM KMCJIOTBI 5
[ToBbIIEHNE METUIIMATIOHOBOM
Hedunut manonun-KoA-nexapOokcuiassl . 3
Y MaJIOHOBOM KHCJIOT
['nytapoBas auuaypus I tuna [ToBbl1IEHHE TTYTapOBOU KUCIIOTHI 3
bone3nbp KanaBana [ToBbiienne N-alieTHIIaCIapTUKOBOM KHUCIIOTH] 3
[Munepokcanypust I Tuna [ToBbl1IEHKE TTIMKOJIEBON KHCIIOTHI 4
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Pe3ynbTaThl aHanmuza CyXWUX MSTEH KPOBU MAlMEHTOB W3 MEPBOM TPyHIbl ¢
BBISIBJICHHBIMU 3200JI€BAHUSIMU U COOTBETCTBYIOLIEH T'PYIIbl CPABHEHUS MIPUBE/ICHBI B
Tabnuie A.2 B npuiiokeHuu. B cemu ciydasx Obia BblBI€HA (DEHUIKETOHYpPHS, B
KpPOBH TAIllUEHTOB ypPOBEHb MEPBUYHOTO MAPKEPHOr0 MeTaboiauTa JaHHOTO
3aboneBanusi — penunananuna (Phe) xonedanca ot 220 no 1224 MKMOJB/J, YPOBEHb
BTOPUYHOTO MapkepHoro mertadbonura — tupo3uHa (Tyr) B ueTbipex ciydasix ObLI
HE3HAUMUTEIBHO BBIIIE HI)KHEW Tpanuubl PU, a B ogHOM cilydyae — HMXKE HMXKHEU
rpanuibl PU.

VY nstu getelt OblIa BRISIBIEHA TOMOIMCTUHYPUS, B TPEX CIydasix 3TO 3a00JieBaHUE
ObLIO NMArHOCTUPOBAHO HA pPaHHUX CTaAusX B CyOKiIMHUYecKol (aze. YpoBeHb
MetnoHnHa (Met) y 4deTblpex MalMEeHTOB ObLI CHUXKEH MO CPAaBHEHHUIO C BO3PACTHOU
HOPMOM, a Y OJHOTO MallMEeHTa — HE3HAYUTEIIbHO MPEBBIIIANI HUXKHIOK rpaHully ero PU.

VY derblpex NMalnMEHTOB ObLIa MOATBEPKAEHA aprUHUHEMHS. YPOBEHb apruHUHA
(Arg) B xpoBU marueHToB Kosebancs ot 177 u 225 MKMOJIB/I.

VY natu nereld OblLia MOATBEPXKIEHA METHIMAJIIOHOBASI allUAEMUs, KOHIIEHTpalus
nponuoHwikapuutuda (C3), mepBUYHOrO Mapkepa 3TOro 3a0ojieBaHUs, y AaHHBIX
MAaIMEeHTOB BapbupoBasiach OT 3 10 40 MKMOIB/J, TOT/Ia KaK KOHIEHTPAIUS alleTHII-
kapuutuHa (C2), BTOpUYHOTO MapKepa, TOABKO Yy JABYX MAIlMEHTOB OblIa Ha BepXHEH
rpanuue PU.

VY Tpex manueHToOB ObIT BBIABICH AehuiuT ammi-KoA-meruaporenassl cpemaHe-
1eno4eyHbIX KUPHBIX KUCIOT (MCAD), Tak Kak y HUX ObUTH TOBBIIIEHBI YPOBHH BCEX
MapKepHBIX META0OJUTOB JAHHOW MATOJIOTHH: rekcaHouigkapHutuHa (C6), OKTaHOMII-
kapauTuHa (C8) u nekanownkapuutuHa (C10). Konuentpaunu C6 B KpoBU NAllMEHTOB
owun 1.5, 3.6 u 2.2 MMouw/1, a koHnenTpanuu C8 u C10 6sun 2.5, 3.2, 4.0 MKMOJIB/NT
n 2.4, 1.8, 3.8 MKMOIb/I1 COOTBETCTBEHHO. Takke ObLI BBISIBJICH OIWH IIAlUEHT C
nedexkrom Tpancnopta kapHutuHa (CUD). KonnenTtparusi cBOOOJHOTO KapHUTHHA
OblIa 5.6 MKMOJIB/JI, 94TO B 3.4 pa3a HWKE 3HAYCHUS HIDKHEW rpaHuiibl ero PU.

VY Tpex nerei ObLT MOATBEPHKACH AMATHO3 IIyTapoBOM anuaeMuu | Tuma, npuyem
y JIBYX TAIMEHTOB KOHIICHTPALUS MapKEPHOro MeTal0oJIuTa TIyTapUIKapHUTHHA

(C5DC) 60onee yem B 10 pa3 mpeBbIliana BEpXHIOW rpanuily ero PU.
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VY Tpex manueHTOB ObLI BBHISIBIIEH JUAarHo3 TUPO3UHeMuu | Tuma, KOHIEHTpaluu
tupo3uHa (Tyr) B kpoBu KOTOphIX Obumu 525, 321 u 581 Mxmonw/a. Takxke Obul
BBISIBJICH OJIMH MAalMEHT ¢ auarHo3oM Ttupo3uHemus Il tuma, ypoBenb tuposuna (Tyr)
B €ro KpoBHU ObLT 661 MKMOJIB/II.

B nartu ciaydasx ObUT MOATBEPKIECH AUArHO3 TUIEPAMMOHUEMHH C NEPUIUTOM
N-aueTunriyTaMaTCUHTETa3bl,  ypOBEHb  MapKepHOro  MeraboiauTa  JaHHOTO
3a0oneBanus — aiannHa (Ala) y 3tux nanueHToB konedancs ot 725 no 1201 Mkmounb/i.

VY nByx perteil ObuUla MoATBEpKJAeHa HUTpyJUIMHeMUs. CoAep:kaHue TUTPYJUIMHA
(Cit) ObUTIO BBIIE HOPMBI y O0OOMX MAaIMEHTOB, a COAEp)KaHWE apruHuHa (Arg),
JOTOJIHUTEIIBHOTO MapKepa JaHHOW MaTOJOTUH, HI>KE HOPMbI TOJIBKO y OJTHOTO U3 HUX.

VY IByX maiueHToB Oblja BBISIBJICHA M30BaJICPUAHOBAS allUJIEMUs, KOHIIEHTpaUu
n3oBanepmwikapauTrHa (C5) y 3tux manuentoB Obutd 1.12 u 1.98 mxmons/n. Taxxke y
JIBYX JIeTeil Oblja MOATBEPKAeHa NPOMUOHOBAS allUJEMUs 1O MOKA3aTeNsIM OCHOBHOTO
Mapkepa nponuoHwikapHuTuHa (C3) u BTOpmuHOrOo Mapkepa cootHomeHust C3/C2,
MpPUYEM Y OJIHOIO W3 MalMEeHTOB mokasaresnb C3 ObUT HA BEPXHEH rpaHULE HOPMBI, a
nokaszarenb C3/C2 ObUI MOBBIIIEH B 2 pa3a.

VY nsaTy geteit ObLI BBISIBIEH AMArHO3 HEKETOTUYECKOUN TMIEPrIUIUHEMHH, ¥ 3TUX
MAIMEHTOB B YETHIpEX clydasx KoHieHTpamus raunuHa (Gly) Obuta Bbilie BO3pacTHOM
HOpMBI B 1.5—2 pa3a, B 0lHOM cilyyae — Ha BepxHel rpanuiie ero PU.

B mectu cnydasx Obuta mOATBEpXkKACHA OOJE3Hb «KICHOBOTO CHPOMA» —
JEHITUHYPHS, YPOBEHb CYMMAapHOTO MoKasarels (JednuH-+u3oinernuH) (Xle) y maHHbIX
MaIKUeHTOB BapbupoBajics oT 338 10 552 MKMOJIb/JI.

ITo pe3ynbTaTam aHanu3a MATEH KpOBU 35 AeTel U3 IPYNIbl CPaBHEHUS (MAIlUCHTHI
C MOJ03PEHUEM Ha MEPOKCHUCOMHBIE O0JIE3HU) Y MATEPHIX MAIMEHTOB BBISBICH HU3KUI
ypoBeHb cBoOOIHOTO KapHUTHHA (CO) B KPOBH, YTO MOKET TOBOPUTH O HAIMYUHU Y HUX
IpYTuX HapylmieHuid metabonusma. g MOATBEPKIEHUS TAHHOTO TMPEIITOIOKEHUS
HEOOXOIMMO JajbpHelee mnpoBeacHUe AudQepeHImaIbHOl  TUAarHOCTUKH. Y
OCTAJIBHBIX TIAIIMEHTOB BCE IOKa3arenu Obut B mpenenax PU wnm Ha ux BepxHel
rpanuIie (tabnuie A.2 B npuioxkeHuu). PesynpTaThl aHaim3a cyxux msTeH KpoBu 40

JIeTe W3 KOHTPOJIbHOM TIpPyNIIbl IMOATBEPAWIM, YTO B HEE BOLUIM IPAKTUYECKU
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3I0POBBIE JIETH, TaK KaK y BCEX JeTel BCe UCCIeAyeMble TTOKa3aTeau ObUIH B Mpejenax
PU (tabnuue A.8 B IpUIIOKEHUN).

VY Bcex NalMEeHTOB AMArHo3bl OBUIM TMOCTABJIEHHI HA OCHOBAHMM XapPaKTEPHBIX
KJIIMHUKO-1a00paTOPHBIX JTAHHBIX, a MO3/IHEE OHU ObLIU MOJTBEPKIEHBI PE3yIbTaTaMU
MOJIEKYJISIPHO-TEHETUYECKUX HMCCIEIOBAHUN, KOTOPBIE TaKX € MOATBEPAUIN HAIUYUE
MAaTOTCHHBIX MyTalWil. boJplIOe KOIMYECTBO NALMEHTOB C BBIABICHHBIMU U
noATBepkAeHHbIMU matojorusiMu (54 u3 80) 0ObBsICHSAETCS TEM, YTO B 3Ty TCPYMIy
MalMeHTOB BOILIA JETH, KOTOpble ObUIM MPHUIIEIBHO OTOOpaHbl HJi MPOBEICHUS

JaHHOI'O UCCIICA0BAHUA C YUCTOM y3K0ﬁ ClICuaIn3al YUYpPCIKACHU .

3.1.5. Buoxumuueckue mapkepvl HAC1€0CHBEHHBIX 00J1€3Hell 00MEHA OP2AHUYECKUX
Kuciom

[Tocne ananuza o6pa3uoB Moun 80 aeTeil U3 MEepBOW TPYNIbI C MOJO3PEHUEM Ha
aMUHOAITUIONIATUN U OPTAaHMYECKUE aIlUACMUH/Aluypud Ha OCHOBAHUH XapaKTEPHBIX
KJIIMHUKO-1a00paTOpHBIX JaHHbIX y 34 TAlUMEeHTOB BBISBIEHBI 3a00JIeBaHUS,
nepeunciennbie B Tabmmie 20. /[narHo3sl y BceX MAMEHTOB OBLIM TMOJITBEPIKICHBI
JaTbHEUIIUMHU MOJEKYISIPHO-TEHETUYECKUMH HCCIeOBaHUsAMU. Takxe HeoOX0AuMOo
OTMETHTh, YTO Yy BOCHBMHU MAIMEHTOB AMArHO3 OBUI JOMOJHUTEIHHO MOATBEPKICH
M TI0 aHajuu3y cyxux mareH kpoBu MerogaoM BIXX-MC/MC (metunmanioHoBas
aruaeMusi U TayTtapoBas arnuaemus | tuma). Pesynbrarthl aHanmmza oOpaslioB MOYH
NAlMEHTOB W3 MEPBOW TPYIIIbI C BBISBICHHBIMU 3a00JIEBaHUSIMH U COOTBETCTBYIOILIEH
IpYNIbl CPaBHEHUS IPUBEICHBI B Ta0uIle A.3 B MPUIOKEHUHU.

B matm cmydasx Obul BBIBICH JeQUIMT IMHHOLETIOYEYHBIX armi-KoA-
JETUJIPOTeHa3, MapKEepPHBIMH METa0OJUTaMU KOTOPOTO SBISIIOTCA ceOalMHOBasT |
cyOepuHOBasi KHUCIOTHI; B 00pasllax MOYHM JITHUX MAIlMEHTOB YypPOBEHb CYOEpHHOBOMU
KHCJIOTBI BapbupoBaji oT 4 10 33 MMOJB/MOJIb KpEaTHHUHA, a YPOBEHb CEOAIIMHOBOM
KHCJIOTBI ObUT B auamna3zoHe oT 3.3 10 15.6 MMOIB/MOJIL KpeaTHHUHA. Y TIATH JIETEH
OBLT BBISIBIICH neduuT KOPOTKOIIETIOYEYHBIX armui-KoA-neruaporenas,
y OTUX TMalMEeHTOB B o0pa3liax MOYM KOHIEHTpAIUs 3TUIMAJIOHOBOW KHCIOTHI

BapbupoBasiach oT 128 10 521 MMOIB/MOJIb KpEaTUHUHA.
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VY 1ByX mnanveHTOB ObUT MOJATBEPKIEH JIMArHO3 XaBKUHCYPUH (THUPO3ZUHEMUU
Il tuna), xoHUeHTpauuu 4-rTUAPOKCUPEHUITUPOBUHOTPANHON U 4-rUApOKCUEeHU-
MOJIOYHOM KHUCJIOT, B MO4€e KOTOPBIX ObLIH 881
u 1089 MMoab/MOJB KpeaTUHUHA U 525 1 88 MMOJIB/MOJIb KPEATUHUHA COOTBETCTBEHHO.
Taxke ObUT BBISIBIEH OJIMH TMAalMEHT C JIMAarHO30M AJIKalTOHYpHUH, YPOBEHb
TOMOT€HTU3WHOBOU KHUCIOThI B MOYE — OCHOBHOTO MapKepa JaHHON MaToJOTUU ObLI
686 MMOJIB/MOJIb KPEAaTUHUHA, YTO 3HAYUTEIBHO BhIIIE BepxHel rpanuisl PU.

B deThipex cnydasx ObLI MOCTaBJIEH AWArHo3 riryrapoBod amuaypuu Il Tuma.
VY nanueHToB ¢ JaHHBIM 3a00J€BaHHEM HAOJIOJATUCH MOBBIIIEHHBIE KOHIEHTPALUU
TaKUX MapKEpPHBIX META0OJIUTOB B MOYE, KaK ATUIMAJIOHOBAs (JUara30H KOHIEHTPALIH
8.2—1205 MMOaB/MONIb KpEaTUHHUHA), TyTapoBas (quamna3oH KoHieHTpanui 224—1504
MMOJIB/MOJIb ~ KpEaTWHWHA), aJWNUHOBas (nuama3oH KoHmeHtpanuid 331-1312
MMOJIH/MOJIb KPEATHHWHA) U CYOSpUHOBAsI KUCJIOTHI (IMarma30H KOHICHTpanuii 55—289
MMOJTH/MOJIb KPEaTUHHUHA).

B msatu cmydasix, mocne aHanusa CyXux mateH KpoBu metogom BIXKX-MC/MC,
no anamuzy oOpasuoB wmouun MerogoM ['X-MC Obul HOATBEPXKIEH IMATHO3
METUJIMATIOHOBOHM aIlMEMUN/allulypUH, BO BCEX CIIy4asX YPOBEHb METHUIMAJIOHOBOM
KHUCJIOTHI 3HAUUTENILHO MPEBBIIIAN BEpXHIOO rpaHuiy PU.

VY Tpex nmereii ObUT BBISIBICH nuarHo3 ae@uiut manoHui-KoA-nekapOokcumnassr;
y 3THX MAalMEHTOB HAOJIOAANNCh 3HAYUTEIbHOE YBEIWYEHUE KOHILICHTPALUN METHII-
MaJoHOBOHM KucTOTHI (88, 51 u 96 MMOIB/MOIb KPEATHHHHA) U MEBAJIOHOBOW KHCIIOTHI
(331, 245 u 558 mMmonb/MONb KpeaTuHWHA); Tipu ToMm, uyTto PU mus stux xucior 0-2
MMOJIB/MOJIb KpEaTUHHUHA. Y TpeX MalMEeHTOB ObLI TAK)KE BBISABIICH TUATHO3 TIyTapOBOM
anuaypuu | Tuma, Bo Bcex Tpex cilydasix ypOBEHb IIyTapOBOW KHUCIOTHI 3HAYUTEIIHHO
MPEBBIIAT BEpXHIOK rpanuny PU.

VY tpex nereii ObL1 BhIABICHA Oosie3Hb KaHaBaHa, OCHOBHBIM MapKepoOM KOTOPOMH
aBisieTcsa N-aleTWiacmapTUKOBas KucioTa. KOHIEHTpaluu JaHHOTO MapKepa y 3THUX
nanueHToB Obuth 628, 1896 1 2021 MMOJIb/MOJIb KpeaTHHUHA, YTO 3HAYUTEIIHHO BBIIIC
BEpXHeW rpanuisl PU.

VY derplpex ManWeHTOB ObLTa BBIABJICHA rurnepokcanypus | tuma. B moue 3Tmx
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MalMEeHTOB KOHIEHTPALUs TIIUKOJIUEBON KUCIOTHI Oblia MO0 Ha BepxHel rpanuie PU
(122 u 97 mmonb/MONbL KpeaTuHuHA), 1100 npeBbimana ee (231 u 290 MMoab/MOIb
KpEaTUHUHA).

[Ipoananu3upoBanbsl 00pa3ibl Moun 35 AeTell U3 TPyNIbl cpaBHEHUS (MALUEHTHI
C MOJ03PEHUEM Ha MEPOKCUCOMHBIE 00J1e3HM) (Tabnuiia A.3 B mpuioxkenuu). B rpynre
CpaBHEHHMS B 00pa3llax MOYM JBYX NAlMEHTOB ObLIM BBISBJICHb HE3HAUUTEIIbHbBIC
NPEBBIICHUS YpPOBHEU CyOEepMHOBONM U  Cce0AlMHOBOM  KHUCJIOT, YTO MOJXKET
CBUJIETEJIbCTBOBATh O HAJIMYUM Yy HSTUX MNAlUMEHTOB JAPYrUX THUIOB HapyUICHUU
Metabonuama. s  TOATBEPXKAEHUS  JAHHOTO  MPEINOJIO0KEHUS  HEOOXOAHMO
MpoBeIcHUE AaibHeumen nuddpepeHnaaIbHON JUarHOCTUKU. Y OCTaJbHBIX MAllMEHTOB
BCe Mokazarenu ObutH B nipeAenax PU wnm Ha ux BepxHel rpaHuile.

Taxxe mpoananm3upoBaHbl 00pa3isl Moun 40 meTelt W3 KOHTPOJIBHOM TPYIIITBI
(oOcnemoBaHHBIX C noKasaHHBIM otcyTcTBueM HBO BemectB). VY Bcex nereit
ucclielyeMble ToKa3aTenu ObLIM B Ipejenax Wid Ha BepxHed rpanuue PU (tabnuie

A.8 B IpUJIO)KEHUN ).

3.1.6. Banuoayusa ouaznocmuyeckoil 3HaUUMOCmMu pa3padomanHblx Memoouk
KOJIU4eCmeeHH020 OnpeodeleHUsl MapKepos HACAe0CHBEeHHbIX 00J1e3Hell
00MEHa AMUHOKUCIOM U OP2AHUYECKUX KUCTOMm

Jlnst 38 manueHToB ¢ AMArHOCTUPOBAHHBIMU HApYIICHUSIMU 0OMEHA aMUHOKHUCIIOT
OblJ1a TIpOBEJicHA JOMOJHUTENbHAS AUArHOCTUKA MOATBEPKAAIOIIUM METOJIOM HMOHHO-
oOMmeHHO# xpomatorpadun (tabmune A.4 B mpunoxenun). OOpasibl MIa3Mbl KPOBU
JAHHBIX TMAlMEHTOB ObUIM MPOAHAIU3UPOBAHBI YXKE€ C OLEHKON OIpeeeHHbIX
AMUHOKUCJIOT, MPEBBIIIEHUE KOTOPHIX ObUIO OOHAPYXKEHO MPU UX aHAINU3€ METOJIOM
BOXX-MC/MC. [HononaHuTeNbHAs AUArHOCTHKA MPOBOJWJIACH JJIs TMOATBEPKICHUS
JIMarHo3a Takux 3a00JieBaHUM KakK (PEHUJIKETOHYpHUs, OOYyCIIOBIEHHas Ae(UIIMTOM
(heHnIIanaHuH-TUIPOKCHUIIa3bl, apTUHUHEMUS, TUPO3UHEeMUs | Thma, rOMOUUCTUHYPUS,
tupozudemus Il tuna, uuTpymimHeMus, 00yCIOBICHHAsT HapYIICHUSIMU MeTaboau3Ma
KoOanmamMuHa, THUNepaMMOHUEeMHs ¢ JAedunuToM  N-aleTHITTyTaMaTCUHTA3bI,

HEKETOTUYECKAasl TUIIEPTIUIUHEMUS U 00JIE3Hb «KIIEHOBOTO CUPONay (JEHLIUHYPHUS).

VY cemu mnanueHTOB ObUT MOJATBEPKIECH JIMArHO3 (PEHUJIKETOHYPUU, YPOBEHB
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¢enmnanannna (Phe) y Hux konebancsa ot 226 no 1056 mMkMoib/l, a KOHIIEHTpaIus
tupo3una ob11a 20 — 40 MKMOJIB/JI.

VY nsTu nereit ObuT MOATBEPKACH TUArHO3 TOMOLIMCTUHYPHUH, YPOBEHbh METUOHUHA
(Met) 611 B nuanazone 2.0—7.2 MKMOJIB/J, YTO HUKE WM HA HUXKHEH rpanuiie ero PU.
Takke y HSTHUX MalMEHTOB OblJla U3MEPEHAa KOHIUEHTPALUsS JIOMOTHUTEIHLHOTO
JMAarHOCTUYECKOro Mapkepa romoructuaa (Heys), KoTopblit He MOKET ObITh OIIPEIeIICH
MetonoM BOXX-MC/MC. Ero konuentpaius kosebanach B auarnazone 10.2—15.2
MKMOJIB/J1, YTO TIPEBBIIIAET BEPXHIOIO Tpanuily ero PU.

VY derblpex NANMUEHTOB OblLIa NOATBEPXKAEHA apPrUHUHEMHS, KOHIIEHTpaIus
apruauHa (Arg) y 3TUX MallMeHTOB HaxoAunach B quamna3one 184—224 Mkmoub/i.

VY Tpex mauueHTOB OblIa MOJATBEpPKJICHA THUpO3MHEMHUs] | Tuma, KOHIEHTpanus
ocHOBHOTO Mapkepa — tupo3uHa (Tyr) y Hux cocraBisiaa 338, 536 u 561 Mkmoub/m,
MOKa3aTelld JOTMOJHUTENbHBIX MapkepoB — (deHunananuHa (Phe) u metnonmna (Met)
Takke ObLIM TOBBINIEHBL. TakkKe y OJHOro MalueHTa ObUT MOATBEPKAECH JMArHo3
tupo3uHemuu Il Tuma, ypoBeHb THPO3WHA B €r0 IJIa3Me KPOBH ObLT 672 MKMOJIB/II.

VY sty nmanueHToB ObUT MOATBEPKIICH AUArHO3 TUTIEPAMMOHUEMHUH C JehumuTom
N-aueTunriiyTaMaTCUHTETa3bl, KOHIIEHTpalus JUAarHOCTUYECKOrO0 MapKepa IaHHOTO
3aboneBanus ananuHa (Ala) Haxonunacek B quanaszone 752—1124 MkMomns/m.

B nByx cinydasx Obula MOATBEp)KICHA LUTPYJIMHEMHUSA, y OOOMX TMAIMEHTOB
KOHIIEHTpAIUsi OCHOBHOTO Mapkepa — rutpysumHa (Cit) Obuta BbIlIe BEPXHEH TpaHUIIBI
PU (97 n 133 MKMOmNB/T), a KOHIEHTpAIHs JOMOJHUTEIHHOTO MapKepa — apruHUHA
(Arg) 6pu1a B HOpME (10 11 36 MKMOIB/M).

VY nsATH TanuMeHToB OblIa TMOATBEPKIEHA HEKETOTHYECKas TUNEPTIUIMHEMUH,
KoHneHTparus rmiuHa (Gly) y HuX Haxoauiauce B nuamna3zone 462—895 MKMOIIb/JI.

VY mectu aetedt ObUT MOATBEPXKICH NUArHO3 — OOJIE3Hb «KIEHOBOTO CHPOIIAa
(redruHypHsi), YpOBEHb JICHIIMHA OBUI ONpEAeNICH B auama3oHe ot 226 go 415
MKMOJIB/JI, @ YpPOBEHb H30JICHIIMHAa — B auama3zoHe oT 121 go 287 MKMOIB/I.
Heo6xomuMo OTMETUTH, YTO y BCEX MAIMEHTOB CyMMa KOHIICHTpAaIlUi JICHITMHA |
M30JICHIIMHA, ONpe/ieTIeHHAs METOJIOM MOHHO-OOMEHHOU Xpomarorpaduu, cpaBHHUMA C

TaKoBOMH, HO onpeneraeHHon Mmetogom BOKX-MC/MC.
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KoHueHTpanmm OUAarHOCTUYECKUX MAPKEPOB, MOJYYEHHBIE OCHOBHBIM METOJIOM
BOXX-MC/MC u noaTBep:KAarOlMM METOJO0M HOHHO-OOMEHHOU Xpomartorpaduei,
JUISL BCEX BBISIBJICHHBIX NATOJOTMM IMPAKTUYECKH COBNAJAIOT, HO NPU NPOBEICHUU
JOTIOJIHUTEIIbHOW AUArHOCTUKUA METOJ0M MOHHO-OOMEHHOM XpoMartorpaduu Omaroaaps
3 PeKTUBHOMY pa3/ClICHUIO JIEMIIMHA W HW30JeUIIMHA BO3MOXHO WHJUBUIYaIbHOE
KOJINYECTBEHHOE ONMPEJECICHUE 3TUX MAapKEPOB. B CBA3M € 3THM, B TE€X Clly4asx, KOrjaa
M0 pe3yjbTaraM JUAarHOCTUKH OCHOBHBIM MeTojgoM BIXX-MC/MC cymmapHbiii
nokazarenb (JISMIIMH+HU30JI€HIIMH) TpPEeBbIIAET BEPXHIOW TrpaHully cBoero PU,
00s13aTeNIbHO TPOBEACHUE AOMOIHUTENBHONU JUArHOCTUKH MOATBEPKIAIOIIUM METOIOM
MOHHO-OOMEHHOU XpoMartorpaduu, MO3BOJISIIONIUM ONPENEIUTh KOHUEHTPALUH 3THX
MapKepOB UHAUBUIYATbHO.

JInsi manueHToB € JUMArHOCTUPOBAHHBIMU HACIEACTBEHHBIMU HapyILICHUSIMU
oOMeHa  alWJIKapHUTUHOB  JJISI  BBIABJICHUS  MOBBIIMIEHHOTO  COAEp KaHUs
JOTIOJTHUTEHHBIX MAPKEPOB JTAHHBIX 3200J€BaHN ObLIa MPOBEACHA MTOATBEPKIAOIIAS
nuarHoctuka metogom ['X-MC. JlonmonHuTeNbHAs IUArHOCTHKA IPOBOJUIIACH IS
MOATBEPXKJCHUSI UAarHo3a METUIMAJIOHOBON alMAEMUW/alluypul € TIyTapOBOM
aruaeMun/anuaypuu | tuna (tabnuie A.3 B MPUIIOKEHUN).

Y  natM nmanueHToB  ObLI MOATBEPXKIEH  JMAarHo3  METHJIMAaJIOHOBOM
alUAeMUN/aluypyH, IPUYEM YPOBEHb METHUIMAIOHOBOM KHCIOTBI, BO BCEX CIyYasX,
3HaunTeNbHO TpeBbiman PU. V Tpex mereit Obul TakkKe BBISIBICH JAMArHO3 TIIyTapOBOU
auuaypun | Thma, BO Bcex Tpex cllydasiXx YpOBEHb TJIyTapOBOM KHUCIOTHI TaKkKe
3HAYUTEIBHO MPEBBIIIAT BEPXHIO Ipanully PU.

PesynbraThl aHanmusza oOpas3loB IJIa3Mbl KPOBH M MOYHM MAlMEHTOB W3 TMEPBOU
TPYNIBI C TOJO3PEHUEM Ha aMUHOAIMJONATHH W OPraHUYECKUE alMIeMHH/alluaypuu
MO3BOJIAIOT CKa3aTh, YTO AUATHOCTHUYECKAs] 3HAYMMOCTh METOJIUKU KOJIMYECTBEHHOIO
ONpENENECHUs] aMUHOKHUCIOT W AUWJIKAPHUTUHOB B CYXHUX MSTHaX KPOBU METOJIOM
BOXX-MC/MC mnoarBepk/ieHa METOJOM HMOHOOOMEHHOW XpomaTtorpaduu s
[MaToJorui oOmeHa aMuHOKHCIOT W MerogomM | X-MC g marosoruii oOmeHa
OpraHMYecKuX Kuciaor. Takum 00pa3oM, OJHOBPEMEHHOE MPUMEHEHHUE OTUX

BBICOKOTCXHOJIOTUYHBIX MCTOAOB IIpU IIPOBCACHHUHU JHATHOCTUKU HACJIICACTBCHHbBIX
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Oone3Held oOMeHa JaHHBIX BCIICCTB IIO3BOJIMT HC TOJIBKO MHHHMHU3HUPOBATH OIINOKU

IIpy IIOCTAHOBKE JHAIrHO3a IIalMCHTaM,

MMPaBUJIBbHOCTD €I'0 IIOCTAHOBKH.

HO HW JOIOJHUTCIBHO IIOATBCPAUTDL

3.2. Pe3yabTaThl aHAJIM32 OMOXHUMHYECKHX MAPKEPOB MEPOKCHUCOMHBIX 00JIe3Heil

MeTO0M ra3oBoii xpomarorpadguu ¢ Macc-cieKTpoMeTpueit

3.2.1. Onpeoenenue peghepeHcHbIX UHMEPBANOE OJTUHHOUECNOUEUHDBIX HCUPHBIX

Kuciaom 6 njiaime Kpoeu oemeil PA3HBIX 603PACHIHBIX 2DYyNN

Ha ocHoBaHMM peTpOCHEKTUBHOIO aHAIU3a PE3yJbTaTOB 00PA3I0B IJIa3Mbl KPOBU

369 neteil U3 KOHTPOJIBHOUM rpynnbl ObuH onpeneneHsl PU nng 5 nnuHHOLEOYEUYHBIX

xupHbIX KuciaoT (AIKK) m ux 2 [MarHOCTUYECKHM 3HAYUMBIX COOTHOILCHH,

nerektupyembix MetogoM I'X-MC (tabnuua 21).

Tabmuua 21 — PedepeHcHble HHTEPBAIBI JUIMHHOLETIOYEYHBIX JKUPHBIX KUCIOT M X AUArHOCTHYECKU
3HAYMMBIX COOTHOUICHWH B 0Opa3lax IUIa3Mbl KPOBHM OOCIEIOBAaHHBIX PA3HBIX BO3PACTHBIX TPYIII
(3HaUEHMSI KOHIICHTPALIMI aHAJIUTOB MPEICTaBICHBI B MKMOJIB/JI; B CKOOKaX yKa3aHbl MEIUAHBI)

Bo3pacTHble rpynmnsl
(Kos1M4ecTBO 00C/IeJOBAHHBIX) Yposenn
Ha3Banue anajaurta MeHee oT 8 nHel — 1-23 2-17 JeT [3BHAYMMOCTH
8 nHeit |10 1 Mecsina] Mecsina @
30) 37) (101) (201)
) 40-118 41-118 43-122 40-119
berenoras kucnota (C22:0) (78) (78) 81) (76) 0.126
) 33-83 32-82 35-86 33-83
Jlurnouepunonas kuciota (C24:0) (56) (56) (56) (55) 0.145
) 0.46-1.34 | 0.44-1.33 | 0.47-1.36 | 0.45-1.32
I'ekcakozanoeBas kuciora (C26:0) (0.87) (0.86) (0.88) (0.87) 0.057
PyTaHOBAS KHCIOTA 2.10-4.20 | 2.12-4.23 | 2.21-4.32 | 2.14-4.23 0.128
(3.16) (3.17) (3.26) (3,18) )
<3.10 <3.14 <3.27 <3.08
[IpucranoBas kuciora (1.54) (1.55) (1.61) (1.53) 0.062
) ) 0.55-0.94 | 0.54-0.94 | 0.55-0.92 | 0.57-0.92
CootHomenune C24:0/C22:0 (0.71) (0.72) (0.69) (0.72) 0.125
) ) 0.01-0.02 | 0.01-0.02 | 0.01-0.02 | 0.01-0.02
Cootnomenue C26:0/C22:0 (0.01) (0.01) (0.01) (0.01) 0.082

Hpumeuanue. * — CTATMCTUYECKU 3HAYUMEBIMU CUMTAIINCH pa3ianiuAa, OJid KOTOPbIX YPOBCHb 3HAYUMOCTHU

p<0.0170.
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I'panunet P ObuUTM BBIYMCIEHBI Kak MpeAelibl, COOTBETCTBYMOImHE 2.5-97.5%
pa3Opocy KaXJIO0Tro IMoKa3aTelis B BBIOOPKE pe3ysibTaTOB JeTed K3 KOHTPOJIbHOM
IPYIIbl, KOTOpble OBUIA pacHpeiesieHbl MO YEThIPEM BO3PACTHBIM TpyMmam: NepBas
Heaels KU3HM, oT 8 mHew mo 1 mecsama, 1-23 mecsana, 2—17 mer. B cBsa3u ¢ Oonbmie
TAArHOCTUYECKONW  3HAYMMOCTBbIO BepxHed rpaHultl PU  TpeHa  u3MeHeHUd
KOHIICHTpAIIMM KaXJIOro IOKa3aTelis B 3aBUCHUMOCTH OT BO3PACTHOM TpyMIIbI
00cJieTOBaHHBIX OI[EHUBAJICSI UMEHHO IO €€ BEJTMYUHE.

B pesynbpTaTe peTpOCHEKTUBHOIO aHaIu3a Pe3yiabTaTOB 00pa3lioB IJIa3Mbl KPOBU
JIeTel W3 KOHTPOJILHOW TpyINbl BBIABICHA eauHas TeHaeHmus s Bcex JIIDKK
U UX AUArHOCTHUYECKU 3HAYUMBIX COOTHOIIeHWW. Ha ocHOBaHUUM TOTO, YTO pa3zivyue
B rpanunax PU nns OerenoBoit (C22:0), nmurHonepuHoBoit (C24:0), rekcako3aHOBOM
(C26:0), ¢uraHOBOW W TPHCTAHOBOW KHUCJIOT, a Takke cooTHomeHui (C24:0/C22:0
u C26:0/C22:0 nnsa Bo3pacTHOW rpymmbl 1-23 Mecslla ¥ OCTaTbHBIMU BO3PACTHBIMU
rpynmnamMu He3HauuMo (MeHee 5%), MOXKHO CKa3aTh, YTO JaHHbBIE [OKAa3aTeld He

3aBUCAT OT BO3pacCTa O6CJ'I€I[0BaHHBIX.

3.2.1. Xapaxkmepucmuka 0aGHHbIX, ROTYYUEHHBIX NPU AHANU3E 00PA3U06 NAA3MbL
KpO6U RAUUEHMOE C ROMOWbIO 6AUOUPOEAHHOU MEMOOUKU

KOJIU4ecmeeHH020 onpeoeeHus OJTUHHOUENOUe U HbIX HCUPHBIX KUCIOM
B npunoxeHun mnpeacTaBieHbl XpoMaTOTpaMMbl 00pa3lioB IUIa3Mbl  KPOBU
o0clieTOBaHHBIX C HOpPMaldbHbIM (pUCYHOK A.l1) u moBbIlIEHHBIM (pUCYHOK A.12)
cogepkannem JIIIDKK coorBerctBenHo. Ilpu cpaBHeHHMHM XpomMaTtorpamm o00pasIioB
IJa3Mbl KPOBU TAIMEHTOB C TMEPOKCUCOMHBIMU OOJE3HSIMH C TAKOBBIMHU IS
o0cJieTOBaHHBIX M3 KOHTPOJBHOU Tpynmbl (getei ¢ gokazaHHbIM orcyTcTBueM HBO
BEILIECTB) OYEBUJHO, YTO MEXKJIY HUMH UMEIOTCS 3HAYUTEIbHbIC Pa3IU4Msl, KOTOPHIC
MOXHO OLEHHUTHh Jla)ke BU3yalbHO, 0€3 KOJUYECTBEHHON 0O0pabOTKU MOJyYEHHBIX
HaHHBIX. Takxke Ha XpoMarorpamMmax OOpa3loB IJIa3Mbl KPOBU MALIUEHTOB C JTAHHOM
narosioruen odpamaet Ha ce0s BHUMAHUE YBEIUYEHUE AHAIUTUYECKOIO0 CUTHAJIA TUKOB
JIMATHOCTUYECKUX MapkepoB. B mpunoxenun Ha pucyHkax A.13 u A.14 nposeneno

CpaBHEHHUE XPOMATOTPaMM OOpa3IOB IJIa3Mbl KPOBH, 0OCIIETIOBAHHBIX W3 KOHTPOJIBLHON
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IPYNNbl W MAalMEHTOB € HEKOTOPHIMU BBISBICHHBIMU 3abojieBaHusiMu. [lpu
KOJIMYECTBEHHON 00pabOTKE MOJYYEHHBIX SKCIEPUMEHTAIBHBIX JAHHBIX YCTAaHOBJIECHO,
yto koHueHTpauuu [IKK m mx nByX OWAarHOCTMYECKU 3HAYMMBIX COOTHOILICHUH Y
MalUEHTOB C TEPOKCUCOMHBIMU OOJE3HSIMU 3HAYUTEIBHO MPEBBIIIAIOT TAKOBBIE Y
3I0POBBIX JETEN U3 KOHTPOJbHOU rpynnbl. [lomydeHHbIE SKCIEpUMEHTAIIBHBIE JAHHBIC,
OMPENICNICHHO, JEMOHCTPUPYIOT JUATHOCTUYECKYI0 3(P(GEKTUBHOCTh JAAHHOTO METOja
MpU MNPOBEACHUM JUArHOCTHMKH JAHHOTO THUIIA HACIEICTBEHHOTO HAPYLICHUS

meraboan3ma.

3.2.2. Buoxumuueckue mapkepovt NepPOKCUCOMHbBIX DoJ1e3Hell
[To pesynbratam anaiuza o0pas3loB IJIa3Mbl KPOBU 35 neTeil U3 BTOPOMl TpyIIbI
C MOJO3PEHUEM Ha NMEPOKCUCOMHBIC OOJE3HM HAa OCHOBAHMM XAPAKTEPHBIX KIMHUKO-
1a00OpaTOPHBIX JIAaHHBIX BBISBJICHO 17 MalMEHTOB C TaHHOW maToJjioruel (tabnuia 22).
Pe3ynbTaThl aHanm3za oO0pa3loB IUIa3Mbl KPOBU TMALMEHTOB U3 BTOPOW TPYMIIBI
C BBISIBIICHHBIMH 3a00JIEBaHUSIMU U COOTBETCTBYIOLIEH I'PYIIbl CPABHEHUS MPUBEACHBI

B MPUJIOKEHUU B Tabnunax A.5 u A.6 COOTBETCTBEHHO.

Tabmuuna 22 — 3a0oseBaHusi, BBIABICHHBIE BO BTOPOM TIpyIIe MAlUMEHTOB C TMOJO3PEHHEM Ha
MIEPOKCUCOMHBIE 00JIE3HH, 110 Pe3yIbTaTaM HMCCIEI0BaHUs 00pa3LoB M1a3Mbl KpoBH MeTo oM ['X-MC

HN3meHeHue ypoBHA KoamuecTBo
Ho3onoruueckas gpopma
coliep:KaHusi MapKepa(-oB) NalMEHTOB
[ToBbIIEHKE
Cungpom Lensserepa (CLI) C26:0 u coornomenus C26:0/C22:0, 3
MIPUCTAHOBOW U PUTAHOBOU KUCIOT
X-cueruieHHas aipeHoJIeHKoIucTpous [Nospimenne C24:0 3
(X-AJLD) u cootHomenus C26:00/C22:0
Henocrarounocts Oenka, [ToBbimenue )
tpancnoptupytouiero ctupoii (CTH) MIPUCTAHOBOW U PUTAHOBOU KUCIOT
bonesns Pedpcyma (mndanTunbnas popma) 3Ha‘~II/ITeJ'IBVHoe [TOBBIIIEHHC 5
(huTaHOBOM KUCIIOTHI
bonesns Pedcyma (B3pocnasi popma) [ToBpieHne GUTaHOBON KUCIOTHI 2
Pusomennueckas ToueyHas HesnaunrensHoe nosbilieHne (GUTaHOBOM )
xouapoauciiazus (PTX) I tuna KHUCJIOTBI, TIOHWKEHUE IPUCTaHOBOM KHUCIOTHI

VY tpex marmeHToB Obln BbIsIBIEH cuHapoM llensBerepa (CLI), koHIEHTpanus
rekcakozaHoeBoil kuciotrsel (C26:0) y »Tux mnamnveHToB Obula paBHa 3.58, 9.22
n 12.8 MKMOB/1, 4TO TIpeBbIaeT BepxHIo rpanuiy ee PU B 3—10 pa3. Tonbko y
OJHOTO malueHTa KoHueHTpauuu OereHoBoit (C22:0) u nurHouepuHoBou (C24:0)

KHUCJIOT MPEBBIIIAIN BEPXHIOK rpaHuily cBoux PU. ¥V Bcex Tpex manueHToB MOKas3aTesb
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cootHomenuss (C24:0/C22:0 61 B mpenenax PU, a mokaszaTenab COOTHOIICHUS
C26:0/C22:0 — 3HauMTeNnbHO TMpeBbIIAN BepxHIO Tpanuiyy PU. Takxke y Bcex
MalMeHTOB HAOMIOAATIOCh YBEIWYEHUE KOHLEHTPAIMU TMPUCTAHOBOM U (HUTAHOBOM
KHUCJIOT OTHOCUTEIIBHO BepxHeW rpanunbl PU B 2-5 pas.

B Tpex cnydasx ObUI TOATBEPXKAEH JUAarHo3 X-CUEIJICHHOW aApeHOJIEUKO-
muctpoduu (X-AJI/]). TonbKo y OIHOTO U3 TPEX MALMEHTOB ObUIH MPEBBIINIEHB YPOBHU
kuciaot C24:0 u C22:0. Heo6xoauMo OTMETHUTB, 4TO IS KuciaoThl C24:0 HaOmogaeTcs
3HAYUTENIHbHOE MEPEKPHIBAHUE MEXKIY YPOBHSIMU €€ COJIepKaHUsl y 0OCIeOBAHHbBIX U3
KOHTPOJIBHOM TPYNIbI U MAIIMEHTOB C BBISIBIICHHBIM 3a00JieBaHUEM. Y BCEX MAllMEHTOB
nokaszarenb cootHomeHus C24:0/C22:0 6vu1 B npenenax PU, torga kak mokasatelnb
cootHomennst C26:0/C22:0 mpeBbiman BepxHIOK rpaHully cBoero PU. VYV Bcex
nanreHToB KoHeHTpanuu C26:0, hutaHoBOW M MPUCTAHOBOW KUCIIOT BXoauia B PU.

Y IByX mManmMeHTOB OBLI TMOATBEPXKICH JMArHO3 HEJAOCTATOYHOCTH Oenka,
tpancnoptupytomero crupon (CTB), xonmeHntpanuu (GUTAaHOBOW HW TPHCTAHOBOU
kucnoT Obutm 18.7, 29.8 m 15.3, 22.8 MKMOIB/I COOTBETCTBEHHO. YPOBHHU APYTHX
JILDKK 1 ux COOTHOILIEHU HaXOIMJIMCh B MPEAeIax, COOTBETCTBYomux PU.

Y natH  manueHToB ObUT  TOATBEpXkKIAEH nuarHo3 ©Oonesnb Pedcyma B
uHpanTunpHON  (dopme. KoHIEHTpamusi AMArHOCTUYECKOTO Mapkepa (UTaHOBOM
KHMCJIOTBI HaXOJIWJIach B auara3one 525—1458 MKMOIIB/1, YTO 3HAYUTEIHHO MPEBBIIIACT
BepxHIOK rpaHuny ee PU. Ilpu cpaBHeHMHM Xpomarorpamm, MpeICTaBICHHBIX
Ha pucyHke 10, BUJIHO, UTO y MAIMEHTOB C JAHHOW MATOJIOTHEH aHATUTUYECKUM CUTHAI
¢buTaHoBoM KUCIOTH B 10 pa3 mpeBwIlIaeT TaKOBOM y 00CIIeIOBAHHBIX M3 KOHTPOJIBLHON
rpynmbl. [Ipu 3Tom m3-3a nedurura duranomn-KoA-ruaponassl OblT OTMEYEH OUYCHB
HU3KUN YPOBEHBb NPUCTAHOBOM KUCIOTHL. YpoBHU Apyrux AILKK u ux coorHoumeHun

OIpEeICIISIINCh B mpeeiax ceoux PU.
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Abundancd

Abundance
?1@ 11000+

1200. 10000

S000
1000 8000+
70004
800
60004

600 5000

4000
400+

3000

200 2000+

1000

1000 1100 1200 1300 1400 1100 1200 1300 1400
a) 6)

Pucynox 10 — CpaBHeHHe XpoMaTorpamMMm o00pa3loB IUIa3Mbl KpPOBH Yy OOCJIEJOBAaHHOTO U3
KOHTPOJbHOM Tpymnmbl (@) U y mnanueHta c Oonesnpio Pedcyma B uHpanTmibHONW (opme (0)
(TmarHocTU4ecKUid Mapkep — GUTaHOBAsI KUCIIOTA; M0 OcH X yKa3aHO BpeMs XpoMaTorpadupoBaHus B
MHHYTax, 10 OCH nya3aHa HMHTCHCUBHOCTH aHAJIUTUYCCKOI'O CUTHaJIa B a6COHIOTHLIX GI[I/IHI/II_[EIX).

VY nByx nereir B Bo3pacte 3 u 4.5 rojma Obula BbIsiBIeHa Ooisie3Hb Pedcyma
BO B3pociioi ¢hopMe, KOHIIEHTpalus (PUTaHOBON KUCIOTHI Obuia 622 u 128 MKMOIB/1,
YTO BBIIIE BO3PACTHOM HOPMBI, HO HE TaK 3HAYUTEIbHO, KaK Yy TMAaIMEHTOB C
nH(paHTUIEHON (hOpMON JaHHOTO 3a00JIEBaHUSI.

B 1Byx ciyuasx ObUT TOATBEPXKACH JAMArHO3 PU3OMEIMYECKOW TOUYEUHOU
xouapoaucmnazun  (PTXJ[) 1 Tuma. Ilpu »ToM y mamueHTOB HaAOIIOAANI0Ch
HE3HAYUTEIBHOE TMOBBIIIEHNUE YPOBHA (puTaHOBOU KUCHOTHI (911 u 412 MKMonb/n) U
MOHWKEHUE YPOBHSA NMpUCcTaHOBOU KUCIOTHI (0.2 1 0.8 MKMOJIB/1).

Y Bcex MNaUMEHTOB C BBISIBICHHBIMM MATOJOTHSIMU JOMOJHUTEIBHO ObLIN
MPOBEACHBI HCCIeA0BaHUS (PuOPoOIACTOB, KOTOPHIE TaKXKe MOATBEPAUIN HATUUINC
y O3TUX MAIMEHTOB MEPOKCUCOMHOM nucPyHkuuu. HeoOXoIuMo OTMETUTh, 4YTO Yy
BOCEMHA/IaTH MAlMEHTOB OBbUIM BbISABJICHBl HE3HAYUTEIbHBIEC MPEBBIIMICHUS YPOBHEU
JIDKK, ¢dwutanoBoi M MNPUCTAaHOBOM KHCIOT. B dYacTHOCTH, y JBYX HaIllMEHTOB
ONPENEISUINCh TMOBBIIEHHbIE ypoBHU Kucior C24:0 m C26:0, y Tpex NanMEHTOB
KOHIIEHTpalusi (PUTAHOBOM KUCIOTHI OblIa B auana3zoHe 16.3—-35.8 MKMob/1, y ABYX

MAIMEeHTOB YPOBEHb MPUCTAHOBOW KUCIOTHI ObuT 15.8 m 12.3 mxMmounb/n. [IpoBenennbie

JIOTIOTHUTENbHBIE HCCleoBaHUS (PUOPOOIACTOB y ATUX TAIMEHTOB HE TOATBEPAMIN
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HaJW4us MEPOKCUCOMHON AUCHYHKIUU.

[Ipoananu3upoBanbsl 00pa3ibl MJIa3Mbl KPOBU 35 neTel U3 rpynmbl CpaBHEHUS
(manueHTsl U3 TPEeThed TPyNIbl ¢ MOJAO3PEHUEM Ha HApyUIEHUS OOMEHa MypUHOB U
nupumuanHoB). Ha Bepxueil rpanune PU y nstu nmanuentoB Obut ypoBeHb C24:0, y
Tpex manueHToB — ypoBeHb C26:0. YV OONbIIMHCTBA MAIMEHTOB OBLI MOHWKEH WIIH
HE3HAYUTEIBHO MPEBBIIIAT HUXKHIOW rpaHuily PU ypoBeHb GpUTaHOBON KUCIOTHI, HO Y
JIByX NAIIMEHTOB OH MpeBbIIIan BepxHiow rpanuily PU B 3.3—7.5 pa3 (Obutu paBHbl 13 u
30 mkmoub/i). OcTanbHble MOKa3aTeNN y MAlMeHTOB 3TOM Tpymnmnbl ObUIM B Mpejenax
PU wnu Ha ux BepXHEW rpaHHUIIE.

Taxxe ObLIM MpoaHATU3UPOBAHBI OOpa3lbl MouM 25 nered U3 KOHTPOJIbHOU
rpynmnbsl  (0OciaeAoBaHHBIX ¢ JoKa3aHHbIM oTcyTcTBUeM HBO BemectB). YV Bceex
oOCJIeIOBaHHBIX MCCIEAyeMbIe TToKa3aTenu Obuth B mipeaenax PU winm He3HauWTEeNbHO

MPEBBIIIATN UX BEPXHHUE TPaHUILIbI (Ta0nue A.8 B IPUIOKEHHHN).
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3.3. Pe3yabTarsl aHaIM3a OMOXUMHYECKUX MAPKEPOB HACJIEACTBEHHbIX 00J1e3Hel
o0MeHa MyPUHOB U MUPUMHUIMHOB METOI0M BbICOK0IpPeKTUBHOI
JKUJAKOCTHOM XpoMaTorpaguu ¢ Macc-ClieKTpoMeTpueit
3.3.1. Onpeodenenue peghepencrvix uHmepeaIoe NYPUHO8 U NUPUMUOUHOE 8 00PaA3UaAX
Mouu demeil paznvlxX 603PACHMHBIX ZPYRN

Ha ocHOBaHMM peTPOCNEKTUBHOTO aHaldu3a pe3yJbTaToB o00pa3lloB MOYHU
369 nereld W3 KOHTPOJABHOW rpynmnbl Obuiu ompeaeneHsl PU nmns 19 mypuHOBBIX
Y TUPUMHIUHOBBIX OCHOBaHWH, aeTekTupyeMbix metonoM BOXKX-MC/MC (tabnuia
23). I'panuisl PY Obuin BBIYMCIEHBI KakK Mpenesbl, cOOTBeTcTBytomue 2.5-97.5%
pa3Opocy KaKJI0ro IoKa3aTelis B BBIOOPKE pe3yibTaTOB JeTed U3 KOHTPOJIHHOM
IPYIIbl, KOTOpble OBUIA pachpeiesieHbl MO YEThIPEM BO3PACTHBIM TpyMmam: NepBas
HEJeNs )KU3HU, oT 8 gHel 1o 1 mecsana, 1-23 mecsua, 2—17 ner.

B cBs13u ¢ OonbIeil TMarHoCTUYECKOW 3HAUMMOCThIO BepxHel rpanuiibl PU tpena
VW3MEHEHUS KOHIIEHTPALNH KaXKJI0T0 ITOKAa3aTeNsl B 3aBUCUMOCTH OT BO3PACTHOW IPYIIIIbI

O6CJ'ICI[OB21HHBIX OLICHUBAJICI MMCHHO II0 €€ BCIIMYHUHC.

Tabmuua 23 — PedepeHcHble MHTEpBalbl MyPUHOBBIX U MUPUMHUAMHOBBIX OCHOBAaHUI B 00Opa3max
MOYH 00CIICIOBAaHHBIX Pa3HBIX BO3PACTHBIX TPYII (3HAUCHHSI KOHLIEHTPAIMHA aHAIUTOB MPEICTABICHBI
B MMOJIb/MOJIb KpEaTMHUHA; B CKOOKaX yKa3aHbl MEHAHBbI)

Bo3pacTHble rpynmnsl
(Kom4ecTBO 00C/IeJOBAHHBIX) Yposenn
Ha3Banue anajaurta MeHee oT 8 nHel — 1-23 2-17 JeT [3HAYMMOCTH
8 nneit  |no 1 mecana Mecsina @
30) 37) (101) (201)
1 2 3 4 5 6
<2.86 <2.79 <2.76 <2.72
[yarun (1.42) (1.40) (1.38) (1.38) 0.269
Vpamn <25.48 <25.32 <25.30 <25.31 0.285
(12.57) (12.46) (12.45) (12.45) '
Jlrmapoypatn <14.32 <14.21 <14.20 <14.34 0.456
(7.12) (7.10) (7.12) (7.17) '
OpoToBas KucioTa 0.05-6.03 0.07-5.95 | 0.12-6.07 0.2-6.22 0312
(2.81) (2.75) (2.86) (2,89) '
Mouepas KiciioTa 87-695 90-710 91-708 90-704 0.256
(374) (377) (376) (378) '
Keammm 5.62-29.42 | 5.58-29.67 | 5.54-29.73 | 5.64-29.32 0.223
(17.22) (17.31) (17.72) (17.43) '
YpeuaonponruoHoBas KUCJIoTa < 10.26 <1032 <1034 <1041 0.259
(5.32) (5.30) (5.36) (5.51) '
5-T'unpoKkcUMETHUITY AT < 10.02 < 10.08 <10.12 < 9.85 0.125
(5.24) (5.27) (5.25) (5.18) '
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I 2 3 y 5 6
<241 <238 <235 <2.46
AneHuH (1.11) (1.09) (1.08) (1.14) 0.224
<1024 | <1052 | <1025 | <989
Huriman (4.64) 4.73) (4.60) (4.55) 0.258
Jle30kcraieHO3uH <2.04 =2.06 <2.08 <2.05 0.423
8 (0.96) (0.97) (1.00) (0.99) '
<3.56 <3.45 <347 <3.53
YpuaH (1.64) (1.60) (1.58) (1.60) 0.145
<171 <1.72 <1.79 <1.73
T 0.91) 0.91) (0.95) (0.92) 0.327
[ <2.04 <2.00 <196 <1.98 0148
ypua (1.15) (1.13) (1.12) (1.12) '
<3.16 <3.20 <321 <3.22
Mrosun (1.52) (1.53) (1.55) (1.55) 0.126
<1.53 <1.52 <153 <1.55
['yanosnx (0.73) (0.73) (0.74) (0.75) 0.089
Jle30kcHuryano3ua =2.04 =2.06 <2.08 <2.09 0.326
Y (1.13) (1.14) (1.14) (1.16) '
<021 <0.20 <0.19 <0.23
Tamuan (0.12) (0.12) (0.11) (0.12) 0.136
<2.02 <2.04 <2.05 <2.04
AZIeHO3HH (1.04) (1.05) (1.05) (1.05) 0.098
HpuMellaHue. *_ CTAaTUCTUYCCKHU 3HAYUMBIMU CUYUTAIIUCH paBJ‘lI/I‘lI/ISI, IJIA KOTOpBIX ypOBeHL 3HAYUMOCTHU
»<0.0170.

OO6pamiaer Ha ceOs BHUMaHUE TOT (PAKT, YTO MPU PETPOCHEKTUBHOM aHanuze PU,
PacCUMTAHHBIX IS IETEN U3 KOHTPOJBHOU IPYyNIIbl, NPAKTUYECKH JIJI1 BCEX IIYPUHOB U
MUPUMHUIMHOB B 00pa3nax MouM paznuuue B rpanunax PU nias Bo3pacTHOM rpynimsl
1-23 mecdmia ¥ OCTAIBHBIMU BO3PACTHBIMHM Tpymmamu He3Haunmo (MmeHee 5%). Ha
OCHOBAHUHU 3TOT0 MOYKHO CKa3aTh, YTO JAHHBIC MOKA3aTEJIM HE 3aBUCAT OT BO3pPACTa

00CJIEMOBAHHBIX.

3.3.2. Xapakmepucmuka 0aHHbIX, NOJIYYEHHBIX NPU AHAIU3E 0OPA3U0E MOUU
RAWUEHMO8 C NOMOUWBIO 8ATUOUPOBAHHOI MEMOOUKU KOJIUUECHI8EHHO20
onpeoejieHusA nypuHo8 U NUPUMUOUHOB
B npunoxxenun npeactaBiIeHbl XpoMaTorpaMMbl 00pa3oB MOYU 00CIIEeI0BaHHBIX
C HOpMalibHbIM (pUCyHOK A.l15) u mnoBblIeHHBIM (pUCYHOK A.16) comepkaHueM
MyPUHOB U MUPUMUANHOB COOTBETCTBEHHO. [Ipu cpaBHeHUU XxpomaTtorpamm oOpasiioB
MOYM MAlMEHTOB C HapyLICHUsIMA OOMEHA MyPUHOB U MUPUMHUANHOB C TAKOBBIMU JJISI

00cCJIeIOBAaHHBIX M3 KOHTPOJBHOW Tpymmbl (aeTei ¢ gokazaHHbIM oTcyTcTBueM HBO
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BEILIECTB) OYEBUJHO, YTO MEXKJTY HUMH UMEIOTCS 3HAYUTENbHbIC Pa3IU4YMsi, KOTOPHIC
MOXHO OLIEHHUTh Jla)k€ BHU3yaJllbHO, 0€3 KOJWYECTBEHHON 00pabOTKH MOJYYEHHBIX
JAHHBIX — HA XpomaTorpaMmax oOpa3lOB MOYM MAIMEHTOB C JAaHHOW MaTojorueu
oOpamiaer Ha ce0si BHUMaHHE 3HAUUTENIbHOE YBEIMYEHUE AHAIUTHUYECKOTO CHUTHAJIA
MMUKOB JUArHOCTUYECKUX MApKepoB. Takxke B MPUIIOKECHUU HA pucyHKax A.17 m A.18
MPUBEICHO CpPAaBHEHUE XpoMarorpaMM o0O0pa3lioB MOYH, OOCIEIOBAHHBIX U3
KOHTPOJIBHON TPYIIBl U MAlUEHTOB C HEKOTOPBHIMHU BBISIBICHHBIMHU 3a00JICBAaHUSIMMU.
[Ipy konuyecTBEHHOM OOpabOTKE TOJYYEHHBIX SKCIEPUMEHTAIBHBIX JaHHBIX
YCTAQHOBJICHO, YTO KOHIIEHTpAaIllMd MypPUHOB U MUPUMUJMHOB y MALUEHTOB C JIaHHBIM
HapylleHUEM OOMEHa 3HAYUTEJIbHO TMPEBBIIMIAIOT TAKOBBIE Y 3/I0POBBIX JETEH U3
KOHTPOJBHOM rpynnbl. llomyyeHHbIE SKCIEpUMEHTANbHBIE JaHHBIE, OIMpPEACICHHO,
MOKA3bIBAIOT JIMATHOCTUYECKYIO0 3(P(EKTUBHOCTh AHHOTO METOJa MHpPHU MPOBEICHUU

AUAIrHOCTUKH JAHHOI'O THUIIA HACJICACTBCHHOI'O HAPYIICHU A MeTaboIM3Ma.

3.3.3. Buoxumuueckue mapkepvt HAC10CMEEHHBIX D01€3HEll 00MEHA NYPUHOB
U RUPUMUOUHOB

ITo pe3yabTaTam aHaiau3a 00pas1oB MOYH 42 neTen
C MOJIO3PEHUEM Ha HapyIlIeHHUs OOMEHA MyPUHOB U MUPUMUJMHOB (TPEThA IpyINa), Ha
OCHOBAaHHMH XapaKTEPHBIX KIMHUKO-TA0OPATOPHBIX JAHHBIX BBIABICHO 18 MalMeHToB C
JaHHBIMH HapymeHusMu (tabmuna 24). Pesynbrartel anamm3a o00pas3loB MOYH
MAIMEHTOB U3 TPEThEH TPYIIIBI C BBIABICHHBIMHU 3a00JI€BAaHUSIMHA M COOTBETCTBYIOIICH
IpYNIbl CPAaBHEHUS IPUBEICHBI B MPUIIOKEHUH B Tabuie A.7.

Tabnuna 24 — 3aboneBaHus, BBISABICHHBIE B TPEThEHl IpyIe MalMEHTOB C MOJO03PEHUEM Ha HapylIeHUs
oOMeHa IMypHHOB ¥ MUPUMHUAMHOB 1O pe3yIbTaTaM aHaiu3a 00opa3noB Moun MetogoM BOXKX-MC/MC

HN3MeHeHue yPOBHA KounuecTBo
Ho3onoruueckas gpopma

co/iep:KaHusa Mapkepa(-oB) NALUEHTOB
Jedbunur quruaponupuMuinH-AeTHaporeHassl | [loBelienne ypanuna i THMHHA 2

3HAYUTEIHLHOE ITOBBIIIEHTE JAUTUAPO-ypanuia,
MOBBINICHUC Ypalujia 1 THMHUHA

Jledunut JuruaponupruMuIHHA3HI 3

Cunnpom Jlemma-Huxana 3HAUYUTENBHOE MOBBIIIIEHUE MOYEBOU KUCIOTHI 3

l'unepaktuBHOCTH (hochopudbo3uII-
nupodocdar-cuntaszsl [ (PPIIC I)

—

IloBhIlIeHNE KCAaHTHUHA

HaC.TIeI[CTBeHHaSI KCAaHTHHYPHUS IloBhIIIeHNEe KCAaHTHHA

TloBrIIEHNE

Jedbunut mypuH-HYKIe03ua-Gochopuiasbl
WHO3MHA, TYaHO3MHA, JIC30KCUTYaHO31MHA

BN W

HaCJ'ICILCTBeHHaSI OpOTOBaA anuaAypus I Tuna IloBnimmeHnE OpOTOBOﬁ KHCJIOTBI
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B naByx ciyyasx y NalUEHTOB ObUT BBISBICH JACHUIUT AUTHAPONUPUMUINH-
JIErUAPOreHasbl. Y ATUX MAIMEHTOB KOHIEHTpAILMU ypaluia MPEeBbIIIAIN BEPXHIOKO
rpanuity PU npumepno B 10 pa3 (Obuiu paBHBI 325 1 228 MMOJIB/MOJIb KPEATUHUHA) U
KOHIICHTpAI[MM TUMUHA MPEBBINIANNA BepxHIOto rpanuiy PU B 12—15 pa3 (Obutu paBHBI

25 u 29 MM0IB/MOJIB KpeaTuHUHA) (pUCYHOK 11).

(x 10.000)
60 6Ex1o.000) S —
41
401 2.
() 4= om0
1 2 3
20 Time (min)
: 1L
1 2 3
Time (min)

Pucynok 11 — CpaBHeHHe XpomMaTorpaMM o0pa3ioB MOYH y 00CIeI0BAHHOTO U3 KOHTPOJIBHOMN TPYIIIBI
(Manblii rpaduk) Wy ManueHTa ¢ JAeQUIUTOM JTUTHAPOIUPUMHUANH-IETUAPOreHasbl (00O
rpaduk) (IMarHocTUyeckuii Mapkep — ypauwr; meron ananuza BOXKX-MC/MC; no ocu X ykazaHo
BpeMs XpomarorpadupoBaHus B MHHYTaX, IO OCH YV yKa3zaHa WHTCHCHUBHOCTh aHAJUTUYECKOTO
CUTHaJIa B a0COJIOTHBIX €AMHUIIAX).

B Tpex cnydasx ObUT MOATBEPXKACH AUArHo3 AeUINTA JTUTHAPONUPUMUIANHABHL;
KOHIIEHTpaluu aurugapoypanuia oOeutn 189, 202 u 263 MMoJib/MOJIb KpEaTUHUHA, YTO
MpeBbIIIacT BepxHiow rpanury PU 6omee yem B 10 pa3. Takke B MOUYe ITHX HAIlUCHTOB
HaOJII0/1aJTI0Ch TOBBIIMIEHHOE COJIEpKAHUE TUMHHA, €r0 KOHIICHTpAIUsS OMpeaesisiach
B nuamna3zoHe 12-23 mmonb/Monb KpeaTuHuHa. TOJNBKO Yy JBYX M3 TpeX NAllMEHTOB
C JJaHHBIM JMArHO30M ObLI MPEBBIIICH YPOBEHb ypaluia, IpU4eM Yy OJHOTO MallMeHTa,
OH HE3HAYWTENIbHO MpEBbIIaN BepxHIOl rpanuiny PU (36 MMonb/Moiab KpeaTUHHHA),
a y BTOPOro MalHeHTa MPEBbIIICHNE KOHIIEHTpAIMU ypaluia Obuio 6oJiee uem B 3 paza
110 CPaBHEHMIO ¢ BepxHei rpanuueit ero PU (82 mmonb/MoIb KpeaTUHUHA).

Y Tpex manueHTOB ObUT BbIABIEH cuHApoMm Jlema-HuxaHna, ¥ KOHIIEHTpaluu

MOYEBOH KHUCIOTBHI coctaBimsik 1325, 958 m 1411 mmonbs/MOnb KpeaTMHHHA, YTO
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3HAYUTENBHO MPEBbIIAI0 BepxHIOto rpanuily PU. KoHiieHTpanuu ocTalibHbBIX TypUHOB
Y MUPUMUIMHOB y 3THUX MallMEHTOB HAXOAWINUCH B mipeaenax PU.

VY onnoro pebGeHka ObLI BBISIBIEH AMArHo3 TUMNEPAKTUBHOCTH (Pochopudo3umi-
nupodochar-cuntazsl [ (OPIIC I); xkoHUEHTpalus KCaHTHHA MPEBbIIIANA BEPXHIOKO
rpanuny PY mpumepno B 2 pa3a u coctaisia 64 MMOJIb/MOJIb KpeaTUHUHA. Y POBHU
OCTaJIbHBIX MYPUHOBBIX U MUPUMUIUHOBBIX OCHOBAaHUN HaXOAWINCH B nipeaenax PU.

Y Tpex mnanueHTOB ObUT BBISBICH JIMAarHO3 HACIEICTBEHHONW KCAHTUHYPUH,
MIPUYUHON KOTOPOTO SIBISETCS AS(UIIUT KCAHTUH-OKCUOPEAYKTa3bl. JluarHocTHYeCKuit
MeTa0OIUT JaHHOTO 3a00J€BaHUS — KCAHTUH, U €ro KOHIEHTpPAlUh y NalUEeHTOB
coctaBuiu 98, 44 u 58 MMOJIb/MOJIb KPEATUHHHA, YTO MPEBBIIIATIO BEPXHIOK T'PAHUILY
PU B 1.4-3 pa3za.

Y nByx pereil ObuT BBISBIEH JeUINT MypUH-HYKIeo3mwI-hochopunasel. Y
MalMeHTOB C JIaHHBIM 3a00JIEBaHWEM HAONIOAATIOCh MHOTOKPATHOE TOBBIIICHUE
HECKOJBKHX MAapKEPHBIX METa00JHUTOB: TyaHo3uHa (23 u 39 MMOJIB/MOJIb KPEATUHHUHA),
mHosuHa (15 w29  MMonb/MONB  KpeaTMHWHA) W JE30KCHTyaHO3WHA
(24 u 26 MMOIIB/MOTB KpEATUHUHA).

VY derblpex MalMEHTOB OblIa BBHISBICHA HACIEACTBEHHAash OpoTOBas auuaypus |
THUIIA, ¥ KOHIEHTPAIUsi OPOTOBOM KUCIOTHI BapbupoBana otT 380 mo 1540 mMMomb/MoOIb
KpEaTMHHMHA, YTO 3HAYMMO ITPEBBILIAIO BEPXHIOW rpaHuly PU.

Y Bcex mMalMeHTOB C BBISBICHHBIMH HapyIMICHUSMH OOMEHa MypUHOB U
OUPUMUANHOB  JIOTIOJHUTENHHO OBUIM  TMPOBEACHBI  MOJEKYJISIPHO-TEHETHUYECKUE
MCCIIEIOBAHUSI, KOTOPbIE TAK)KE MOATBEPANIIA HAIMYKE MATOTEHHBIX MYyTallUH.

VY ocTanbHBIX NBAJLIATH YETHIPEX MAIMEHTOB OBLIM BBHISBICHBI HE3HAYUTEIbHBIC
MPEBBIIIEHUS YPOBHEN HEKOTOPBIX MMYPUHOBBIX M MUPUMHINHOBBIX OCHOBAaHUW B MOYE.
B wyacTHOCTH, y 4YeThlpeX NALUHUEHTOB YPOBEHb OPOTOBOW KHCIOTHI HaXOJWJICA B
nuariazoHe 12—-25 MMoJIb/MOJIb KpeaTHHHWHA, Yy TpeX IMAalHeHTOB ObLI ONpeaesiCH
MOBBIIIICHHBI YPOBEHb YPEUIONMPOMMOHOBOW KUCIOTHI (0T 15.2 mo 19.1 Mmoib/mMoIib
KpeaTWHWHA), a y JABYX JCTeH KOHIICHTpAIlMU aJIcHO3WHA ObutH 6.3 1 8.6 MMOJIB/MOJIb
KpeatuHuHa. Kpome Toro, y 4eTblpex MainueHTOB HAOII0JaINCh TOBBIIIEHHBIE YPOBHU

IUTUIMHA B Juama3zoHe 15.6-20.1 wmmonb/Monbk KpeaTuHuHa. KoHIEHTpanuu
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OCTQJIbHBIX MYPUHOB W MUPUMHANHOB y BCEX ABAIIATH YETHIPEX MalMEHTOB ObLIN
npejenax, CcoOoTBeTCTByOmMX PU wnn, HE3HAYMTENBHO NPEBBIIAIM HX BEPXHUE
TPaHULIBL.

[Ipoananu3upoBanbsl 00pa3ibl Moud 35 AeTed U3 TPYIIbl CpaBHEHUS (MAIMEHTHI
U3 MEePBOUM Tpynmbl ¢ MOJO3PEHUEM Ha aMHHOAIMAONATHH, OPraHUYECKHE aluaeMun/
anuaypun). Y Bcex MalreHTOB 3TOM IPyIIbl BCe MOKa3aTenu Obuin B nipeaenax PU unu
Ha X BEPXHEW IPaHHUIIE.

Taxxe ObLIM mNpoaHaIU3UpoBaHbl oOpasipl Moun 30 1ereid U3 KOHTPOJIbHOMU
rpymnmnsl  (00ciaeAoBaHHBIX C Joka3zaHHbIM oTcyTcTBUeM HBO BemectB). Y Bcex
o0clieTOBaHHBIX HCCIeyeMble MoKazaTenu Obud B npenenax PY unu Ha ux BepxHei

rpanune (tTadbnuie A.8 B IPUIOKEHHUH ).

3.4. IIpumepsi 3PpPeKTUBHOIO MPUMEHEHUS XPOMATO-MACC-CIIEKTPOMETPHYECKUX
METO/0B AaHAIN3A NPHU NPOBEIeHUHU JHATHOCTUKH PA3THYHBIX HACIEICTBEHHBIX
0oJie3Heill 00MeHa BelecTB y AeTel

Cunopom Jlewma-Huxana. PeGeHOK ¢ HapyIIEHUSIMU PAa3BUTHSI, MAJIbUYUK, POIUIICS
B CPOK, OT TPEThUX POJIOB, Macca Tela Mpu poxkaeHuu 4,8 Kr, JyinHa — 57 cM; OlleHKa 10
mkane Anrap 8/9 6ammo. KpoBHoe poacTBo poauTensmu oTpuiiaiock. C 3-ro mecsia
KU3HU CTajia 3aMEeTHA 3aJIepKKa IBUTATEILHOTO Pa3BUTHUSI, U C 3TOTO BO3pacTa peOeHOK
CTaJ MOCTOSIHHO HAOJIIOAAaThCsA y HEBPOJIOTra), ¢ 8-ro Mecsla MOSBIINCH TUIIEPKUHE3HI,
JMAarHOCTUPOBAHHbIE KaK aTero3, a B Bo3pacte | roma m 1 mecsina peOeHKy ObLI
nocrtasieH auaruo3 LI (B popme cmactudeckoro terpamnapesa).

Peub y pebenka mosiBuiach IMOCJiE TpeX JET, Obljla HEYETKOW M OTMeuasach
BBIpaKEHHAast IA3APTPUSL. B 5 JeT MOSIBUJIACH ayroarpeccus
(KycaHue mayiblIeB PyK) U HECKOJIBKO OTMEYAIaCh MAKpOreMaTypusi.

Jlo 8 jieT MalbUUK MMEJ BBIPAKEHHYIO 33JIEPKKY MOTOPHOTO Pa3BUTHS: HE MOT
CaMOCTOSITETIbHO CUJETh, JeNaTh 1Iard, Opath B pykH npeaMertsl. 13 tepanuu pedeHoK
Mojy4yajql Kypcbl HOOTPOIHBIX TMpENapaTtoB sl CHIXKEHUS TUIEPTOHYCA MBIIII]
(bakmoden®, Mwupokanm®, Cupnpanyn®), HO 0€3 BBIPAKEHHOTO IOJOKUTEIHLHOTO

apdexra. C 8 neT MaIbUUK MOTEPSUT CIIOCOOHOCTh CHACTh U XOIWUTHh C MOIIACPIKKOM,
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MAHUIYJSILUU C MPEIMETAMH CTajJd HEBO3MOXHBI. [lOABUIMCH NMPUCTYIBI, KOTOpBIE
ObUTM ONpEACNICHbl KaK ANUJIENTUYECKUEe, W IS HHUX OBUIO XapaKTEpPHO: PE3KOe
BbITMOAHWE TYJOBHUIA Ha3ald, NPOJOJLKUTEIbHBIE BOJHOOOpa3HbIE [IBXKCHUS B
KOHEYHOCTSX, BBIPaKCHHBIN TUIIEPTOHYC u TpEMOp,
B pe3yibTaTe uYero OblJIa Ha3HAuYe€HA Tepanus AaHTUKOHBYJIbCaHTaMU. bbuia
3apeructpupoBaHa  (QokanbHass  snwienTudopMHas ~— akKTUBHOCTH  Ha  OOI-
BUJCOMOHUTOPHUHIE, YTO TMOCIYXXWJIO OCHOBAaHUEM JUISl MPOJOJKEHHS JICUCHUS
AHTUKOHBYJIbCAHTAMHM, HO OINHKCaHHbIE MPUCTYINbl coxpaHsuimch. K 9 romam
ayToarpeccusi ycyryowsiach: KyCaHHWE $3blKa, BHYTPEHHEH NOBEPXHOCTH IIEK, IyO.
Pe3ynbTaThl MpoBEAEHHON 1a00PATOPHOM TUATHOCTUKU CBUAETEIHCTBOBAIM O TOM, YTO
C 4YeThIpeX JIeT y peOeHKa OTMEYalloCh MOBBIINIEHHOE COAEpPKAHUE COJEH MOYEBOM
KHCJIOTBI B MO4YE, a C & JeT cTaja HaOJIoAaThCid JUHAMHUKA TIOBBIIICHHUS YPOBHS
MOYEBOM KHCIOTBI B KpoBU. B Bo3pacTte 8.5 7ner HEBpOJOroM, Ha OCHOBAHUU
COBOKYMHOCTH KJIMHUYECKON KApTHUHBI W JTAOOPATOPHBIX MAHHBIX (TUIEPYPUKEMHUS U
TUTIEPYPUKO3YpHsi), BHEpBbIe ObUT 3amofo3per cuHapom Jlema-Huxana. B 9 mer
pebenok mnoctynuin B HUKW nemumaTtpum m neTCKOM XHPYpPrud HMEHU aKaJeMuKa
Benprumesa M3 P®, B orneneHre HACICACTBEHHBIX W BPOXKIACHHBIX 3a00JICBAaHUN C
HapyIIEHWEM TICUXUKH MJis YrIyOlleHHOTo oOcienoBanusa. Pu3nueckoe pa3BUTHE
peOeHKa OIIEHMBAIOCh KaK CpeaHee, TapMOHHYHOE. B HEBpOJIOTrHYecKOM cTaTyce
ONpEeNeNsIUCh TUNOTOHMS MBI (B pyKaX M NPOKCUMAIIBHBIX OTAENax HOr) U
CHACTUYECKUU TUNepToHyc (B JaucTainbHblXx otaenax Hor). Ilpu Y3U  nouek
OOHapy>KEeHbl THUIEPIXOTCHHbIE BKIIOYEHHS JO 2 MM, HEKOTOPhIE W3 HUX C
aKyCTHYEeCKON TeHbl0. BrepBble OBUIO MPOBEACHO HCCIEAOBAHME MOYH METOJIOM
BOXX-MC/MC, xoTopoe BBISBWIJIO TOBBIIIEHHBI YPOBEHb MOYEBON KHUCIOTHI (958
MMOJIB/MOJIb KpEaTHHWHA), YTO TMOATBEPIMIIO TMOJO3PEHUS HA JAMArHO3 CHUHApPOMA
Jlema-Huxana, U 111 OKOHYATENBHOTO JMarHo3a ObLIO PEKOMEHIOBAHO MPOBEICHUE
MOJIEKYJISIPHO-TCHETHYECKOTO0 HccienaoBanusa. B maboparopun JIHK-muarnoctuku
MI'HII PAMH (npodeccopom A.B. T1oysikoBBIM) METOOM MIPSMOTO aBTOMATHYECKOTO
cekBenupoBanus reHa HPRT1 BeisiBiena nenernus tpex Hykieotu0oB ¢.24 26delCGT B

NEPBOM JK30HE I'€Ha B TOMO3UTOTHOM COCTOSIHUH. Y MaTepu peOeHKa JaHHas MyTallus
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oOHapy»eHa B reTepO3UTOTHOM COCTOSIHUU, Y CECTPHI MPOOaHa MyTallKsl HE BBISIBIICHA.

Takum oOpa3oM, coueTaHUE XapaKTEPHBIX CHUMIITOMOB IO3BOJIHIIO 3aM0OJ03PUTh
cunapoMm Jlema—Hwuxana, HO TOJNBKO MpoOBEeAEHHE HccaeqoBaHUs MeTtogoM BIKX-
MC/MC noMornio nocTaBuTh AUArHo3, NOATBEPKACHHBIN pe3yabTaTaMy MOJEKYISPHO-
T€HETUYECKOT0 UCCIIEAOBAHUS.

Hegpexm mpancnopma kapuumuna (CUD). Manpuuk, poauics OT pOJCTBEHHOIO
Opaka (poauTenu — ABOIOPOAHBIE CHUOCHI), OT MEPBOM OEPEMEHHOCTH, MPOTEKABIIEH C
TOKCUKO30M, MOCJI€ CPOYHBIX POJIOB, C BHYTPUYTPOOHOI runotpodueii; Macca Tena npu
poxaenuu 2600 r, nnmuHa — 48 cm. Ha mepBom roay >ku3Hu HaONI0Janach 3ajeprkKka
(bU3MYECKOr0 U ICUXOMOTOPHOTO Pa3BUTHS (CAMOCTOATENBHO XOUTh Havai ¢ 1,5 ner).
B 310 ke Bpemst o 1abopaTopHBIM MOKa3aTesiM OblTa BhIsIBICHA Tskenast anemus (Hb
— 37 r/n), u Oblma Ha3HAYEHA Tepalus: Mpenaparsbl jKejie3a KOPOTKUM KypCoM,
MPeaHN30JI0H — 15 Mr/cyT, mepenuBanue KpoBH. B Bo3pacte 1 roga m 10 mecsies,
yepe3 1 mecdan mnocne nepeneceHHoro OPBU, mpou3ono yxXyJIlI€HHE COCTOSIHUSA:
MOSIBUJIUCH OJIBITIKA, CIa00CTh, TOBTOpHAs pBOTa. PeOeHKa ToCIUTaTU3MpOBAIN B
CTallMOHap, TIJA€ ObUIM BBISBICHBl KapAHOJOTMYECKUE W3MEHEHUs: TaxuKapus,
MPUTIIYLIIEHHOCTh TOHOB, pacUIMpeHue TpaHul] cepAua BieBo. [locne BeIMUCKH
CaMOYYBCTBHE YJIYUYIIUJIOCh, HO 4epe3 2 HEeAeId BHOBb NOSIBWIAch ojbllika. Ha
koHcynbTauuu B HIICCX um. A.H.bakynesa M3 PO, npu3zHakoB BpOKIEHHOI'O OPOKA
cepania He OOHAapy)XeHO, HO OBbUIM BBISBICHBI TUNEPTPODHS W IUIATAIUS JIEBOTO
KEJIyJI0uKa, U CHIIKEHHWE COKPATUTEIBbHOW CIMOCOOHOCTH MHOKapaa Ha 55-58%, mo
nanaeiM DXO-KI'. B Bo3pacTe 2-x jieT peOeHOK ObUT HalpaBjieH Ha OOCJIEeI0BAHHUE U
neuenre B HUKUW nenuatpuu U 1eTCKOM XUPYpruv UMEeHU akajgeMmuka BenbTuinera M3
P®. OH noctynui B OTAEIEHHE KapAUOJIOTHUHU B TSAXKEIOM COCTOSHUU C MPOSBICHUSMHU
octporo Oponxura (kajmoOamMu Ha BI@XHBIA  Kalllelb, HACMOPK, OJBIIIKY,
yromisieMocTh). [lo pe3ynbraram 7a0OpaTOPHBIX aHAJIUM30B OBLIM  BBISIBICHBI
CICAYIOIINEe OTKJIOHEHHUs: aHemusa, yckopenue COD (mo 20 ™Mwm/4), caBur
JeHKoMTapHOW (GOPMYJIBI B CTOPOHY HEWTPODUIIOB, YMEPEHHOE IIOBBIIICHHUE
KkpeatruHpocHOKUHA3HI (K®K), JAKTaTACTUIPOTCHA3bI (JIAD),

acnapratamuHotpacdepasbl (ACT). Ha peHTreHOrpaMMe IpyIHON KJIETKH BBIPAKCHBI
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MpU3HAKU OOCTPYKTUBHOIO CHHJpOMA: CEpJille MPOCKIMOHHO CMEUIEHO BIIEBO,
BEpXYIIKA OKPYTJIEHA, TyTH MO JIEBOMY KOHTYPY CIJIa>KEHBI.

Ha OKI' 6putn BeIsiBIeHB! npaBonpencepanas aputmus (HCC 84—-110 yn/mun),
ropuzoHTaibHass DOC, meperpyska JIEBOrO XeEJIyJI04Ka, TPAH3UTOPHOE 3aMEJJICHUE
BHYTPHKETYJAOYKOBOTO TMPOBEJEHUSI, TUMOKCUs MHokapaa (dneBanus ST, BbICOKHE
3youst T). Ha DXO-KI' BbisiBI€HBI NPU3HAKUA AWIATAIIMOHHON KapAHMOMHOMATHU C
YMEpPEHHON rumnepTpopret JIeBOro >KeIyJodka W CHHIXKCHHEM COKpPATHTEILHOU
cnocooHoctr Muokapaa. llo nmanmnsiM Y3U pasmepsl M CTpyKTypa II€YEHU HE
n3MeHeHbl. [locne Bcex MHCTpYMEHTaIbHBIX O0OCIE0BaHUM ObLI MOCTABIEH OCHOBHOM
JUArHo3: MOAOCTPbIA MHUOKAPJUT, HEAOCTATOUYHOCTh KpOBOOOpalieHusi 1 cTeneHu; u
COITYTCTBYIOIIUNA JUArHO3 — OCTpbId OpouxuT. [IpoBenmena antuOmormkoteparus (6
JHEN), KypC MPOTUBOBOCHANMUTENBHON Tepanuu MNPeIHU30J0HOM U MOJAAEP>KUBAIOIIAS
ko(akTopHas Tepanusi mpemaparamu: AkToBerwH®, Ilamanrmne®, Kamorten®, Dmbkape,
[Ipenykran®. [Ipu BbinKcke HabOMIOAANACH 3HAUUTEIbHAS MOJIOKUTEIbHAS JUHAMUKA B
BHJIE HOPMAJIM3AIlMUA COKPATUTENHHON (YHKIIMU MUOKap/ia, pa3MEPOB MOJIOCTU JIEBOTO
KEIyI0YKa, YMEHBIIICHHUS CTENEHU TUNEPTpoPuu MuUoOKap/a JIeBOTo xeiyaouka. Yepes
2 w™ecsina mpu KoHTposbHOM OXO-KI' Ha ¢Qone octporo OpoHXUTa OTMEYEHO
YXYJIIIEHHE BCEX IMapaMeTpoB 0€3 MPU3HAKOB CEepJEeYHON HeAaocTaTouyHOCTU. Jliis
HCKJIIOYEHHUS ayTOMMMYHHOTO Tpoiiecca Ha (JOHE XPOHUYECKOr0 TEUCHHUS MUOKApAUTa
ObLIO TPOBEJCHO OMNpEACICHUE ayTOAHTUTENl K MHOKapAy, M 10 MOJIYyYEHHBIM
pesynbTraraM ObUI Ha3HAY€H TMOBTOPHBIM Kypc mpeaHusoioHa (20 wmr/cyt), 4To
MPAaKTUYECKUA Cpa3y MNPUBEIO K IMOJOXKUTENIbHOW nuHamuke. [lomoOHbIe yXyauieHus
CUCTEMATHUYEeCKU MOBTOpsauCh npu 3aboneBanuu OPBU unu Oponxutom. Ha ¢one
aHTUOMOTHUKOTEpANIMU W Tepamuu mnpeaHu3ononom (12.5 mr/cyt) cocrosiHue Bceraa
yiaydmanoch ¢ Hopmanuzamnued nokaszateneil 9XO-KI'. PebeHok mpOKOHCYJIbTHPOBAH
SHJOKPUHOJIOTOM M OBbUI YCTAHOBJIEH JHMAarHO3: COMAaTOT€HHas 3aJiep’KKa pocTa,
BTOPUYHBII TUIOKOPTULIM3M, ObUIa Ha3HaueHa Tepanus mnpenaparom Koprede®
(TUIPOKOPTU30H), HA KOTOPOM OTMEUEHA MOJOXHUTENbHAs JUHAMHKA — PeOCHOK cTall
aKTHUBHEE, CHU3UJIACh YTOMIISIEMOCTb.

Onnako B Bo3pacte 3-x JieT ObUla OTMEYEHa pe3Kas OTpullaTelbHas AMHAMUKA
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COCTOSIHUSI, U PEOEHOK ObUT BHOBb TOCHUTAIM3UPOBAH B OTACICHUE KapJIUOJIOTUH
HUKW neguatpum U AETCKOM XHUPYpruM MUMEHHM akajaemuka Bemprumesa M3 PO.
CocTosiHHEe TpH NOCTYIUIEHUH — CpeaHeu Tsoxectd. [Ipu BhepBble NPOBEICHHOM
WCCIIEIOBAHUM CIIEKTPA aMHUHOKHCIOT M alWIKAPHUTUHOB KpoBU MeTogom BOXX-
MC/MC Obu1 OTMEYEH OYEHb HU3KUM YPOBEHb CBOOOJHOTIO KapHUTHHA — 2.9 MKMOJIB/N
npu HopMme 20—60 MKMOJIb/JI, HU3KOE COJIepKaHUE alleTUIKapHUTUHA —1.9 MKMOJIb/1
(Hopma 2-50 MKMOJIB/JI) U CyMMapHOE COJAEpKaHUE AlMJIKAapPHUTUHOB TaKke ObLIO
PE3KO CHIDKEHO — 2.7 MKMOJb/1 mpu HopMme > 18 mkmounb/n. M3mMeHeHHe »Tux
7a00OpaTOPHBIX MapKEpOB Jajd0 OCHOBAHUE 3aMOJIO3PUTH 3a00JIeBaHUE W3 TPYIIIBI
HACJIEJICTBEHHBIX e(PEKTOB 0OMEHA JKUPHBIX KUCIIOT.

C nme4yeOHON M MUAarHOCTHUYECKOW IIENIbI0 PEOCHKY OB HA3HAYEH JICKAPCTBEHHBIN
npenapat Jnbkap® (1eBokapHuTHH, S00 mr/cyT). [Ipu moBTOpHOM HCCleI0BaHUU Yepe3
10 nHeit oOHapy EHO HE3HAYUTEIHHOE IMOBBIIIEHUE YPOBHS CBOOOJHOTO KApHUTHHA B
KPOBH JI0 5.6 MKMOJIb/JI, IPU OTCYTCTBUM HAKOIUICHUSI OT/ACJIbHBIX allUJIKAPHUTHUHOB, U
CyMMapHO€ KOJUYECTBO AlUIKAPHUTUHOB OCTaBAJIOCh HU3KUM. AHAIU3 OPTraHUYECKUX
KHCJIOT MOYHM HE BBISIBUI JTUKAPOOHOBYIO allUypHUIO, YTO MO3BOJUIIO HUCKIIOUYUTH BCE
dbopmbl nedextoB TpaHncnopta u okuciaeHus KK u yka3piBano Ha HaIU4KME y MalbuHlKa
MEPBUYHOrO CUCTeMHOro Jeduiura kapHutuHa. Takum oOpa3om, y peOeHKa,
pOAMBIIETOCsT OT POACTBEHHOr0 Opaka, B KIMHUYECKOM CTaTyCce€ HMEJIH MECTO
KIIMHUYECKUE U J1abOpaTOpHbIE MPU3HAKH, XapaKTEepHbIE JJII CUCTEMHOTO AeduiuTa
KapHUTUHA: CIa00CTh, YTOMJISIEMOCTb, JWUIaTallMOHHAs KapAMOMHUOMATHs, 3aJIepikKKa
(bU3MYECKOr0 pa3BUTHUSA, MbIIIEYHAs] THUIOTOHMS, YBEIWYEHUE pa3MEpPOB IIECUCHH,
aHEeMUsI, TUTIOTJINKeMHsI, TutiepdepmenTemMus ¢ noseimenneM aktuBHocTr KOK, JIJIT™ u
ACT, KpailHe HU3KHI yPOBEHb BCEX COEIUMHEHHMI KapHUTHHA (00IIero, CBOOOJHOTO U
CBSI3aHHOTO aneTuiakapuuTuHa). B mabopatopun JJHK-muarnoctuku MI'HI] PAMH
(mpodeccopom A.B. IlonsikoBbIM) OBLIO OCYIIECTBICHO MOJEKYJISIPHO-TEHETUUECKOE
ucciaenosanne reda SLC22A5 w BbIsBICHA JelCUHMsA B TOMO3HUIOTHOM COCTOSHHHU,
3aTparuBaroias 3k30Hbl 8, 9, 10, 4TO MOATBEPANIIO YCTAHOBJICHHBINH AMArHo3. Takum
oOpa3oM, KapIMOMHUOMNATHs, OTCTaBaHWE (PU3MYECKOTO0 PAa3BUTUS U  JIPyTUe

KIMHHUYCCKUC HAPYHICHUA HMCIN MeTa00JINIECKOE IMPOUCXOKICHUC U ObLIH
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00yCIOBJIEHBI HATMYHEM NEPBUYHOTO CUCTEMHOTO JIepUIuTa KapHUTHHA.

N3-3a TOro, 4rto KIMHWUYECKas KapTUHA HE MO3BOJIA OAHO3HAYHO IOCTABUTH
JIMArHO3 U MPEINOJIOKUTh Halnyue y peOeHKa HaclIeACTBEHHOro 3a00ieBaHusl OOMEHa,
TO TOJIbKO TIpoBeneHue uccienoBanus MetogoM BOXKX-MC/MC nomorio mocTaBUTh
MPaBWIbHBIA TMAarHO3, MOATBEPKIACHHBIN pe3ylbTaTaMU MOJEKYJISIPHO-TEHETUYECKOTO
uccnenoBanusi. B Poccuiickoit denepannu 1uarno3 cUCTEMHOTO Ae(UIIMTa KapHUTUHA
OBLT yCTAHOBJIEH BIEPBBIE, COOTBETCTBYIOIIME JJAHHBIE B JINTEPATYPE OTCYTCTBOBAIIH.

Jegpuyum ouzuoponupumuounasvt. PeOEHOK, pOaUIICS OT MEPBBIX POJIOB B CPOK
(TU1aHOBOE KECcapeBO CEUEHHE), mMacca Tejaa Mpu poXIeHuw 3,5 Kr, aiuHa —57 cM;
olleHKa mo mkane Anrap 8/9 OamnoB. Ponutenu peOeHka B KpPOBHOM POJICTBE HE
cocrosmi. Ha 3—4 nenp mociie poXIeHUS OTMedalach HEOHATajbHAas JKEJITyxa, C
MMUKOBBIM YPOBHEM OunmupyOuHa 254 MKMOJB/J, KOTOPBIA HOPMATH30BAJICS TIOCIE
dotorepanuu. B Bo3pacTe 2-X JeT u3-3a 3aJEPKKU PEUEBOTO PA3BUTUS U TUIOXOTO
3pUTENIBHOTO KOHTaKkTa OblI OTIpaBiieH B ornaeienue renetukun HUKU nenuarpuu u
JNETCKOM XUpypruu uMeHu akajemuka Benprumea M3 P®. B anamuese
OPUCYTCTBOBAJIA: 3aJIepKKa IICMXOPEUEBOr0 pPa3BUTUA C NPU3HAKAMH ayTU3Ma,
¢uznueckoe W JBUTATEIBHOE pPAa3BUTHE COOTBETCTBOBAJIO BO3PACTHBIM HOpPMaM,
HEBPOJIOTUYECKUX OTKIOHEHUH BBISIBIIEHO HE OBLIO.

[TokazaTenu KIMHUYECKOTO U OMOXMMHYECKOTO aHaju3a KPOBH OBLIM B HOpPME.
AHanu3 MypUHOBBIX M MUPUMUIUHOBBIX OCHOBaHUI B Moue MeTonoM BDXX-MC/MC
MOKa3aJ HaJu4ue MOBBIIIEHHON SKCKPEUUH TUTUIpoypalniia, ypanuia, TaMuHa. [locie
POBEICHNUS] OMOXMMHMYECKOW JMArHOCTUKH C TOJ03pEHHUEM Ha JeUIUT JAUTHUIPO-
MUPUMHUANHA3bI, ObUIO HA3HAYEHO I'eHEeTUYECKOe TeCTUpoBaHue MyTanuii B rene DPYS.
B nma6oparopun JIHK-munarnoctuxkn MI'HIL PAMH (nipodeccopom A.B. IlossikoBeIM) B
pe3ysibTare MPOBEAECHHOIO0 MOJEKYISPHO-T€HETUYECKOIO0 UCCIEAOBAHUS JAHHOIO T'e€Ha
BBISIBIICHBl JIBE MYTallMM B TE€TEPO3UTOTHOM COCTOSIHUM, 4YTO MOATBEPAUIO
YCTAHOBJICHHBIN JUArHO3.

Takum oO0pa3om, KIMHUYECKas KapTHHA HE TMO3BOJSJIAa OJHO3HAYHO TMOCTABUTH
JMArHo3 W MPEIO0JIOKUTh HaIMUKe y peOCHKa HacleCTBEHHOTO 3a001eBaHusl oOMeHa

NypUHOB M TMHUPUMHUIMHOB, TaK Kak OBUIM TMPEANOCHUIKA K JAMArHO3y ayTU3M WIIU
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HAPYLICHUS ayTUYECKOrO0 CIIEKTpa, M TOJBKO TOCJIE MPOBEICHUS HCCIEHOBAHUS
MetogoM BOKX-MC/MC Obi1 mocTaBieH MPaBUIBLHBIA JHArHO3, MOJATBEPKICHHBIN

pe3yibTaTaMi MOJICKYJIIPHO-TCHETUYCCKOI'O UCCIICIOBAaHM.

3.5. JInarnoctudeckasi 3 HaUMMocTh MC-MapKepoB HacJie[ICTBEHHBIX 00J1e3Heil
o0MeHa BellecTB

3.5.1. Iloomeeportcoenue ouazHocmuueckoi 3Ha4YUMOCHU OCHOBHBIX (K1ACCUUECKUX)

Mapkepos, onpedenaemuvix XpoMamo-macc-CReKmpomMempudecKuMu Memooamu

[Ipu cpaBHeHMM MeIHWAaH C MHTEPKBAHTUJIBHBIMU JHANa30HAMH JJIs MapKEpPHBIX
MeTa00IUTOB y 00CIIEIOBAHHBIX U3 TPYIIbl CPABHEHUS U Y MAIUEHTOB C BBHISIBICHHBIMU
HBO Bemects BuaHo ux 3Hauumoe (B 10-100 pa3) paznuuue. B kauectBe nmpumepos
MPUBEICHO CPAaBHEHHE YPOBHEH MapKEpHBIX METa0OJUTOB Yy OOCIEJOBAHHBIX U3
IPYIIbl CPABHEHUS U Yy MAIMEHTOB C BblsiBieHHBIMU HBO amuHokucnor: eHuinkero-
Hypueit (06onee yem B 100 pa3), HEKETOTHMYECKOW THUNEPTIMLMHEMUEW U THUIEP-
aMMoHHeMuel (pUCyHOK 12), OOJE3HBIO «KJIEHOBOIO CHPOMNAa» W AapruHUHEMUEH

(pucynok 13).

¢, MKMOJIb/JI
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Pucynox 12 — CpaBHeHHE YypOBHEH MAapKEpHBIX METAa0OJIMTOB Yy OOCIEIOBAaHHBIX M3 TPYIIIBI
CpaBHEHMS M y TMALMEHTOB ¢ (PEHUIKETOHYpHEH (quarHocTHueckuil mapkep — ¢enunananuf (Phe)),
HEKETOTHYECKOM  TumeprivuuHeMuen  (quarHoctuueckuit mapkep — rmmmuuH  (Gly)) wu
rUrnepaMMOHHEMHEH (IMarHOCTUYECKUi Mapkep — ananuH (Ala)).
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¢, MKMOJIB/JI
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Pucynox 13 — CpaBHeHue ypoBHEW MapKepHBIX META0OJUTOB Y OOCIEIOBAHHBIX U3 TPYIIIBI
CpaBHEHHMsS M Yy TMAaIMCHTOB C OOJE3HBbIO «KIEHOBOTO CHpOMa» (IMAarHOCTUYECKUNA Mapkep —
CYMMAapHBIN TOoKa3arenb (neinua+uzoneiinuH) (Xle)) u aprunnHeMueit (IMarHOCTUYECKU MapKep —
aprutuH (Arg)).

OO6pamiaer Ha ceOs1 BHUMAHUE, YTO y MAIIMEHTOB C METUIMAJIOHOBOM anuaemMuen
YpPOBEHb OCHOBHOT'O MapKepa JaHHOW NaToJoruu — mnponuoHuikapuutuHa (C3)
3HAQUUTEJIBHO BBIIIE IO CPAaBHEHUIO C TAKOBBIM Yy OOCIJIEIOBAHHBIX W3 TPYMIIBI
CpaBHEHMS, TOTJa KaKk y TAlIMEHTOB ¢ TOMOIMCTUHYpUEH HaOIogaeTcs
MPOTUBOMOJIOKHAST TEHACHIMS — y NAlMEHTOB C MaTOJIOTUEH YpOBEHb OCHOBHOIO
Mapkepa — MeTHoHHWHA (Met) HIKE MO CPaBHEHHUIO C TAKOBBIM Yy OOCJIEOBAHHBIX M3

rpyIIbl cpaBHEHUs (pUCYHOK 14).
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B I'pynna cpaBuenus [ I'pynna nanuneHToB

Pucynox 14 — CpaBHeHHE YpOBHEH MAapKEpHBIX METAa0OJIMTOB Yy OOCIEIOBAaHHBIX M3 TPYIIIBI
CpaBHEHUS M Yy TAIUEHTOB C METWIMAJIOHOBOM amujemMued (IUarHOCTUYECKHM Mapkep —
nponuoHIWIKapHUTHH (C3)) ¥ TOMONIMCTUHYpUEH (IUarHOCTUYECKUI Mapkep — MeTHOHUH (Met)).

Tennenuust 3Haunmmoro (B 10-100 pa3) pasznuuus 3HAYECHUM MeauaH

JMAarHOCTUYECKUX MeTabonuToB y mnanueHToB ¢ HBO BemiecTB mo cpaBHEHHIO C
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TaKOBBIMU y 00CIJIETOBAaHHBIX U3 I'PYIIIbl CPAaBHEHUS HaONIOJANach U IPH HAPYIIEHUIX
0oOM€Ha OpraHn4YecKux KUCIoT (pucyHku 15 u 16).
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Pucynok 15 — CpaBHeHUe ypoBHEH enymapogoul kuciomul y 00CIETOBAHHBIX U3 TPYIIBI CPABHEHUS U
y MalMEHTOB C MIyTapoBOH anuaeMuei.
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¢, MMOJIb/MOJIb KpeaTHHNHA
160

140

120

100

80

60

40

20

B I'pynna cpauenns [l T'pynna nanueHToB

Pucynok 16 — CpaBHeHHE YPOBHEU HSMUIMALIOHOB0U KUCIOMbL Yy OOCIEIOBAHHBIX W3 TPYIIIBI
CPaBHEHHUS U y MAIMEHTOB ¢ JEPUIIMTOM KOPOTKOIEMOUeYHbIX ami-KoA-neruaporexas.

Heobxoaumo OTMETUTh, YTO NpPU MPOBEACHUM NOJOOHBIX CpPaBHEHUW s
MapKepHbIX  METa0OJMTOB  MEPOKCHUCOMHBIX  OoOJe3Hel  3HauMMble  pas3inyus
MPUCYTCTBOBAIM TOJBKO Yy Tekcako3aHoBou (C26:0), ¢uTaHOBOW U MPUCTAHOBOMU
KHUCJIOT, @ TakXKe JUArHOCTUYECKH 3HauuMoro cooTHomeHusi C26:0/C22:0 (pucyHok
17); y 6erenoBoit (C22:0) u nurnouepunoBoi kuciot (C24:0), a Takke COOTHOUIECHUS
C24:0/C22:0 >tu pa3nuyusi ObLIM CTaTUCTHUYECKH HE 3HAYUMBI, U MO3TOMY HE WMEIH

JMArHOCTUYECKOW 3HAYMMOCTH (pUCYHOK 18).
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¢, MKMOJIB/JI

C26:0 duTaHoBasi KHCJI0TA IIpucranoBas KUCJI0TA CCO ;;-I:)(;gl;;-?)e
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B TI'pynna cpaBuenus [ I'pynna nagueHToB

Pucynok 17 — CpaBHeHHE YpOBHEW NUArHOCTUYECKH 3HAYUMBIX MAPKEPHBIX METa0OJIUTOB
MEPOKCUCOMHBIX OoJie3Hel y 0OCIeNOBaHHBIX W3 TPYNIbl CPABHEHUS W Yy IMAIMEHTOB C JAHHOW
HaTOJOTUEN.

¢, MKMOJIB/JI

C22:0 C24:0 Coornomenne

C24:0/C22:0
7.0

30 6.0

5.0

60 4.0

3.0

40 2‘0
1.0 ﬁ

20
0
0 -1.0

B TI'pynna cpaBuenus B I'pynna nanuentos

100

Pucynok 18 — CpaBHeHue ypoBHEH AMarHOCTHUYECKH He3HAYUMbIX MAPKEPHBIX META0O0IUTOB MEPOKCH-
COMHBIX 00JIe3HEH y 00CIeI0BaHHbBIX U3 TPYIIBI CPABHEHHS U Y TAIIMEHTOB C TaHHOW MaTOJIOTUEH.

Tennenuuto 3Hauumoro (B 10-100 pa3) pasnuuus 3HAYCHUN MeauaH
JTUArHOCTUYECKUX MeTabonutoB y mnanueHToB ¢ HBO BemecTtB mo cpaBHEHHIO C
TaKOBBIMH

y OO0CJIEeIOBAaHHBIX M3 COOTBETCTBYIOIIEW TIPYIIIBI CPAaBHEHHS TAKXKE MOYKHO OBLIO
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NpOCHEAUTh NPU HApPYLIEHUAX OOMEHa IypHUHOB W NUPUMUAMHOB. B kadecTBe
IPUMEPOB TPUBEJICHO CpPaBHEHHE 3HAYEHUH MeAHaH MAapKEpHbIX METa0OIUTOB Yy
NAlMEHTOB C JAeQUIUTOM JIUTHAPONUPUMHUANHA3bI M HACIEACTBEHHON OpOTOBOM
armunypuerr | Ttuma (pucyHok 19) u peduummrom mnypunnHykieo3undochopuaazsl

(pucyHok 20) ¢ JaHHBIMU y 00CTIEJOBAHHBIX U3 COOTBETCTBYIOUIUX TPYII CPABHEHMUSI.

¢, MMOJIb/MOJIb KpeaTHHHHA
Jurnapoypanmia OpoToBasi KHCJI0Ta

250
200
150
100
50 i
0 - i—

B I'pynna cpaBrenns B TI'pyunna nanuentos

Pucynok 19 — CpaBHeHue YpOBHEW MapKEpHBIX METa0OIUTOB Y OOCIICTOBAHHBIX W3 TPYIIIBI
CpPaBHCHHUS M Yy TAIMEHTOB C AC)UIUTOM IJUTUAPONUPUMHUIUHA3EI (IUATHOCTUYECKUI Mapkep —
JUTHUAPOYpPALIUII) U HACIEACTBEHHOM OpOTOBOM amuaypuu | Tuma (IMarHOCTHYECKUN Mapkep —
OpOTOBasl KUCJIOTA).
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¢, MMOJIb/MOJIb KpeaTHHHHA
I'yano3un Jle30kcHTIyaHO3UH

40
35
30
25
20
15
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[,

0 e — ﬁ

B I'pynna cpaBHenus [ I'pynna nagueHToB

Pucynox 20 — CpaBHeHHE YpOBHEH MapKEpHBIX METAa0OJIMTOB Yy OOCIEIOBAaHHBIX M3 TPYIIIBI
CpaBHEHHMsI M y TAIMEHTOB C BBIABICHHBIM JAePUUIUTOM IypUHHYKJIEO3uA(PochopuIasbl
(ZInarHocTU4ECKUE MapKephl — T'yaHO3MH, AE30KCUTYaHO3MH).

Takum 00pa3oM, MpUBEECHHBIE BBIIIE TPUMEPHI MOATBEPKIAET TUATHOCTUUECKYIO
3HAYUMOCTh OMOXHMHUYECKUX MapKepoB, OTPEICIISIEMBIX XpoMaTo-Macc-
CIIEKTPOMETPUYECKHUMU METOJAMHU B HACTOSIIEM MCCICIOBAHUU, IMPU IPOBEACHUU
nrarsoctukn HbO aMHMHOKUCIIOT, aljIKapHUTUHOB, opranndeckux kuciot, JALDKK, a
TaK)K€ MyPUHOB M NMUPUMUIMHOB. Il0 pe3ynpraram ucciienoBaHusl THATHOCTUYECKAs
3HAYUMOCTh JIOKa3aHa Uil TaKUX MapKepOB IMEPOKCHCOMHBIX Ooje3Hed Kak

rekcako3anoBas (C26:0), ¢uraHoBas U OpUCTAaHOBAs KUCIOTHI, a TAKKE COOTHOUICHUS

C26:0/C22:0.

3.5.2. /luacnocmuueckasn 3nauumocms 00ONOJTHUMENbHBIX MAPKEPO8, ONPEOeIAEMbIX
XPOMAMO-MACC-CREKMPOMEMPUUECKUMU MEMOOaAMU

Ha pucynke 21 npencraBineHna teninoBasi KapTa ¢ IEHAPOTPAMMOM ISl TAIIUEHTOB

¢ BbIiBICHHBIMH HBO aMUHOKHCIOT M anMIKaApHUTUHOB, Ha KOTOPOM B CTPOKax

MPECTABIICHBI IAaHHBIEC TI0 KAXK/IOMY IMAIIUEHTY C BBISIBIICHHOW MaTOJIOTHEH, B CTONOIaX

— M0 aHAIM3UPYEeMbIM MeTaboJuTaM, a MOTEHIHMAIbHBICE MapKepbl CrPYHITHPOBAHBI

C IOMOLIBIO KJIIACTCPHOI'O aHAJIN3a.
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Pucynox 21 — TemsnoBas kapra ¢ JeHApOrpaMMod Npoduiasi aMHHOKUCIOT U alWIKApHUTHHOB Y
NAIMEeHTOB C HApYUICHUSAMU OOMEHa 3THUX BEIECTB (OTHOIICHHWE KOHIIEHTPALUH JUArHOCTHYECKHX
MapKepoB K UX CPEeTHEMY 3HAUEHHUIO B KOHTPOJIbHOM TPYIIIie COOTBETCTBYET IIBETOBOM IIIKAJIE).
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[Ipu moapoOGHOM pacCMOTPEHUU AAHHBIX, MPEJCTABICHHBIX B MPAaBOM BEPXHEM
yIJIy JAHHOW TEIUIOBOM KapThl, OTMEYAETCS CHUKEHHE YPOBHS KOPOTKOLETOYEUHBIX
U JIJTMHHOLIETIOYEYHBIX AllUJIKAPHUTUHOB B KPOBHU Yy MAalMEHTOB ¢ (EHWIKETOHYpUEH
[0 CPAaBHEHUIO C TAKOBBIM Yy 0OCJI€IOBAaHHBIX U3 TPYIIIbI CPABHEHHUS, IPU COXPAHECHUU
COAEPKAHUS CPEIHELENOYEYHBIX AUWJIKAPHUTUHOB. JTHU JAHHBIC MOJITBEPKIACHBI IS
anmnkapuutuaos  C12, Cl4, Cl4:1, Cle, Cle6:1, C18, Cl18:1, C5, C50H
HemapaMmeTpuueckuM kputepuemM ManHa-Yutaun npu p < 0.05. Takum oOpasowm,
AlUJIKAPHUTUHOBBIN MPOQUIbL MOXKET OBbITh MPEJI0KEH B KAYECTBE MOTEHI[MATBLHOIO
JOTIOJIHUTENIBHOTO MapKepa MpHU MOrPAaHUYHBIX MTOKa3aTesax (heHWIalaHHa.

TenneHUUs] K CHUXKEHUIO PA3JIMYHBIX TMOKa3aTelel aluiIKapHUTUHOBOTO MPOQus
(KOpOTKO-, U CpellHE-, U JUIMHHOIEMOYEUHBIX AlMJIKAPHUTUHOB) TaK)Ke HaOJIogaeTcs
y MaUMEHTOB C LUUTPYJUIMHEMHUEW M HEKETOTUYECKOW runepriavuuHeMued. HecMmotps
Ha TO, YTO 3TH, MOJYyYECHHBIC BIEPBbIC JAHHbIC, HE JIOCTATOYHBI JJIs1 (POPMYITUPOBKU
3HAYMMBIX CTAaTUCTHYECKUX BBIBOJIOB, OHH, OIPEIECIICHHO, SBJISIOTCS OCHOBAaHUEM
Ul TIPOBEAECHUS JANbHEUIIMX MCCIENOBAHUM IO BBISBICHHUIO TPYIIT MapKEPHBIX
MeTa0oMTOB Wia quarnoctukn HbO aMHHOKHCIIOT.

Jns penkux 3aboneBaHuil cHeUUIHOCTh HAMHOTO OOJiee BaXKHBIA Tapamerp,
9YeM 4yBCTBUTEIBHOCTH, IOITOMY TECTHI C BHICOKOH CIENU(DPHUIHOCTHIO SBISIOTCS OoJiee
muarnoctudecku d¢gdexkruBHbiMu [240]. Ha pucynke 22 npeacrtaBieHa ROC-kpuBas

IUIsl CyMMbI HOpPMAJIM30BaHHBIX MTOKa3aTesnel auunkapHuTuHOB (C12+C16).

10—

067

YyBCTBUTEJIBbHOCTH

AUC =09843 p<0,05

00 T ¥ T T

Cneuu(pn4HOCTH

Pucynok 22 — ROC-kpuBasi 411 CyMMbl HOpMaJIN30BaHHbIX alIKapHUTHHOB (C12+C16).
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Bricokoe 3Hauenue miomaau noa kpusou (6osee > 0.9), cnenuduyHocTtu (6JIU3KO
Kk 100%) wu uyBcTtBUTENbHOCTH (BbIIE 80%) MO3BOJSIIOT MPEMIOXKHUTh JTAHHBIN
MOKa3aTelb B KAYECTBE MOTEHIIMATBLHOTO BTOPUYHOTO MapKepa (PEHUIKETOHYPHHU.

HecomuenHo, a1 TMarHoCTUKU (DEHWIKETOHYPUHU YPOBEHb (DeHMIIaIaHUHA — OJTUH
U3 CaMbIX 3HAYMMBbIX JUATHOCTUYECKUX MApKEPOB MO CPABHEHUIO C IPYTHUMU (PUCYHOK
23), HO JanbpHelllee u3ydyeHue npoduiis aluiIKapHUTHHOB JACT BO3MOXXHOCThH C €ro

nomMouibo 1uddepeHurpoBaTh GEHUIKETOHYPUIO OT IPYTHUX rumnepdeHmIalaHuHEMUM.

047

YyBCTBUTEJIBHOCTH

AUC = 0,955, p< 0,05

Cneuu(pn4HOCTH
Pucynok 23 — ROC-kpuBas Ui peHnIagaHuHa MpH GEeHUIKETOHYPHH.

Ha pucynke 24 npencraiieHa TeIUIOBask KapTa ¢ JCHAPOrPaMMOM JJIsl TALIUEHTOB C
HBO nypuHOB M NUPUMHUAMHOB, HA KOTOPOM B CTPOKAX MPEJCTABICHBI JAHHBIEC IO
KaXJIOMY TAllUeHTY C BBISIBICHHOW MAaTOJOTHEH, B CTONOIAX — MO aHaIU3UPYEMbIM
MeTaboauTaM, a MOTEHIMAIbHbIE MapKephl CIPYMNIHUPOBAHBI C MOMOIIBIO KIIACTEPHOTO
ananuza. llpm ee mnoapoOHOM aHaNM3€ MOMKHO YBHAETh, 4YTO Y TMAI[MEHTOB C
HEOMNpEJCICHHON TMAaToJ0Tue TpU HEU3BECTHBIX 3a00JIeBaHUs 1O IyPUHOBOMY
npopuiI0 0O4eHb OJM3KU K JePUIUTY TUTHAPONUPUMHUHUIA3BL, ABA TPO(uis OIU3KU K
npodunto oporoBoit anuaypuu | tuna m oauH npoduis OauU30K K cuHApoMy Jlemia-
Huxana.

JlaHHbIE TpPUMEpPHI TMO3BOJISIIOT C YBEPEHHOCTHIO CKa3aTh, UYTO HEpapXUUECKU
KJIACTEPHBIA aHAJIN3 MOXET CIY>KUTh HAJIC)KHBIM MOMOIIHUKOM JI€4allluM BpayaM MpH

nmocTaHoBKe AuddHepeHInaIbLHOTO JHArHO3a.
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4. AnrrIpoNUPUMAIMHaIB
Moynna CpapHesna

Hacn xcanTmypna

HaCcH ¥CanTUHypa

HaCn xCanTumypua
NaToONO MR He oNpesenexsa
C-m New-HuxaxHa

C-m New-Huxana
NaToNOruA He onpelenexa
C-Mm New-Huxana
NATONOMA Hé ONpalene~a
NATONOMA He ONpesenexa
Oporosas ausaypna 1 Tuna
NATONOMA He ONpesenexa
Oporogas ausaypns 1 Tna
NaTONOrMA He onpejensxa
OpoTosan aunaypus 1 Tvna
Mpynna cpasHenns
NATONOTMA HE ONPelenexa
A. nypus-HyxNeo3nn-Qocdopunalel
FpynNna CpasHeNna

A, NyPRs-HyrNeoInN-QoCDOPUNAIn:
Mpynna cpasuesna

Fpynna cpasHeHns

Mpynna cpasHenns
NaTonoria He onpejenexa
Fpynna cpasHeHsns
Oporosan ausaypus 1 Tuna
Mpynna CpasHenns
NATONOMA HE ONpalene=a
NATONOMA He ONPalenexa
L. AnrnaponvipUMnI 2ernaporeHai
Mpynna cpasHenns

B pynna cpasHesns
Mpynna cpasHeHns

Fpynna cpasHerns

pynna cpasHerms

Fpynna CpasHenns

Fpynna CpagHeHnsa

Fpynna CpasHexna
NATONOIMA Me ONpedenexa
NATONOrMA He ONpegenexa
FAOPNOC 1rvna
NaToNOrMA He onpegenexa
NATONOrMA He oONpejenexa
Fpynna cpagHenna

Fpynna CpasHenns

Fpynna CPasHenna
NaTONOTMA Hé ONpalenexa
Mpynna cpasHex#a
NATONOrMA He ONpejsenexa
NATONOMA He ONpesenexa
NAToONOrMA He onpejsenexa
Mpynna cpasHesns

Fpynna cpasHeHns
NaToNOrMA He ONpesenexa
Fpynna CpasHenns

Fpynna CpasHennsa
NATONOIMA HE ONPESeNena
Mpynna cpasHexna

Mpynna cpasHesna

Mpynna cpasHesns

Fpynna cpasHesns

Fpynna cpasHesns
NATONOrMA He onpejenesa
Fpynna cpagHenns

MpynNna CPaBHennA

pynna CPABHEHnA

Mpynna CpasHenna

Mpynna cpasxesna

Mpynna cpasxesns
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o

Pucynok 24 — TennoBast kapTa ¢ JA€HAPOrpaMMOi npoduiIsi MypuHOB U MUPUMUAMHOB y MALUEHTOB
C JAHHBIMHU HapyILICHUAMH (OTHOLIEHHE KOHLIEHTPALMU JUArHOCTHYECKMX MapKepOB K UX CPEAHEMY
3HAYEHUIO B KOHTPOJIbHOM IPYIIIIE COOTBETCTBYET LIBETOBON LIKAJIE).
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Mexy HEKOTOPHIMH MapKepaMu U TpPYININaMd MapKEpOB, OTOOPaHHBIX MO
pe3yibTaram KilactepHoro aHanusza (pucynku 21 wu  24), Obu1  mOpoBeacH
KOppesIMMOHHbIM  aHanu3 (Tabmuubl  A.9-A.16 B npunoxenuu). Pe3ynbTaThl
KOPPEJSIMOHHOIO aHalan3a M300pakeHbl B BUJE PUCYHKOB, HA KOTOPBIX ACICHUSMHU
0003Ha4YeHbl OCH aOCIUCC M OpAMHAT JJI TUCTOTPaMM, IO JAUAroHald PacHoJIOXKEH
rpaduK pacrpefeneHuss KOHIUEHTpPAlMM KaXJ0ro MapKEpHOro MeTaboiauTa; moj
JIMAroHaNbI0 MPEJCTaBICHbl IpadUKU KOPPEISIIUOHHON 3aBUCUMOCTH MEXIY JBYMS
MIEPEMEHHBIMH, HaJl IMArOHalbl0 — 3HAYEHUs KOA3(PPUIIMEHTOB KOPPEISALHUN U YPOBHH
UX 3HAYUMOCTH.

Kak u oxwupanoch, Hanbosiee MeTabOIMYECKU OJIU3KUE COCIUHEHUs, HAIpPHUMED,
KOPOTKOIICTIOYEYHBIC AI[MJIKAPHUTUHBI, HWMENN HanOoJiee BBICOKYIO KOPPEIAIUs

(pucyHok 25).
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Pucynok 25 — Pe3ynbTaThl KOppEISIIMOHHOTO aHajdW3a B IPYINIE MapKEPHBIX KOPOTKOLENOYEYHBIX
AIWJIKAPHUTUHOB (p — YPOBEHb 3HAUUMOCTH).

OnHako KOppemsiMOHHAs B3aMMOCBS3b MPOSBISUIACE W CPEad METaOOJIMYECKH
c1a00 CBSI3aHHBIX AMHHOKHCIIOT, HAIpUMEpP, METHOHMHOM M THPO3UHOM, a TaKkKe
COAEPKAHUE OPHUTHMHA MMEJIO JOCTATOYHO BBIPAKEHHYIO) KOPPEIALUIO C YPOBHIMU
aClaparvHOBOM KHUCJIOTHI, TJIMIMHA W TJIYTAaMUHOBOM KucinoThl. ConepkaHue
MOCIIETHEN, B CBOIO OYEpEelb, KOPPEIUPOBAJIO C YpPOBHSAMHU TJIMIWHA, AQIAHUHA,

acraparnHOBOM KUCJIOTHI M OPHUTHHA (PUCYHOK 26).
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Pucynok 26 — Pe3ynbTaThl KOppensSUOHHOIO aHaJN3a B IPYIIe MapKePHBIX aMUHOKUCIIOT (p —

YPOBEHb 3HAYMMOCTH).

Bricokyto koppensanuio cBobonnoro kapautuHa (CO) ¢ anerunkapautuHoMm (C2)

u OytupunkapHuTUHOM (C4) MOATBEPKIAIOT Pe3yJIbTaThl KOPPEJSIMOHHOTO aHau3a,

MPEJICTABICHHBIE HA PUCYHKE 27.
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Pucynok 27 — Pe3ynbpTaThl KOPPEISLMOHHOIO aHAJIW3a B TPYMIE MapKEPHBIX AlMIKAPHUTHHOB (p —

YPOBEHb 3HAYMMOCTH).

Bricokas koppensiuust MeXAy BCEMH MapKepamu,

BXOJAIIUMU B TPYIILY

JJIMHHOICIIOYCYHBIX AllHAJIKAPHUTUHAMU, IMO3BOJISICT HMCIIOJIB30BATh NAHHYIO T'PYIIITY

MapKepoB KOMILJIEKCHO, TO €CTh B BUJE €AUHOTO MPpodus (PUCYHOK 28).
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PI/IcyHOK 28 — Pe3yHBTaTLI KOppeJBII_[I/IOHHOI‘O aHaJIn3a B prHl'Ie JJIMHHOUICIIOYCYHBIX

alWIIKapHUTUHOB (ypoBeHb 3HaunumocTu p < 0.001).

B rpymre a30TUCTBIX OCHOBaHU UMEETCS BBICOKAs KOPPEIALMS BHYTPHU IMOATPYIII
U IYPUHOB, U NHUPHUMHUAUHOB, U OTCYTCTBHE 3HAYMMBIX KOPPEJLSIUNA MEXKIY ITUMH

NOArpyNIaMu (PUCYHOK 29).
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Pucynok 29 — PesynbTarhl
YpOBEHb 3HAYMMOCTH).

KOPPEJSALMOHHOIO aHajgu3a B IPyIIE IMYyPUHOB U NMUPUMUAMHOB (p —
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Heo6xonumo 3amMeTuTh, 4TO BHYTPHU MOJACPYIN Kak MypUHOB, TaK MUPUMHUIUHOB
HE BCE MAapKEPhl XOPOIIO KOPPEIUPYIOT MEXAy Cco0oil. Mexay HEKOTOPBhIMU
MeTaboauTaMu MmypuHOBOro (pucyHok 30) U mUpUMUAUHOBOTO (pUCYHOK 31) 0OMEHOB

KOPPCIHIINOHHBIC 3aBUCUMOCTHU ITPAKTUYCCKH OTCYTCTBYIOT.
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Pucynok 30 — Pe3ynpTrarhl KOPPESIIIHOHHOTO aHAllM3a MEXIy HEKOTOPHIMH METa0OoIUTaMu
IypUHOBOTO 0OMeHa (p — ypOBEHb 3HAYMMOCTH).
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Pucynok 31

- PeBy.]'IBTaTBI KOppCIINUOHHOTO aHalin3a MCKAY HCKOTOPbIMU MeTabOoIUTaMuU

MUPUMHUIUHOBOTO OOMEHa (p — ypOBEHb 3HAUUMOCTH).
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[lo pe3ynbpTaTam KJIAaCTEPHOIO aHajIW3a CHIBHO KOPPEIHPYIOLIUME MEXIY COOOM
OpPraHUYEeCKUEe KHUCIOTHl MOYKHO CTPYINIMUPOBATh B IMOJATPYIIIBI, MPEICTABICHHBIE Ha
pucyHkax 32—35, npu aHanu3€e KOTOPBIX MOXKHO OTMETUTh HAIMYUE KOPPEIALUN MEXKIY

MapKepamu, Ka3ajaoch Obl, XUMUYECKU U META00IMYECKU JAJCKUMU APYT OT JIpyTa.
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Pucynok 32 — KoppensunoHHBIE CBSI3U MEXKIY IJIyTapoBOH, 3-THAPOKCHU-3-METHITITYTapoBOil,
TUIITYPOBOM U (DEHWIMOJIOYHON KUCIIOTaMU (p — YPOBEHb 3HAUUMOCTH).
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Pucynok 33 — KoppensinoHHbIE CBSA3H MEXAY M30BaJIEpUAaHOBOM, 3TUIMAJIOHOBOM, 3-METHII-2-0KCO-
BaJICPHAHOBON U 4-METUII-2-OKCOBAJIEPUAHOBOM KUCIOTaMH (p — yPOBEHb 3HAUUMOCTH).
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Pucynox 34 — KoppensuoHHBIE CBA3M MEXAY aIUINHWHOBOM, STUIMAJOHOBOH U CyOepHHOBOMH
kucinoramu (ypoBeHb 3HaunMocTH p < 0.001).
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Pucynok 35 — KoppensaunoHHbIe CBA3M MEXIY T'MAPOKCUMACISHOM, 3-METHII-2-0KCOBAJIEPHAHOBOM,
4-MeTnin-2-0KCOBaJEpPUAaHOBOM,  TMAPOKCUU3OKAIIPOHOBOM M TOMOIE€HTM3MHOBON  KHCIOTaMH
(p — ypoBEHb 3HAYMMOCTH).

AHalM3 HSKCIEPUMEHTANbHBIX JaHHBIX, MOJYYEHHbIE B HACTOSIIEM MHCCIIEIOBaHUH,
MoKa3aj, yTo Oiarojapsi 3HaYMTEIbHOMY YBEJIMYEHHE 4YUCla U 00bEMOB BBIOOPOK C
MOCJEAYIONIUM CO3/JaHUEM Ha UX OCHOBE MAaCCHBOB JaHHBIX MOSBIISIETCS BO3MOXKHOCTD
UCIOJB30BaTh MapaMEeTPUUYECKUE KpPUTEPUM, TPUMEHUMBIE B pa3HBIX BHUAAX
CTATUCTUYECKOTO aHaIu3a (Harpumep, KIACTEPHOM U KOPPEIAIIMOHHOM), YTO, B UTOTE,
MO3BOJIUT BBISIBUTH HOBBIE MapKepbl, WU LieJble MapKepHble MPOdUIN, MO3BOISIOIINE

npoBouTh nuddepernuanbayto auarHoctuky HBO BemectB Oonee 3¢ddexTruBHO.
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3.6. BriiloueHue XpoMaTo-Macc-CeKTPOMETPUYECKUX METOA0B UCCIeT0BAHUS

B AJITOPUTMBbI THATHOCTUKHU HACJIeCTBEHHBIX 00JIe3Hell 00MeHa BellecTB
COBOKYITHOCTh PE3YJIbTATOB MPOBEICHUS JTaOOPATOPHOM TUATHOCTUKU HA PA3HBIX
YPOBHSIX MAaTOT€HEe3a MHOTUX 3a0oyieBaHUNW MOXET 3(P(PEKTUBHO MNPUMEHSTHCS HE
TOJBKO JJISI MOATBEPKIACHUS MPEABAPUTEIBHOIO0 KIMHUYECKOrO0 JUarHo3a, HO W IS
MPOBEJICHUSI HEOHATAJIbHOTO CKPUHUHIA B JIETCKUX MOMYJISIUAX, TO €CTh Ha 3Tare
TOKIMHUYECKoW muarHoctuku [2, 20, 45, 102, 200]. YpoBHM 00IIero aaropurma
nuarHoctuk HBO BemiecTB v ux JUarHOCTUYECKAsi 3HAYMMOCTD IMOKa3aHbl HA PUCYHKE

36.

KIHHHUYECKHH YPOBEHD || [lpenpapureibHemi QHACHOS

JolmHIYeCcKad JHATHOCTHKE | <. > OxoHYaTENBHEL JHATHOS

MOJTEKYTIAPHO-
IF’EHETHYECKHH YPOBEHDb

{cexeerupoparue, T1L[P)

Pucynox 36 — YpoBHH 00111€T0 aJIrOpUTMa AMArHOCTHKH HACJIEICTBEHHBIX 00Je3Hel oOMeHa BEIIecTB
Y UX JUarHoCcTU4eckas 3HaYuMocTh [20].

Takoe neneHue OOIIEro anropuTMa Ha YPOBHHU IO3BOJSET YBEIHYUTH CKOPOCTh
W TOYHOCTh mnOpoBeAacHHs auarHoctukn HDBO BemectB, HO HE mNOpeaycMaTpUBaECT
BO3MOXHOCTh AU (HEpEeHITUPOBAHUS STUX MATOJIOTUN 11O TUTIAM.

Pe3ynprarel aHanuza 3KCIEPUMEHTANbHBIX JAHHBIX, MOJYYCHHBIX B HACTOSILEM
WCCIIEIOBAHUM, TMO3BOJIIOT MPEMJIOKNATh HOBBIE alroputmbl auarHoctukun HBO
BEILIECTB HA OMOXMMHUYECKOM YpPOBHE, KOTOpPbIE HAPSAY CO CKOPOCTHIO U TOYHOCTHIO
MPOBEJCHUS AUArHOCTUKU T03BoJAT auddepeniuposats HBO BemiectB mo Tumam.
Jloruka npuMeHEeHUs JAaHHBIX aJITOPUTMOB IIpM NpoBeneHun auarHoctukun HBO
BEILIECTB 3aKJIOYAEeTCsi B BBIOOPE OJHOTO M3 YKa3aHHBIX YCJIOBUH Ha KaXJOM €ro
YPOBHE MPU NOCIEAOBATEIHLHOM MPOXOKIAECHUH BCETO aJITOPUTMA.

Ha pucynke 37 npeacrasinen anroputm nuarnoctuku HbBO amMmunokucinor Ha
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OMOXUMHUYECKOM YPOBHE.

KIIMHWYECKHI YPOBEHD

|
BHOXWMHWYECKWIH YPOBEHE

Cxprmymroe biit aHamn AMWHOKHWCIIOT e nataax kxporu metogom BIXKX-MC/MT

7~

JHArHOCTHYECKH 3HAYHMOE PesymbTaT HCCNe 0B aHIA,
oTKNoHeHHe oT PH YMEPEHHO OTKMOHAoURsica oT PU

4
( PexDMEHIYETCA POBEEHIE
MOJIEKILAPHO -TEHE THIECKOT0
AHAN3a JJIA YTOYHEHHA
CEMEAHOTD AHAMHESA

PesyiETaT HCCNE 0BAHHA
e PHU

.

PesyiETaT HCCNe 0BAHHA
E PHU

( [TogTEEp KO AIOL aHAIITS

PesyeTaT HCCIe s 0BaHida, NPOHSEOOHBIX ANMHHOKHCIIOT

YMEPEHHO OTKIOHAoUREica oT PU (opramudecKki® KMCTIOT)
meTomom [X-MC

JHarHoCTHYECKH 3HAYHMOE
oTKIOHEHHE oT PH

JuddeperipantHaa
IOHATHOCTHKA OPYTHX EHZOB Pesyimrar PesyiErar
HapyIeHHi 0O6MEHA BELECTE HCCIEN0BaHUA HCCIER0BaHHA
(opramrieciu KHCHOT, oTiNoHAETCA 0T PU EPH

AIATKAPHATHHOE,
KUPHBIX KHUCIOT)

I MOJIEKYIIPHO-TEHETHYECKHH YPOBEHD I

Pucynox 37 — ANroput™M JAMarHOCTMKHM HAclEeJCTBEHHBIX Ooie3Held OOMEeHa aMHMHOKHCIIOT,
BHEIPEHHBIII B OMOXMMHYECKUH ypoBeHb oOmiero anroputrma auarHoctuku HBO Bemects (PU —
pedepeHCHbII nHTEepBa).

Ilo maHHOMY aJTOpPUTMY IPU NMPOBEACHWHM CKPUHHMHIOBOT'O aHAJIW3a IIATEH KPOBU
Ha cojepkaHue aMMHOKHUCIOT MetoaoM BOXKX-MC/MC npu nostydeHuH pe3yJibrara,
nonagaromero B PU, oH cunraercs orpunarensHbM. Eciny pe3ysbrar aHanmsa Kakou-
7100 aMUHOKHCIIOTHl YMEPEHHO BBIXOIUT 3a IpaHullsl PY, To Heo0xoammo npoBeneHne
ITOATBEPKIAAIOIIETO aHanu3a AMHAHOKHUCJIOT METOJ0M MOHHO-OOMEHHOU
xpomatorpaduu. Torma, mpu momydeHun pesyibrara, Bxoxasmero B PU, muarHoctuka
3a0oneBaHusl OOMEHAa aMUHOKHCIOT 3aBEpIIAETCS, HO IpHU MOJYyYEHUU PE3yJIbTara,
YMEPEHHO  BbIXondmero 3a  rpanuuel  PU,  HeoOxoauMo  mpoBeneHHe
muddepeHnnanTbHO  TUarHOCTUKKA JPYTUX THUIIOB HApyIIeHWH OOMEHa BEIIECTB:

AIWIKAPHUTHHOB, OPraHU4YCCKUX MW JKHPHBIX KHCIIOT. Taxxe PECKOMCHIAOBAHO
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BBINOJIHEHUE MTOATBEPKAAIOIIETO aHAIA3a HA COAEPKAHUE MPOU3BOIHBIX AMHUHOKHUCIIOT
— opraHnyeckux kuciaor B Mode meronoM ['X-MC. Ecnu pe3ynabTaThl METAOOIUTOB B
aHamuze Moun MerogoMm ['X-MC 3HaunTenbHO npeBblIarOT rpanHunbsl PU, 1O
00s13aTENBHO TMPOBEICHNE MOJEKYISIPHO-TEHETHYECKOTO aHajn3a, TO €CTh MEepexo Ha
CIEMYIONUH YpOBEHBb 1a00pPaTOPHON MUArHOCTHKHU. TakuMm oOpa3oM, MpH MOIYICHUH
JWAarHOCTUYECKU 3HAYMMBIX OTKJIOHEHUW COJAEpKaHWs aMHUHOKHUCIOT oT PU, mnpum
MIPOBEJICHUH CKPUHHHTOBOI'O aHajau3a IsATeH KpoBu MeTogoM BDOXX-MC/MC w/mim
MOATBEPKIAIOIIET0 aHaJTNu3a METOJ0M MOHHO-OOMEHHOUW XpoMarorpaduu, To eCTh Mpu
BBISIBJICHUU 3a00JIeBaHUs, MMOTBEPKIAIONIETO KIMHUYECKUI UarHo3, peKOMEHI0BaHO
MIPOBEICHUE MOJIEKYJISIPHO-TEHETUYECKOT0 aHAJIN3a JIJII CEMEUHOTO aHAMHE3a.

Ha pucynke 38 mnpeacrtaBien aiaroputm guarHoctukun HBO anunkapHUTHHOB

Ha OMOXMMHUYECKOM YPOBHE.

[ KIMHWYECKHWI YVPOBEHB ]

BHOXUMWYECKWI YPOBEHD

Cxpunmmroe bl anan: AITNITKAPHUTHHORB e nataax kpoeu metogom BE3MKX-MC/MC

' -
PeswBETaT HCCe g 0BaHuA,
JHarHOCTHYECKH 3HaYHMOE & - PesyneTaT HecIe g 0BaHHA
YMEPEHHO OTKIIOHAFOLIMIACA
oTKIoHeHHe oT PHU or PU e PU

-

1l

(" PexnMeHIyeTCA IpOBELEHHE
MOJIEKYIIAPHO-TEHE THY € CKOT0
aHANM3a JJIA YTOYHEHHA
CeMEHHOr0 aHaMHE3a

PesyLTaT HCCIe ] 0BaHuA
e PHU

© JubdeperpameHad
JUATHOCTHKA OPYTHX BHIOE
HapylleHuH 06MeHa
BELECTE (aMMHOKICIIOT,
OpPraHMY eCKHX KHCIOT,
EKHPHBIX KHCJIOT)

PesyeTaT HCCNEe 0B aHuA,
YMEPEHHO OTKIOHMOLHACA
ot PH

JHarHOCTHHECKH SHAHHMOE
oTIoHeHHe oT PU

Pesymerar Pesymerar
HCCIEN0BaHNA HCCIIEI0BaHNA
oTEJIoHAeTCA 0T PHU e PHU
i
' MOJEKYIIAPHO-TEHETHYECKHH YPOBEHbD I
PI/IC}/HOK 38 — AJ'II‘OpI/ITM JOUATrHOCTUKHW HACJIICACTBCHHBIX 60J163Heﬁ O6MeHa AlMUJIKApHUTHUHOB,

BHEIPEHHBIII B OMOXMMHYECKUH ypoBeHb oOmiero amroputrma auarHoctuku HBO Bemects (PU —
pedepeHCHbII nHTEepBa).
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Cnenyss maHHOMY aJTrOpUTMY, MPU MPOBEJAECHUU CKPUHUHTOBOTO aHAJIM3a MSTEH
KPOBH Ha coJiepKaHue alikapHUTUHOB MeTojioM BOXKX-MC/MC, ecnu nonydeHHBIH
pesysbTaT nomnaaeT B PU, To oH cunutaeTca orpunaTenbHbIM. ECiau pe3ysbTaT aHaIn3a
KaKOro-nu0o aluiKapHUTUHA (BKJIIOYasi, CBOOOAHBIM KAPHUTHH) YMEPEHHO BBIXOAUT 3a
rpanunsl PU, To HeobxoauMo nmpoBeeHUEe TOATBEPKAAOIIET0 aHalli3a OPraHuYeCKUX
kucaoT B Moue metoaom ['X-MC. Toraa, npu moay4eHnun pe3yabTara, HaXOIAIIEerocs B
npenenax PU, nuarnoctuka 3a0osieBaHUs OOMEHA allMJIKAPHUTUHOB IpEKpalaercs, a
IpU TOJIyYEHUU pe3yJbTaTra, YMEPEHHO BbIXojdiero 3a mpeaensl PU, neoOxoaumo
npoBefeHue audpepeHnanbHO JTUAarHOCTUKU JPYTUMX TUIOB HapyLIEHU OOMeHa
BEILIECTB: OPTraHUYECKUX KHUCIOT, AMUHOKHUCIOT U JKUPHBIX KHCIOT. Eciam xe
pe3yabTaThl 3TOr0 HccienoBaHusi OyayTt 3a rpanunamu PU, 1O HeoOxoaumo
MIPOBEJICHUE MOJEKYJSPHO-TEHETUYECKOr0 aHAIN3a, TO €CTh MEPEXO0] Ha CIIEIYIOIIH
YpPOBEHb  JTA0OpAaTOpPHOW  JUATHOCTUKH. Takum  oOpa3oM, TIpH  TMOJyYEHUHU
JUATHOCTUYECKH 3HAUYUMBIX OTKJIOHEHUW COJIEpKAaHUSI AlUUIKAPHUTUHOB  MpPU
MPOBEJICHUH CKPUHHUHTOBOI'O aHajgu3a IsATeH KpoBu MeTonoM BOXX-MC/MC w/wnmm
MOJTBEPKAAIOIIETO aHaIM3a OPraHUYECKUX KUCIOT B Moue metoqoM ['X-MC, To ecTh
IpU  BBISIBICHUM  3a00J€BaHMS, IOJATBEPKIAIOIIETO  KIMHUYECKUH  JIMArHo3,
PEKOMEHJ0OBAaHO MPOBEICHUE MOJEKYJISPHO-TEHETUYECKOTO0 aHalu3a [JIsi CEMEUHOro
aHaMHe3a.

Ha pucynke 39 npeacrasnen anroput™ auarsoctuku HbO oprannueckux Kuciaor
Ha OuoxumHu4eckoM ypoBHe. [lo gaHHOMY anropuTMy NpHU TPOBEICHUM aHAIH3a
o0pa3IioB MOYM Ha coJepKaHue opraHudeckux kuciaor meroaom ['X-MC, ecnu
MOJIy4YeHHBIA pe3yabTaT BXoauT B PU, TO OH cuuraercs orTpunarelbHbIM. Eciau
pe3ynbTaT aHaln3a KaKoro-in0o aHaJWTa YMEPEHHO BBIXOAWT 3a rpanuibl PU, To
HEOOXOJMMO TMPOBEACHUE TMOATBEPKIAIOUIETO aHajdu3a AaMHHOKHUCIOT  W/WJU
alMIKapHAUTHHOB B KpoBu MeroaoM BOXX-MC/MC. Torma, npu mOJydeHUHU
pesyabTara, BXojsimero B PU, nuarnoctuka HapylieHUH oOMeHa OpraHuIeCKUX KUCIOT
3aBEpIIACTCS, a MPHU MOJYYEHUHU PEe3yJIbTaTa, YMEPEHHO BBIXOISALIEro 3a rpaHuubl PU,
HE0OX0oIMMO TIpoBefeHrne AudPepeHInanTbHOl AUArHOCTUKA C JAPYTUMU  THUIIAMH

HapyleHui oOMeHa (AMUHOKHCIIOT, )KUPHBIX KUCIIOT, TyPUHOB M IIUPUMHUIUHOB).
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KIMHUYECKWH YPOBEHB

|
BUOXUMHWYECKHWH YPOBEHB

Anamn OPTAHHUYECKHX KHCJIOT e moye metomom I'X-MVC

s s
PesyneTaT HCCIIe 0B aHHs,
JUarHOCTHYECKH 3HAHHMOE e A . PesyeTaT Hecne 0BaHHA
YMEPEHHO OTKIOHAIOLMACA
oTEIOHEHMe oT PH or PU B PU

(4 PexoMeHOYETCA IPOEE CHHE
MOJIEKIAPHO -TEHE THY ECKOT0
aHAIT3A JIA YTOYHEHHA
CEMEHHOr0 aHaMHE:a

PesyiETaT HCCIeg0EaHuA
B PU

Hepemmam. Had

OHATHOCTHKA APYTHX B OB

PeswETaT HCCNE OB AHNA, -
JUarHOCTHYECKH 3HEHHMOE - HapylleHnH 06MeHa BEI{eCTE
YMEPEHHO OTKIIOHAIOIRHICA
oTioHeHHe ot PU or PU (aMIHOKMCIIOT, XUPHBIX

KHCIOT, IYPHHOE
H IHPUMUIHHOE)

Pesyimerar
HCCIEROBAHNA
B PH

Pesymerar
HCCIEN0BAHMA
oTIoHAeTcA oT PH

MONEKYISAPHO-TEHETHYECKHH YPOBEHD

PI/IC}/HOK 39 — AJIFOpI/ITM JUArHOCTUKH HACJICACTBCHHBIX Oose3neli oOMeHa OpTraHU4YCCKUX KHUCJOT,
BHEPEHHBIII B OMOXMMHYECKUH ypoBeHb oOmiero anroputrma auarHoctuku HBO Bemects (PU —
pedepeHCHbII nHTEepBa).

Ecnu pesynbTaThl 3TUX aHANIM30B BHIXOAAT 3a rpanHulibl PU, To HeoOxomumo
MPOBEICHUE MOJIEKYJIIPHO-TEHETUYECKOTO aHan3a — MEPEX0/1 Ha CICAYIOUIUNA YPOBEHb
nabopatopHoil AuarHocTuku. [Ipu mojlydyeHnn TUarHoCTUYECKU 3HAYMMBIX OTKJIOHEHHI
B KOHUEHTpAIUAX OPraHUYECKUX KHUCJIOT IpPH aHaiau3e oO0pa3lnoB Mouu mMeTonoM ['X-
MC w/unu TOATBEPKAAIOIIETO aHAIM3a AMHHOKHUCIOT/ aIMIKapHUTHHOB B IISTHAX
kpoBu MetoaoM BIXX-MC/MC, To ecTh mpu BBIABICHHH 3a00JeBaHMUS,
MMOJATBEPKAAIOILIETO KJIIMHUYECKUN JIAarHo3, PEKOMEHI0BAaHO MIPOBECHUE
MOJIEKYJISIPHO-TEHETUYECKOT0 aHAJIN3a JJIs CEMEMHOT0 aHAMHE3a.

Anroputm guarHoctukn HBO  anvHHOIIEMOYEUHBIX JKUPHBIX KHUCJIOT Ha

OMOXUMUYECKOM ypOBHE MpeACTaBICH Ha pucyHke 40.
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KIMHWYECKWI YPOBEHB

|
BHOXHMHUYECKHI YVPOBEHBD
Anamp JJIMHHOIEIIOYEYHBIX KHPHEIX KHCJIOT e maasme kpoeu metogont I X-MIC

(
PesyleTaT HCCNen 0B oS ———
AHarHOCTHHECKH SHaYHMOE e 3 amava PesyieTar HCCE0BaHHA.
YMEPEHHO OTKIIOHAIOIIHACA Py
oTKIoHEHHe oT PU or PU B PH

(4 PexoMeHnyeTCA IpoBEdeHHE
MOJEKYIAPHO -TeHE THY € CKOr0

aHA3a 1A YTOYHEHHA ‘
CEMEHHOI0 aHAMHEZa , |

'OTCYTCTBHE MEpOKCHCO MHOH

P —————
( ' AubdeperpamHad JHATHOCTHKA
Hammue nepokcucoMHOR APYTHX EMAOB HapyIIeHHA obMeHa
IuC QyHIME BEIECTE (aNMHOKHCIOT,
AIMUTKAPHUTHHOE, OpTaHHYeCcKIx
KHCIIOT, KUPHBIX KHCIIOT)

Pesymerar Pesymerar
HCCNEN0BAHMA HCCIIENOBaHNA
oTKNoHAeTcA oT PH BPU

MONEKYISIPHO-TEHETHYECKHH YPOBEHbD

Pucynox 40 — AiropuTtM IUMAarHOCTUKM HaclEACTBEHHBIX OoJyie3HEH OOMEHa MIMHHOIIETIOUEYHBIX
JKUPHBIX KHUCIIOT, BHEJAPCHHBI B OMOXMMHUYECKUI ypoBeHb oOmiero anroputrma aumarnoctuku HBO
BeriectB (PU — pedepeHcHslif nHTEpBaN).

[To nanHOMY anropuTMmy, €ciii pe3yiabTaT MPOBEACHUS aHallK3a MIa3Mbl KPOBU Ha
coaepxkanue JILKK merogom ['X-MC Bxoaut B PU, TO OH cunTaercst OTpULATEIbHBIM.
Ecnu pe3ynbrar aHanu3a Kakoro-auO0 aHaJIWTa WIM JAUArHOCTUYECKH 3HAYUMOTO
COOTHOIIICHUSI YMEPEHHO BBIXOAUT 3a Tpanuilbl PU, To HeoOxoaumo mpoBeaeHUE
MOJITBEPKIAIOLIETO nccienoBanus pudpobdmactos. Torna, mpu mosydyeHuu pe3yabTaTa,
MOATBEP)KIAIONMIETO  OTCYTCTBHE  MEPOKCUCOMHON  NUCPYHKIIUH, HEOOXOIUMO
npoBenenne auddepeHnnansHoil  muarHoctuku apyrux tanmoB HBO  Bemiects:
AMUHOKHUCIIOT ¥ allJIKAPHUTUHOB B KpoBH MeTogoM BOXKXX-MC/MC, oprannueckux u
KUPHBIX KUCIOT MeTooM ['X-MC. Ecnu nmepokcrucomHuas AUCHYHKIINS MOATBEPKICHA

W/WMU TIpU TIPOBEACHUM aHanu3a TuiasMbl KpoBu MetogoM [ X-MC pesynbTaTsl
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conepxkanus [JILUKK nuarnoctrnyeckn 3Ha4nMO npeBbIaoT rpanunsl PU, To ects npu
BBISIBJICHUN 3a00JI€BaHUsA, MOATBEPKIAIOIIETO0 KIMHUYECKUN TUAarHo3, peKOMEHI0BAHO
IIPOBEICHUE MOJIEKYJISIPHO-TEHETUYECKOr0 aHAIN3a I CEMEUHOIO aHAMHE3a.

Ha pucynke 41 npencraBiaen anroputMm guarHoctukn HBO mnypuHOBBIX U

MUPUMUINHOBBIX OCHOBAHHUI Ha OMOXUMHUYECKOM YPOBHE.

KIMHUYECKWI YPOBEHE

|
BUOXUMWYECKHI YPOBEHB

Anamn I[IVPHHOB H IIMPHMHIWMHORB e move meTomont BIJKX-MC/MC

( -
PesyneTaT HCCNe 0B aHHA,
JMarHoCTHYECKH SHAYHMOE e A . PesyeTaT HCCHe g 0B aHHA
YMEPEHHO OTKIOHAOLMACA
oTknoHerne ot PU o1 PU B PU

(e PexoMeHYeTCA NpOEELEHHE
MOJEKYIAPHO -TEHE THY € CKOT0
aHANM:a JJIA YTOYHEHHA
CeMeHHOr0 aHaMHesa I

AXTHEHOCTE (EpMEHTOE
E NPEJENAX HOPMEI

——
( JduddeperpantHaa JHACHOCTHEA
CHIXEHHE aKTHBHOCTH IPyTHX BHOOE HapylleHMid o6MeHa
(hepMeEHTOE BEINECTE (AMIHOKHCIIOT,
AIUAPHUTHHOE, OpraHH4eCckIx
KICJIOT, KMPHERX KHUCIIOT)

Pesymerar
HCCIEN0BaHUA
e PHU

Pesymerar
HCCIEN0BaHMA
oTnoHAerca oT PH

MONEKYISAPHO-TEHETHYECKHHA YPOBEHD

PucyHnok 41 — Anroput™ AMarHOCTHKH HAcJIEACTBEHHBIX Ooe3Hell 0OMeHa MypUHOB U MUPUMUINHOB,
BHEJPEHHBIII B OMOXMMHYECKUH ypoBeHb oOmiero anroputrma auarHoctuku HBO Bemects (PU —
pedepeHcHbI nHTEpBAN).

Hcxons W3 mpeAcTaBICHHOrO alropuTMa, MpU MPOBEJACHUU aHalin3a 00pas3lioB
MOYM Ha coJepKaHWe IMypuHOB M NupUMUAMHOB MeTogoM BIXX-MC/MC npu
MOJYYEHUH pe3ysbTara, BXOAAIEro B P — OH MOXET CUMTAThCA OTPULIATEIBHBIM.
Ecnu pe3ynpTar aHanu3a Kakoro-au00 aHajuuTa yMEPEHHO BBIXOAUT 3a rpanulibl PU, To

HeO6XOI[I/IMO IMPOBCACHUC IMOATBCPKAAOMICTO UCCICAOBAHNA AKTUBHOCTH q)epMeHTOB B
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SPUTPOLUTAX M  KYJbTypax KJIETOK. Torma, mnOpu TOIYy4YEeHUH Ppe3yibTara,
MOATBEPAKIAIONIETO, YTO AKTUBHOCTh (PEPMEHTOB HAXOAUTCSA B TMpeieiax HOPMBI,
HEeoOXonuMO mpoBeaeHue IUPdepeHIHaTbHON  JUATHOCTUKH  JPYTUX  THUIIOB
HapylieHud OoOMEHa BEIEeCTB: aMHUHOKUCIOT M alMJIKAPHUTHHOB B KPOBU METOAOM
BOXX-MC/MC, oprann4yeckux KUCIOT B MOYE€ M >KUPHBIX KHUCJIOT B IJIa3ME€ KPOBHU
MetonoM ['X-MC. Ecnu ke pe3ylnbTaThl UCCIACAOBAHUSA IOJATBEPKIAIOT CHUKECHUE
aKTUBHOCTU ()EPMEHTOB U MPU MPOBEJICHUH aHaln3a o0pa3noB Mouu metoaoM [ X-MC
pe3yJIbTaThl COJAEPKAHUSA IIYPUHOB W NUPUMHUAWMHOB JUArHOCTHYECKH 3HAYHUMO
MpeBbIIAOT Tpanuilsl PU, TOo ecTh npu BhISIBIEHUH 3a00JI€BaHUS, TOATBEPKAAIOIIETO
KIIMHUYECKAW JHWarHo3, PEKOMEHJOBAaHO NPOBEICHUE MOJIEKYIAPHO-TEHETUYECKOTO

a”HaJIn3a 41 CEMEHMHOro aHaMHe3a.
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4. OBCYXIAEHUE
4.1. BapuabeabHOCTb 3HAYeHHI pe)epeHCHBIX UHTEPBAJIOB THATHOCTHYECKHUX
MapKepOB HACJIeJACTBEHHBIX HAPYIIEHUH MeTa001u3Ma 1JIsl 310POBOii 1eTCKOI
N INA BT

IIpu cpaBHeHUM [aHHBIX pa3HbIX HUCTOYHHKOB [77, 176, 185] u npaHHBIX,
MOJIYYEHHBIX B HACTOSIIEM HCCIEAOBAaHUU, MOXKHO OTMETUTb, YTO JIA OOJBIIMHCTBA
aHAJTU3UPYEMbIX AMUHOKUCAOM TECHJICHIINY 110 U3MEHEHUIO UX COAECPKAHUS B KPOBU B
3aBUCUMOCTH OT BO3pacTHOM rpymnmbl Oau3ku. K 3TMM aMMHOKHCIOTaM OTHOCSITCSA:
apruHUH, CYMMAapHbIA TOKa3aTenb (JEeHIUH+U30JEUIINH), METUOHUH, (EeHUIIaIaHWH,
BaJIUH, TUPO3UH, ITUIUH U OpHUTHUH. [Ipu 3TOM HEOOXOAUMO OTMETUTH, YTO 3HAYCHHE
HKHEeW rpanunel P Mernonuna, ¢QeHunamanmHa u BaiuHa B pabdore [176]
3HAQUYUTENILHO BBIIIE MO CPAaBHEHHIO C JAHHBIMU HACTOSIIEro wucciegoBaHus. s
aJlaHMHA TPHUCYTCTBYET MPOTUBOMOJIOKHASA TEHJEHUHUS: K KOHIy IEpBOro Mecsla
HIDKHASL rpaHuna ero PU npumepHo onnHakoBas B 000MX MCCIIEIOBAHUSIX, & BEPXHSS
rpanuiia B pabore [176] moutn B 2 pa3a MEHbIIE MO CPABHEHHUIO C TAKOBOM B
HacTosleM uccienoBaHuu. CoJepkaHue apruHMHa K KPOBU K KOHILy MEPBOr0 MECsIa
HaxOAUTCS B OJIM3KUX IPAHUIAX, HO 3HAYEHUS HIHDKHEN IPpaHUIbl OTIWYaloTCs (B padoTte
[176] — 14 MKMOITB/JT, B JAHHOM HCCIIEOBAaHUHN — OTCYTCTBHE MapKepa B KPOBH).

Conep:xaHue OpHUTHHA B KPOBH MMEET TE€HJICHIIMIO K CHUYKEHHIO C B3POCICHUEM
opraHu3Ma B 000MX UCCJIEAOBAHUSIX, HO B HACTOSIIEM HCCIIEIOBAHUU BEPXHSISl TpaHULIA
ero P Bo Bcex BO3pacTHBIX Ipynnax IOpuUMEpHO B 2 pas3a Beimie. [Ipu anammse
BO3PDACTHBIX H3MEHEHHUM COAEPKAHUSI AaClapariHOBOM W TIIyTAMUHOBOW KHCIJIOT
HAOJIIOMAIOTCS CXOXHUE TEHJICHIIMM, HO BO BCEX BO3PACTHBIX Tpymmax 3HadeHuss PU
OKa3zaluch HecomocTaBuMbIMHU. Hampumep, nist Bo3pactHoi rpynne 1-23 mecsna PU
acraparuHOBON KHCJIOTBI IO JaHHBIM paboThl [176] Obu1 2—14 MKMOJIB/JI, a IO JaHHBIM
HacTosmero wucciaeaoBanus — 2-214 wmxmonb/it; PU riryramMMHOBOW KHCJIOTHI 110
naHHbIM paboTel [176] cocraBun 50-277 MKMOJB/I, a IO JaHHBIM HACTOSIIETO
uccnenoBanus — 105-694 mxmoine/n. HeobxomuMo oTMeTuTh, uTo B padore [176]
MPUBEICHBI PE3yJbTaThl OO0CIENOBaHUS TMEAUATPUYECKUX TPYII TOJIBKO B CEBEPO-

AMEPUKAHCKOW TNONYJSAUMM JETEeW Pa3HbIX OTHUYECKUX TIPyNH B CIEAYHOLIUX
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BO3PACTHBIX IPyNNax: MEepBbI MeCAIl )KU3HU, 1-23 mecsna, 2—17 ner.

B wuccnenoBannu [268] ycraHoBieHbl PIM  HEKOTOpPBIX aMHUHOKHCIOT IO
pe3yiibTataM JABYXTOAMYHOTO HEOHATAJIbHOTO CKpUHUHTra B peruoHe HoBas AHrmus
B CIIIA. ITpu cpaBHeHuu PU HacTosiiiero uccieqoBaHus ¢ TAKOBBIMU U3 MCCIICTOBAHUSA
[268] HE0OOXOMMO OTMETUTD, YTO JJII METHOHHMHA, ()EHUJIAJITAHWHA U LUTPYJUIMHA OHU
OJIM3KH, a 1711 TUPO3UHA U OPHUTHHA 3HAYUTEIIBHO PA3JIMYalOTCA.

B HEMHOro4YucIeHHBIX HCCIEAOBAaHMAX, MOCBSIIEHHBIX OIEHKE W pacuery PU
st ayuakapuumunog B kposu MetonoM BOKX-MC/MC B pa3HbIX NEeauaTPpUUYECKUX
rpynmax [152, 179, 180] MOXHO OTMETUTHh TE€HJICHIIUIO, aHAJTOTUYHYIO JJIs BO3PACTHOM
JTUHAMHUKHA aMUHOKHUCIIOT.

[Ipu ananu3e pe3yJabTaTOB UCCIEAOBAHUS TPYIIBI aBTOPOB U3 J1aboparopuu Mayo
Clinic (CHIA) [227], koTopble W3ydanu paznuuus B PU anuiakapHUTHHOB B Pa3HBIX
BO3pDACTHBIX Tpymnmax oOCIeIOBaHHBIX, HE0OX0AMMO OOpaTUTh BHUMAaHHE Ha
CIEYIOIIME CXOJCTBA W PA3JIMUUsl C PE3yJbTaTaMH, MOJYYEHHBIMH B HACTOSIIEM
UCCIIEIOBAHUH.

Hns PU wmanonunkapuutuna (C3DC), Oyrupunkapautuna (C4), uzoBanepuii-
kapautuHa (C5), rmyrapunkapautuHa (C5DC), 3-mertunkporonunkapuutuHa (C5:1),
rekcanowikapHutuHa (C6), okreHomnkapuutuna (C8:1), neuenownkapautuna (C10:1),
noaekanounkapuutuHa (C12), rerapneuenuonkapautuna (C14:1), retpanexaaueHoun-
kapautuHa (C14:2), 3-ruapokcurerpaaexkanounkapuutuHa (C140H), 3-ruppokcu-
rekcaneneHowikapautuia  (C16:10H) wu  3-rugpokcurekcajekaHOWJIKapHUTHUHA
(C160H) BO Bcex BO3pACTHBIX TPYIIAX BBIABIEHO HE TOJBKO CXOACTBO B JUHAMHKE
WU3MEHEHHUsI MX COJIepKaHus B KPOBH, HO M O6J1130CcTh uX PU.

Hns 3-runpoxcumsoOytupunkapuutuia (C40H),  3-ruapoxcumnsoBanepu-
kapautuHa (C50H), okrtanomnkapuutuna (C8), nekaHomnkapuutuHa (C10) u
rekcageneHomwikapautuaa (C16:1) P Onu3ku TOJMBKO B TEPBYIO HENETIO >KU3HH
oOcCJeIOBaHHBIX, a JIJIsl O0JIee CTaplIero BO3pacTa UMEIOTCS 3HAUYMMBIE Pa3Iudusl.

Hnsa anetunkapuutuna (C2), nponuoHunkapHutuda (C3), MeTWIMaIOHUI-
kapauTtuH (C4DC), TerpanekanomwnkapauTul (C14:1), rekcagexkanounkapautud (C16),

okranekaHomwnkapauTuH (C18), okrtagenenomnkapuutud (C18:1), 3-ruapokcuokra-
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neuenounkapauTul (C18:10H), 3-ruapokcuokranekaguenonnkapuutud (C18:20H) u
3-rugpokcuoktagaexkanousnkapauTuH (C18OH) Bo Bcex BO3pACTHBIX rpymHnax MUMEOTCA
3HAYMMBbIE pa3nuuus s BepXHUX rpanunia PU (B HacrosieM HCCIEAOBAaHUU OHHU
B 2-20 pa3 BbllIe). ITO MOXKET ObITh CBA3aHO C PATUUYUSIMU MEXKIY BBIOOpKAMHU
oOcnenoBanHbIX (B pabote [227] oOcnenoBanu ceBEpOaAMEPUKAHCKYIO TMOMYJISLUI0 U
pa3JIMuHbIE STHUYECKUE U PACOBBIE TPYIIIBI AETEH).

Takxe cTouT 0OpaTUTh BHUMAaHUE Ha HcclieoBaHue aBTopoB Osorio u Pourfarzam
[180], B koTOpOM OHM paccunTanu P anunkapHUTHHOB B KPOBU B JIE€TCKOW MOMYJISIIAN
B KomymOuu nans ciegyroumux BO3pacTHBIX TPYII: MEpPBbIA Mecsl] >XKu3Hu, 1—12
MecsueB, 1-7 ner, 7-18 ner. Ilpu aHamu3e pe3ynapTaToB JAHHOTO HMCCIENOBAHUS
oOparraet Ha ce0s BHUMaHUE TOT (PaKT, 9TO HE OBLIIO OOHAPYIKEHO 3HAYUMBIX PA3TUINI
PU1 B 3aBHCMMOCTH OT BO3pacTta W moJjia OOCJIEJOBAHHBIX. A TakKe, YTO B HOpPME Y
00CTIEIOBaHHBIX OTCYTCTBOBAIN 3-THAPOKCUANMIKAPHUTAHBI W TIyTapUIKAPHUTUH
(C5DC). Heob6x0auMO OTMETUTh, YTO IPU CPABHEHUU PE3YJIbTATOB UCCIEAOBAHUS 3THX
e aBTopoB 1o omnpeaencanio PU mist ceobomnoro kapuutura (C0) meromom BOXKC-
MC/MC ¢ TakoBBIM M3 HACTOSIIETO MCCIEAOBAHMS 3HAYMMBIE PA3IUUUsl OTCYTCTBYIOT
[179].

Hatinennsle paznuunst B PU onpenenseMbpIXx aMUHOKHUCIOT M AllMJIKAPHUTHHOB B
KPOBH MOTYT OBITh CBSI3aHBI C Pa3IUYUSIMU B BBIOOpKaxX OOCIIEOBAHHBIX, a TaKkKe
OCOOCHHOCTSIMU W Pa3IUYUSIMU TPOIEAYpP XPOMATOrpaUueckoro aHajau3a M Macc-
CHEKTPOMETPUUYECKOTO JETEKTUPOBAHUS, YTO B OYEPEAHOM pa3 MOJATBEPKIAET
HEOOXOIMMOCTh 0053aTEILHOTO yCTAHOBJEHUS Ka)XJ0M JiabopaTopueil cOOCTBEHHBIX
(okanbHbIX) PU nnarnoctuueckux mapkepoB HBO BemiecTs.

HecMmoTpst Ha TO, 4TO B HccieqoBanusax [49, 214] nepedncieHbl XapaKTEPUCTUKU
MapKepoB M MOAPOOHO OMUCAHBbI 3a00JIeBaHUSI, TUATHOCTUPYEMbIE C WX TOMOIIBIO, B
HUX TIPUBEJCHBI TOJBKO OOIIMEe (OPUEHTUPOBOUHBIE) HWHTEPBAIBl JJIi HOPMBI U
naroyioruu, 6e3 Bo3pactHoi auddepeHnuanuu o0caeI0BaHHbIX. T0IbKO B HECKOIBKUX
paborax mnpuBeaeHsl PU OonbIIMHCTBA Op2aHuueckux Kucaom, SBISIOIMIUXCS
JTMArHOCTUYECKUMHM MapKepaMu HAaclEeJCTBEHHBIX HapylleHuH Meraboid3ma, B

Pa3IMYHBIX BO3PACTHBIX NEeAUaTpUIECKuX rpymnmax [73, 116].
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B uccnenoBanun [116] mpeacrtaBiieHbl pe3yJbTaTbl MCCIENOBAHUS CIEIYIOIIUX
BO3PACTHBIX TPYMI MeIUaTpuuecKor monysiiuu Typiuu: HOBOpoxaeHHbIE (57 neteil),
1-6 MmecsmeB (8 pereit), 2—6 ner (66 nereit), 610 ner (14 nereit), crapuie 10 ner (16
nerer). [Ipu cpaBHeHNHU AaHHBIX oOpallaeT Ha ceOs BHUMAHHUE TO, YTO JJIT HEKOTOPBIX
OpraHUYECKUX KUCJIOT, U3YUYCHHBIX B HACTOSIIEM UCCIEIOBAHUM, UMEETCS UACHTUYHAS
TEHJICHIIUS TI0 U3MEHEHUIO UX COJIEPKaHUS B MOYE B PA3IMYHBIX BO3PACTHBIX IPyMHIax
u Onmu3ocTh BbIYMCIACHHBIX PU. K HUM OTHOCSTCS MoOJO4YHasA, 3-THIPOKCH-3-
METHUJITIIyTapoBasi, 2-MeTHI-3-TUIPOKCUMACIISIHAS, CYKIIMHOBA, 4-
TUAPOKCU(DEHUIMOIIOYHAS, 3-rupoKcUMacisHas, MMUPOBUHOTPaIHAS, 4-
TUAPOKCUGCHUITTUPOBUHOTPAHAS U 4-TUIPOKCU(DECHUITYKCYCHAsI KUCIOTHI.

CpaBauBas PU riamkoneBol KUCIOTHI, MOKHO OTMETHTB, YTO JJIsi OOJIBIIMHCTBA
BO3PACTHBIX TPYNN JaHHBIE, MTOJTYYECHHbIE B HACTOAIIEM HUCCIEAOBAHUU, U PE3YJIbTAThI
uccnenoBanust [27, 116] cousmepumbl, HO B CTaplield TpyIIe 3HAYUTEIHHO
paznuuatorcs.  Ilpm  cpaBHenmn PU >THIManmoOHOBOW  KHUCJIOTHI  BBISIBJICHA
MPOTHBOMOJIOKHAS TeHACHIIU: ee PU paznuyaroTcs B MIaIIIMX BO3PACTHBIX IpynIax u
OJIM3KHK B Bo3pacTHOU rpytiie ot 6 1o 18 net. HeoOxogumo otMeTuTh, uto PU nis nsatu
OpPraHUYeCcKuX KHUCIOT (aAUMUHOBOM, METWIMAJIOHOBOM, N-areTuiiacnapTUKOBOM,
TIIyTapoOBOM U CyOepUHOBOM) 3HaUunMO paznudaroTcs (B 2—10 pa3). B kauecTBe nmpumepa
Ha pUCYHKe 42 TMoKa3aHa BapuaOEIbHOCTD JIHana3oHa KOHIICHTPAIUi METHIMAIOHOBOM
KUCJIOTBl y IAIMEHTOB C METWIMAJIOHOBOW AUMAYPUEN MO [aHHBIM Pa3JIMYHBIX

HCTOYHUKOB.
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Pucynok 42 — BapuaOenbHOCTh AMana3oHa KOHIEHTPALWHA METHIMAIOHOBOH KHCIOTHI B MOYE
(MMOJIB/MOTb KpEaTHHHHA) Y TAIMEHTOB C METHIMAJIOHOBOW alUAypHEed MO MaHHBIM Pa3IHYHBIX
HWCTOYHUKOB: I — uccnenosanue [116]; 2 — uHpopManmonHas 6a3a reHeTndyeckux OonesHed «Metageney; 3 —
HaCTOsIIlIEE NCCIIET0BAHNUE.
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B manHoM cnywae pasznmuuusa mexay PU mimd opraHndeckux KUCIOT CKOPEE BCETO
CBSI3aHBI HE TOJIBKO C HAJIMUYMEM ITHUYECKUX OCOOEHHOCTEH, a TaK:Ke pa3HbIM 00BEMOM
BBIOOPOK 00CIIEIOBAHHBIX, HO M Pa3HOM METOJI0JIOTUEN TPOBEAEHUS HEKOTOPBIX ITAIMOB
aHajgu3a: NPUMEHEHHE pa3HbIX JIEPUBATU3UPYIOIIMX pEarecHTOB HA  CTaJguu
npoOOMOArOTOBKM  O0pa3loB,  HAIMYME  HUHCTPYMEHTAIBHBIX  OCOOCHHOCTEM
XxpoMarorpauuecKkux CUCTEM U TaHJIEMHBIX MAacC-CIIEKTPOMETPOB [27].

Onpenenenuro PU odaunnouenoueunwvix rscupnvix Kuciom B TEAUATPUYECKOU
MOMYJISINUU IOCTATOYHO OrPAaHMYEHHOE KOJIWYECTBO HcciaeaoBaHuil [165, 167, 252,
253]. B wuccnenoBanusix [165, 252] mompobHO paccMoTpeHa Ouojoruyeckas poJib
JIDKK u choenmaH akmEeHT HAa METOJMOJIOTHI0 MX KOJHMYECTBEHHOTO OMNPECIICHUS B
OMOJIOTHYECKHX XUAKOCTAX. B pabore [167] BBISBIEHBI 3aBUCUMOCTH COJEpKAHUA
JAHHBIX aHAJIMTOB B MJIa3Me KPOBU OT AUETHI 00ciieIoBaHHBIX. He0OX0AMMO OTMETHUTD,
9YTO W3 HEMHOTOYHCIICHHBIX pabot, mocBsmeHHbx omnpeaenennto JIDKK B kagecTe
MapKepoB MEPOKCUCOMHBIX OOJIe3HEH, TOIBKO B HcciemoBanusax [165, 253] umeercs
undopmaruss o PU 6erenosoit (C22:0), nurHonepunoBoit (C24:0), rekcako3aHOBOMH
(C26:0), npuctanoBOl u (HPUTAHOBOM KHCIIOT, a TAaK)KE X JUArHOCTUYCCKH 3HAYMMBIX
cootHomennit C24:0/C22:0 u C26:0/C22:0.

Tak, npu cpaBHeHun P, monydeHHBIX B HACTOAIIEM UCCIEIOBAaHUM, U B paboTe
aMEpUKaHCKUX aBTOPOB [165], KOTOpble MPOBOAUIN MHOTOJIETHUE HCCIEIOBAHUS IO
ycra"oBienuto P mna JAIDKK, MoxkHo oTrmeTuth, uto mias kuciotr C22:0, C24:0,
C26:0 u coorHomenus C26:0/C22:0 paccuntanabie PY comocTaBuMBI, HO B HACTOSIIEM
WCCJIEIOBAaHUM 3HAYEHMSI BEpXHUX TpaHul] P 3Tux mapkepoB BbIlIE, YEM B YKa3aHHOU
pabore (mns cootHomenuss C26:0/C22:0 Beime B 2 paza). us cooTHoueHUs
C24:0/C22:0 3nauenust PU, npencraBiieHHbIe B 000X HCCICAOBAHUAX, OJIM3KH MEXKTY
coboii. Heobxomumo otrmeTuth, 4To PU (duTaHOBON KHCIOTHI, pacCUMTaHHBIN B
HACTOSIIEM HCCIEOBAHUM, ITUPE, YeM NpeACTaBiIeHHBIH B pabore [165] (HuXKHsAS
rpaHulla HUXKE B 5 pa3, a BEpXHss rpaHulia Bbilie B 2 pasza). Paznuune mexay PU ns
MIPUCTAHOBOW KHUCJIOTHI Takke jJocturaet ogHoro nopsiaka (0—-0.28 MkMomw/1 B pabote

[165], 0-3.14 MKMOJIB/TT B HACTOSAIIIEM MCCIICIOBAHUN ).
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Takum o0pa3zom, BeisiBIeHHBIE pa3nuuus B PU mns nexoropeix JALDKK moxHO
OOBSICHUTh ATHUYECKMMHU OCOOCHHOCTSIMU BBIOPAHHOW MOMYJSILUMU JE€TEW, HaTudueM
y HUX OINpEIEICHHOM AUEThI, a TaKXKe PA3IUYUsIMU B MOJX0AaX K (POPMHUPOBAHUIO
BBIOOPOK OOcCneqoBaHHBIX Mg pacuera PU, meTonmonoruu mNpoBeNEeHHsS aHAIU3A U
HCIIOJIB3YEMOM XpOMaTorpapuyeckoM o00py10BaHUH.

[lo pesynbraram aHanv3a JAaHHBIX HEMHOTOYHMCIEHHBIX HCCIEAOBaHUN 1O
JMAarHOCTUKE HapyIIeHHl oOMEHA nYypuUHO8 U RUPUMUOUHOE, MOXHO OTMETUTH, UYTO
M3YyUYCHHbIE B HUX BBIOOPKH 00cCiieIoBaHHBIX AJist pacueta PU He Obuin copMupoBaHbI
mo Bo3pacTHeIM rpynmam [118, 127]. OnyOnukoBaHO  HCCIEAOBAHHE IO
KOJIMYECTBEHHOMY  OMNpPEACICHUI0  XapaKTepUCTHUYECKUX  MapKEpOB  Pa3IUYHBIX
BPOXKJICHHBIX  HapylmieHud  oOMeHa  d3TOro  THMa, Hampumep, Aeduiura
ypeunonponuoHassl [ [51]. B ocHOBHBIX HcTOuHMKAaX PU myprHOB ¥ MUPUMHUANHOB JIJISI
MeMaTPUUECKON MOMyJISILUA OHU MPUBEACHBI 0€3 pa3eieHus Ha BO3PACTHBIE TPYMIIbI
[91, 118, 224].

IIpu cpaBHenun PU myprHOB M NUPUMHUAMHOB Ui 30POBOM MOMYJISIUUA JAETEU
pa3Horo Bo3pacta B BenmukoOputanuu, npuBeneHHbix B kaure Blau, Duran, Blaskovics
[224], m TaKOBBIX M3 HACTOSIIETO HCCIEAOBAHHS HEOOXOIMMO OTMETHUTh, UTO JIJIS
OoJIbIIMHCTBA aHATUTOB UX PU comocTaBuMBbI, HO B pabote [224] mis quruapoypaiunia,
ypauuiia, KCaHTHHA U TUMUHA BepxHssa rpanuna PU Beime B 1.5-5 pasa no cpaBHEeHUIO
C JaHHBIMHM HACTOSIIIETO WCCJIENOBaHMs, HO NJIi OPOTOBOM KHCIOTHI B pabore [224]
BepxHss rpanunia PU B 2 pa3a Huxe, 4eM B HACTOSIIEM UCCleIoBaHUU. Takxke cienyer
OTMETHUTH, UTO B pabote [224] ne npuBeaeHbl PU mis ne30KkcuaieHO3MHA U JI€30KCH-
ryaHO3MHa.

B 2008 romy o»TuMu ke aBTOpaMH OBbUIM ONMYyOJHMKOBAaHBI PE3yJbTAThI
HCCIICIOBAHUS COJIEpKaHUsl MyPUHOBBIX M NMUPUMUIMHOBBIX OCHOBaHMM B Moue 104
3JI0POBBIX JIOOPOBOJIBIIEB B Bo3pacTe OT 2 110 18 jer 6e3 pa3jeneHus ux 1Mo BO3pacTHBIM
rpymmam [252]. Ilpu cpaBHEHUU pe3yIbTaTOB 3TOM pabOThI C TAKOBBIMU W3 HACTOSIIETO
HCCIICIOBAHUSI YCTAHOBJIEHO, YTO IS OOJBIIMHCTBA IYPUHOB M THUpUMHUIMHOB PU
OYCHb OJIM3KH, KpPOME JI€30KCHAJCHO3WHA U Je30KcuryaHo3uHa, P koTopeix ObLIH

3HAYUTEJIbHO HUXKE, YEM TAaKOBBIE B HACTOSIIEM HCClenoBaHuu. BepxHsasa rpanuna PU
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OpPOTOBOM KHCIIOTHI TaKXe Oblla HMXKE [0 CPAaBHEHHUIO C TAaKOBOM M3 HACTOSIIETO
HCCIIEIOBAHUS.

Takum oOGpaszom, Omarogaps OJU30CTH METOAOJIOTHUECKUX MOAXO0A0B MPOBEICHUS
BCEX OJTalOB »JKCHEpUMEHTa (Co3/MaHusi BBIOOPOK OOCIEIOBAHHBIX, MPOLIEAYPHI
MpoOOIMOArOTOBKM OMOMaTepuaia U ero KOJIMYECTBEHHOTO OMpPECICHUs1) pe3ybTaThl
uccnenoBanuil [224, 252] 1 HACTOAIIETO COMOCTABUMBI MO OOJIBIIMHCTBY AHAJIHUTOB.
Hesnauurtensubie paznuuus B PU 11s1 HEKOTOPBIX aHAJIMTOB, BEPOSITHEE BCErO, CBS3AHBI
C MOMYJIAIIMOHHBIMU PATUUUSIMH.

BakHO OTMETUTH, UTO MO pe3yJibTaTaM IOWCKA HCCIEIOBAHUMN, IMOCBSIIEHHBIX
onpenenennio PY mypuHOBBIX U TUPUMUIMHOBBIX OCHOBaHUW B MOY€ JETed, HE ObLIN
oOHapyKeHbI pe3yibTaThl A Poccuiickoit @enepanuu. Ha ocHOBaHWM 3TOTO MOKHO
cAenaTh BbIBOJ, YTO MOJ0OHBIE UCCIEAOBAaHUS HA JTAHHOW TEPPUTOPUH JI0 HACTOSIETO
BPEMEHH HE MTPOBOINIINCH.

B xaudectBe pesrome MOXHO OTMETHUTh, YTO BBISIBJIEHHbIE pa3znuuus B PU
MapKepOB HACIEJACTBEHHBIX HapyIIeHUH OOMEHa BeIeCTB y OOCIEOBaHHBIX W3
nerckoil momynsiuuu Poccuiickoit denepannul ¢ ApyruMu MOMYJSIUSAMH MOTYT OBITh
CBSI3aHBI C PA3NIUYMSIMU B aHATUTUYCCKUX MPOIIeAypax XpoMaTorpadudecKoro aHaimsa
U MacC-CIIEKTPOMETPUYECKOM AETEKTUPOBAHUU. Takyke 3TH pa3ivyuusi MOTYT MOBJIECYb
3a cO00M pa3HyI0 MHTEPIIPETAIUIO PE3YJIbTATOB aHAIN30B, UTO €IIe pa3 MOATBEPKIAET
HEO0OXOAMMOCTh 00s13aTEJILHOTO YCTAHOBJIECHUSI B KXKI0W JTabopaTopuu COOCTBEHHBIX
P wmapkepHBIX MeTaOOJWUTOB JUIS JAUArHOCTHMKHA HACJICACTBEHHBIX OOJIC3HEH

MeTadoIn3Ma.

4.2. IlaTosiornvyecKkue 3HAYEHNSI MAPKEPHBIX MeTA00JIUTOB HACJIEICTBEHHBIX
0oJie3Hell 00MeHa BelIeCTB y JeTei
B Ttabnmuue 36 mnpuBeneHbl CBOAHBIE JaHHBIE MO BenwmunHaM PU mapkepHbIX
MeTa0OJIMTOB HACJIEJACTBEHHBIX HAapyIIeHWH OOMeHa BEIIECTB, OIyOJIMKOBaHHBIC B
pa3IMYHBIX HMCTOYHUKAX, M JaHHBIE HACTOAILIETO HWCCIEOOBAaHMUS 10 pe3yJbTaram

JAUAardHOCTHKHU I[CTGIZ C pa3JIMYHBIMU HACJICACTBCHHBIMH HAPYIICHUSAMHU oOMeHa.
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Tabnmuua 36 — BapuaGenbHOCTh JaHHBIX MATOJIOIMYECKHX KOHIICHTPALUH MapKEepHBIX METAO00IUTOB
pa3nu4HbIX Ooyie3He OOMEHa MO MJaHHBIM pPAa3JIMYHBIX HCTOYHMKOB M JIAHHBIM HACTOSILIEro
UCCJIE0OBAHUS

Hcrouynuku™® ¢ ykazanueMm NaToJ0rH4eCKNX KOHIeHTpauuii
MAapKepPHBIX MeTA00JTUTOB

3a0oseBaHne
1 ero MapKepHEIe METaGOIHTEI JMTEparypa uH(OpMaoHHast 6a3av JIaHHBIE HACTOSIIIETO
TEHETHYECKUX OOJIE3HEH | MCCIIEIOBAHMS
«Metageney!
1 2 3 4

1. MOKA3ATEJU MAPKEPHBIX METABOJIMTOB HAPYIIEHU OBMEHA
AMMHOKHCJIOT U AHMJIKAPHUTHUHOB B KPOBMU (koHIEeHTpaluu MpeACTaBJIeHbl B MKMOJIb/JI)

1.1. ®eHnikeToHypHs, 00yciaoBJeHHast fepUINTOM eHWIATAHHHICTHIPOreHa3hbI

DeHUTATAHIH | >=140> | 800—2000 | 220-1224
1.2. 'omonucTHHYPHS, 00yCJTOBJIEeHHAS HAPYIIeHHeM MeTa0oJM3Ma K00aIaMHH

MetroHuH ‘ <10? ‘ YPOBEHb IOHIKEH ‘ 3.4-6.5
1.3. Aprunnnemust

AprUHUH | > 2007 | 10001500 | 177-225
1.4. MeTnamanonosasi anugemusi (MMA)

[IponmonunkapuuTuH (C3) | > 6° | YPOBEHb MOBBIIIECH | 3.2-40.1
1.5. Jedunur cpennenenoveunoii anni-KoA-gerugporenassl (MCAD)

I'ekcanounkapautut (C6) — YPOBEHB NOBBILIEH 1.5-3.6
OxranomnkapauTH (C8) — YPOBEHB NOBBILIEH 2.5-4.0
Hexanounkapuutut (C10) — YPOBEHB NOBBILIEH 1.8-3.8
1.6. ledexT cBaspiBanusa kapuutuna (CUD)

CBobonubIi KapHUTHH («CO0») | <=7.02 | 0-20 | 5.6
1.7.T'nyrapoBas anuaemusi I Tuna

['nmyrapunkapautus (C5DC) | > (.3 | YPOBEHb MOBBIILICH | 2.01-5.88
1.8. Tupo3unemus I Tuna

Tuposus | >=4422 | 150-450 | 321-581
1.9. Tupo3unemus Il Tuna

Tupo3uH | > 5007 | 150-450 | 661
1.10 I'nnepamMmMoHnneMus ¢ aepuuuToM N-alleTHITIYTAMATCHHTETA3bI

AJaHuH | > 800? | - | 725-1201
1.11. IluTpyinHeMust

Lurpysums | > =75 | 100-500 | 89-128
1.12. M30BannepuanoBas anugemMusi / n3opajepuanonas anuaypus (IVA)

UzoBanepuikapautd (C5) > (.87 | YPOBEHb MOBBIIIECH | 1.12-1.98
1.13. IlponuonoBas auugemus (PA)

[IponmonunkapuutuH (C3) | > §? | YPOBEHB NOBBILIEH | 7.80-10.20
1.14. HekeroTn4ueckasi runeprjiuinHeMust

Liuiys | > 45(° | 500—1500 | 452-881
1.15 BoJie3Hb «kj1eH0BOr0 cuponay (eiinunypus) (MCUD)

CyMMapHBIi TOKATEINb (JCHITUH+ U30JICHITH ) | >310° | 500-5000 | 338-552

2. IOKA3ATEJIM MAPKEPHBIX METABOJINTOB HAPYILIEHUI OBMEHA
OPTAHMYECKHUX KHUCJIOT B MOYE (xoHIeHTpAaluH NpeACcTaBJIeHbl B MMOJIL/MOJIb KPeaTHHHHA)

2.1. le¢puuutaauHHonenoyeynbix anmia-KoAsiernaporenas

CybepuHoBas KHCIOTa 0-203° 2-22 4.0-33.1
CebanHoBas KUCI0TA 0-20° 4-22 3.3-15.6
2.2. lepunut KOpoTKOoNnenoyevHbIx annia-KoArernaporenas

OTUIMaIOHOBas KHCIOTA | 180-1150° | 180-1150 | 128-521
2.3. XapkuHcunypus (Tupo3nnemus Il tuma)

4-I'napokcueHUIITUPOBUHOTpaIHAS KHCIIOTA 140-500° 20-500 88-525

4-I'napokcueHUIMOIIOUHAS] KHCIIOTa 1000-5000° 20-2300 881-1089
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1 | 2 | 3 | 4
2.4. AaxanToHypus
['OMOreHTHU3MHOBAsL KUCIO0TA | 1000-5000° | 1000-5000 | 686
2.5. 'nyrapoBas anunypus Il Tuna (MmaoxectseHHblii fepuunt annia-KoAnerngporenas)
OTUIMaIoHOBAas KHCIOTa 10-1400° 180-1150 8.2-1205
['mytapoBas kuciora 0-22000° 500-12000 224-1504
AJMnHOBAs KHCIIOTa 0-1600° 35-1600 331-1312
CyOepuHOBas KUCIOTa 0-200° 2-200 55-289
2.6. MeTHIMaJ10HOBasi aMeMUS
MeTHIMAIOHOBAs KHCIIOTA | 150-15500° | 100-5000 | 662-8120
2.7. Nepunut masionna-KoA-gexkap6okcuiiassl
MeTniManoHoBas KHCIIOTa 0-80° 150-15500 51-96
MasioHOBas KUCIOTa 50-4000° 40-440 245-558
2.8. 'nyrapoBast anunypus I tuma
[yTapoBasi KHCIIOTa | 500-12000° | 500-12000 | 431-3815
2.9. bose3ns KanaBana
N-auerunacnapTHKOBas KHCIOTa | 1000-7000° | 1000-7000 | 628-2021
2.10. I'unepokcanypus ITnna
['mukoneBas Kkucnora | >100° | 100-500 | 97-290

3. HOKA3ATEJIA MAPKEPHBIX METABOJINTOB
HNEPOKCUCOMHBIX BOJIESHEU B IIVIABME KPOBMU (koHIeHTpanuu npeicTaBjJeHbl B MKMOJIb/JI)

3.1. Cunapom leanBerepa (CLY)

I'excako3anoBas kucnota (C26:0) 2-2.9* 1.9-2.5 3.58-12.8
Cotnomenune C24:0/C22:0 — 1.3-2.1 0.032-0.125
Cotnomenue C26:0/C22:0 — 0.29-0.8 0.59-0.78
duraHoBas KHCI0Ta > 40* 5-180 8.3-20.2
[IpucranoBas kuciaora — YPOBEHD HOBBIIEH 8-15
3.2. X-cuenyieHHas aapenoJeiikonucrpodpus (X-AJJI)

JlurnonepunoBast kuciota (C24:0) — YPOBEHB TOBBIIIEH 58-105
I'excako3anoBas kuciota (C26:0) 0.131-0.277* 1.7-3.1 2.24.1
Cotnomenue C24:0/C22:0 0.2-0.8* 0.2-0.8 0.026-0.042
Cotnomenue C26:0/C22:0 — 1.9-3.5 0.68-0.87
3.3. HegocTaTouHOCTh OeJika, TpaHcnoptupyomero ctupot (CTh)

PuTaHOBAask KUCIOTA — YPOBEHD HOBBIIEH 18.7-29.8
[IpucraHoBasi KHCIIOTa — YPOBEHD HOBBIIIEH 15.3-22.8
3.4. boae3ns Pedpcyma (undanTuiabHas popma)

duraHoBas KHCI0Ta | 27-53° | 5-180 | 525-1458
3.5. boae3usb Pedcyma (B3pocaas ¢popma)

duraHoBas KMCI0Ta | 46-1127° | 40-2000 | 128—-622
3.6. Puzomennueckasitoueunasi xouapoaucniaazus (PTX) 1 tuna

Berenosas kucnora (C22:0) — — 102-132
duraHoBas KHCI0Ta =< 300’ YPOBEHB MOBBIIIEH 412-911
[IpucranoBas kuciaora — YPOBEHB TOBBIIIEH 0.2-0.8

4. IOKA3ATEJIM MAPKEPHBIX METABOJINTOB HAPYIIEHUI OBMEHA ITYPUHOB
N IINMPUMHUINHOB B MOYE (xoHIeHTpanuu npeAacTaBjJdeHbl B MMOJIL/MOJIb KPeaTHHHHA)

4.1. lepnout iMruAponupuMHANH-AETHIPOTreHA3BI

Ypamun 0-680" 50-150 228-325
TumuH 9-440° 20-80 25-29
4.2. lepuuuT 1erugponupuMHIHHA3BI

Jurpoyparmn — YPOBEHD HOBBILIEH 189-263
Ypauun - YPOBEHB MOBBIIIEH 3682
Tumun - YPOBEHB MOBBIIIEH 12-23
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1 | 2 | 3 | 4
4.3. Cunapom Jlema-Huxana
MoueBas KuCI0Ta | 1800-4400° | > 1026 | 958-1411
4.4. 'mnepakTuBHOCTH docopndosnia-nupopochar-cunrassl I (PPIIC I)
Kcantiu | 100-120° | - | 64
4.5. HacaeacTBeHHasi KCAHTHHYPHSI
Kcantun | 1120-2900° | YPOBEHB MOBBIIIEH | 44-98
4.6. lepuuut nypnH-HyKJe0o3ua-pochopuaasbl
Wonozun — YPOBEHD HOBBILIEH 15-29
['yanosun - YPOBEHB HOBBILIEH 23-39
Jle30KcUryano3us - YPOBEHB MOBBIIIEH 2426
4.7. HaciencTBeHHasi oporoBas anuaypus I Tuna
OpoToBasi KHCIIOTA | - | 14005600 | 380-1540

Ilpumeuanue. * — oudmorpadus:
1. OnexTpoHHEIH agpec 6a3sl «Metagene» — www.metagene.de.
2. Rashed, M.S. Clinical applications of tandem mass spectrometry: ten years of diagnosis and screening for inherited
metabolic diseases // J. Chrom. B Biomed Sci Appl. — V.758. — Nel. — pp. 27-48. DOI: 10.1016/s0378-4347(01)00100-1.
3. Pawar, C. Development of A GC-MS bio-analytical method to detect organic academia in neonatal/ paediatric urine
sample // C. Pawar, P. Rao, L. Lewis, S. Moorkoth // International Journal Of Pharmacy & Technology. — 2016. — 2. —
p. 13110.
4. Moser A.B. Newborn Screening for X-Linked Adrenoleukodystrophy / A.B. Moser, R.O. Jones, W.C. Hubbard,
S. Tortorelli, J.J. Orsini, M. Caggana, B.H. Vogel, G.V. Raymond // Int. J. Neonatal Screen. — 2016. — V.2. — Ned. — p. 15.
DOI: 10.3390/ijns2040015.
5. Takashima, S. Detection of unusual very-long-chain fatty acid and ether lipid derivatives in the fibroblasts and plasma
of patients with peroxisomal diseases using liquid chromatography-mass spectrometry / S. Takashima, K. Toyoshi,
T. Itoh, N. Kajiwara, A. Honda, A. Ohba, S. Takemoto, S. Yoshida, N. Shimozawa // Molecular genetics and metabolism.
—2017. - V.120. — Ne3. — p. 255-268. DOI: 10.1016/j.ymgme.2016.12.013.
6. Wierzbicki A.S., Mayne P.D., Lloyd M.D., Burston D, Mei G, Sidey M.C., Feher M.D., Gibberd F.B. Metabolism
of phytanic acid and 3-methyl-adipic acid excretion in patients with adult Refsum disease. J Lipid Res. 2003 Aug;44(8). —
pp. 1481-1488. DOI: 10.1194/j1r.M300121-JLR200.
7. Braverman, N.E., Moser, B.A., and Steinberg S.J. Rhizomelic Chondrodysplasia Punctata Type 1 GeneReviews® [40].
8 — Doyle, R.M. Urine Purine and Pyrimidine metabolite determination by LC-MS/MS for research use / R.M Doyle //
Clinical Chemistry. —2017. — 63. — 10. —p. S113.
«—» — JTaHHBIC B IICTOYHHKE HE IIPUBEJICHBL.

[Ipu ananuze pe3ynbTaToB pabOT, B KOTOPBHIX ObUIM MOJTBEPKICHBI KIMHUYECKUE
cnyyau HBO BemectB, P11 GonbIIMHCTBA MapKEpHBIX METAOOIUTOB COMOCTABUMBI C
TAaKOBBIMM M3 HACTOSIILIETO MCCIEIOBAHUA, HO JUII HEKOTOPBIX MApPKEpPOB OHHU
paznuuarotcsa. ['panunbsl PU auarHocTUdeckux MapKepoB TakKuX 3a00JeBaHUM Kak
anKantoHypusi, riyrapoBas auuaypus Il tuna, O6one3nr KanaBana, HaclieicTBEHHas
opotoBas auuaypus | tuma, runepaktuBHOCTh DPIIC I, mony4yeHHBIE B HACTOSAIIEM
WCCIIEIOBAHUM, YK€ MPU CPAaBHEHHH C TAKOBBIMH B MCCIEIOBAHUAX, MPOBEICHHBIX
paHee. DTO MOXET OBITb CBSI3aHO C BO3PACTHBIMU Pa3TUYUSAMH, OCOOCHHOCTSMHU
MaTOT€HE3a Yy KaXJO0ro KOHKPETHOIO MalMeHTa, a TaKXe C PEOKOCThIO CaMHX
3a0oneBaHuil. B cBsI3U ¢ 3TUM, JaHHbIE U3 ONMYOJMKOBAHHBIX PaHEE HCCIIEIOBaHUN HE
BCErja MOTYT ObITb KOpPpPEKTHbIMH. C y4ETOM JIaHHBIX HACTOSIIIEr0 HUCCIEIOBAHUS

MOYHO MPOBOJIUTh KOPPEKTUPOBKY 001IenpuHATHIX PU.


https://doi.org/10.1016/s0378-4347(01)00100-1
https://doi.org/10.3390/ijns2040015
https://doi.org/10.3390/ijns2040015
https://doi.org/10.1016/j.ymgme.2016.12.013
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Ocoboro BHUMaHHUS  3aCIy’KUBA€T CpaBHEHHE TIOKa3aTeled  MapKEpHBIX
MeTa00IUTOB TMEPOKCUCOMHBIX Oosie3Heil. Tak, y MalMueHTOB € B3pOCioi (popmoii
oone3nu  Pedcyma, BBISIBIGHHBIX B  HACTOSIIIEM  MCCJIEAOBaHUHU, JAUANA30H
KOHIICHTpaIui (PUTAaHOBOM KHUCJIOTHI YK€ M BXOAUT B JMANA30H €€ MaTOJOTHYECKHUX
KOHIIeHTpaluii u3 0a3bpl «Metagene». VY mnaunueHtoB ¢ Oone3nbto Pedcyma B
WHGAHTUIBLHONW (opMe, BBISIBICHHBIX B HACTOSIIEM MCCIASIOBAHUN, HAOII0IaeTCs
MPOTHBOTIOJIOKHAS TEHICHIMS: NHAINa30H KOHIICHTpauuili (UTaHOBOW KUCIOTHI IIUPE U
CMEIIIEH B CTOPOHY OOJBIINX 3HAYCHUN OTHOCUTEIBLHO TaKOBOTO M3 0asznl «Metageney

(pucyHok 43).

0 500 1000 1500 0 500 1000 1500 20000
a) 0)

Pucynokx 43 — Jluama3oH KOHILIEHTpaluil (UTAaHOBOH KHUCIOTHI B IUIa3Me KpOBU (MKMOJB/I) Y
naiueHToB ¢ Oonesnpto Pedcyma B mHpantunpHON (a) u B3pochoil (6) dopMax MO JaHHBIM
Pa3IMYHBIX UCTOYHUKOB:

1 (ma puc. 43a) — wuccnemoBanme [5] u3 Oubmmorpaduyeckoro crmmcka k Ttadm. 25; [ (Ha puc. 430) —
uccnenoBanue [6] u3 Ombmmorpaduyeckoro cnucka kK tabn. 25; 2 — mHpopManuoHHas 0a3a T€HETUYECKUX
Oonesneit «Metagene»; 3 — HacToOsILEe UCCIIEIOBAHNE.

Hanbonee 3HaunMblie pa3inuuus MEXIy pe3yJibTaTaMy HACTOSIIEr0 HCCIeI0BaHus
M TaKOBBIMH W3 JIPYTMX MUCTOYHUKOB BBISBJICHBI JIsi HEKOTOPHIX MapKEpPOB CHUHIApPOMA
[enbBerepa. [lo pe3ynabTaTaM HACTOSINIETO MCCIEAOBAHUS JMAMAa30H MATOJIOTHYECKUX
KOHIIEHTpaIui rekcako3anoBor KUcioThl (C26:0) ObuT BhIIE U HA TIOPSIAOK LIHUPE, YEM
TaKoOBOM B JIpyrux MCTOYHMKAX. Takxke 3Haunmbie (Oosee yem B 10 pa3) paznuuus
umeroT 3HaueHus PU cootHomenuit C26:0/C22:0 u C24:0/C22:0 npu X-AJIJl wu
cootHomenue C24:0/C22:0 mpu curapome I{enbBerepa.

JlaHHbIE pa3Inuusl YKa3bIBAIOT HA TO, YTO MPHU 3a00JIeBaHUAX, MAHU(ECTUPYIOIINX

B HEOHATAJILHOM MEPUOJE, HEOOXOIUMO OPUEHTUPOBATHCS Ha 00Jiee MHUPOKUE TPAHUIIBI
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MaTOJIOTHYECKUX JHAINa30HOB JUISI MapKEePHBIX METaOOJUTOB JAaHHBIX IMaTOJIOTHH.
BrisiBJIeHHBIE B HACTOSIIIEM MCCICAOBAHWM PA3JIWYMs TOKA3bIBAIOT, YTO TJIABHYIO,
MEPBUYHYIO0, JHArHOCTHYECKYIO POJb IMPHU JHATHOCTHUKE IEPOKCHCOMHBIX O0Je3Her
urparot 3HadeHust koHueHtpanuii KK, Torma kak 3HadyeHUs COOTHOIICHUM ATHUX
KHCJIOT MMEIOT BTOPOCTENECHHBIM XapakKTep, W IMOATOMY JOJDKHBI yYHTHIBATHCA Kak
BTOPHUYHBIC TUATHOCTUUYECKUE MapKEPHI.

HeobOxomumMo OTMETHTB, 4YTO IS Takux 3a0ojeBaHUi Kak  JeQUIHT
CpEIHELIETIOYEYHOU anmi-KoA-aeruiporenassl, HEJIOCTaTOYHOCTh Oelka,
TPAHCTIOPTUPYIOIIETO CTUPOA, ACPUIUT AUTHAPOMUPUMUANHAZK U JePUIIUT MMypUH-
HyKseo3u1-pochopuiassl B JAHHBIX HMCTOYHHMKAX OTMEYAETCS TOJIBKO ITOBBIIICHUE
YPOBHSI COOTBETCTBYIOIIUX MAapKEPOB, a BeMMYMHbBI UX PU He npuBeeHBI.

Takum oOpa3zoMm, H3-3a HAIWYWS 3HAYUMBIX paznuuuid Mexay PU HEKOTOphIx
MapkepHbix MetabonmutoB HBO BemecTB B paHee omyOnMKOBaHHBIX paboTax u
JJAHHBIMH HACTOSIIIETO HCCJICJAOBAaHUS, TMOCJIEAHUE HEOOXOAUMO YUMTHIBATH IPU

HHTCPIIPCTAlU PC3YJIbTATOB IIPOBCACHNA TUAIHOCTUKH COOTBCTCTBYHOIINX MaTOJIOTUH.
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5. 3AKVIIOYEHUE

[lo oduuuanbHbIM  JaHHBIM, yTBepkIeHHBIM [Ipukazom MuHHCTEpPCTBA
3npaBooxpaHeHus P® ot 30 ampenss 2013r. No281 «OO6 yTBepKIE€HHH Hay4YHBIX
m1aTGopM METUIMHCKON HayKW» IUIAHUPYETCsl CO3/IaHME HOBOM CTpaTeruud W 3ajad
pa3BUTUS MEIUIMHCKOW Hayku Ha mnepuon a0 2025r: «Hayunsie mnnatdopmel
MPEACTABIAIOT COOOM HOBBIE TEXHOJIOTMYECKHE pEIICHUS B cdepe MEIULUHBI U
3npaBooxpaHenusd. [lnarpopma «IIpodunakrudeckas cpeaa» — eIMHOE TPOCTPAHCTBO,
BKJIIOYAIOIIEE IEHTPhl TPAHCISUUOHHOW  MEAMIMHBI, allapaTHO-IIPOTPAMMHbBIC
KOMIUIEKCHI, aHAIUTUYECKUE YCTPOUCTBA, MHTEIUIEKTYaIbHbIE METOJIBI U MIPOTPAMMHBIE
CpeACTBa, MpeJHa3HAYEHHBIE ISl MPOTHO3HOM M MHAWBUIYATbHON OIEHKHU 310POBbS
yenoBeka U 3(PQPEKTUBHOCTH  030POBUTEIBHO-IPOPUIAKTUUECKUX  MPOTPaMM.
MeponpusiTus MO pealn3alud JaHHOW MIaT(GOpPMbI BKIIOYAIOT (yHIaMEHTaJIbHBIE,
NpUKIAAHBICE W KIMHWYECKHe uccienoBanusa. K dyHIaMeHTAIBHBIM HCCIEAOBAHUSAM
OTHOCUTCS pa3pab0OTKa ¥ BaluJalus HOBBIX METOJOB CKPUHUHTA TEHOMHBIX,
MPOTEOMHBIX U METa00JIOMHBIX OMOMAapKEPOB, a TAKKE UACHTH(PUKAIHS METAOOIUTOB B
OMOJOTUYECKHUX KUAKOCTSIX, KJIETKaX, TKaHSIX M OpraHax. B cBs3u ¢ »TuM HambOolee
s (eKTUBHBIE PENICHHS MOCTABICHHBIX 3a/1a4 CBS3aHBI C PA3BUTHEM TaK Ha3bIBAEMOU
«4P»-MeIUIUHBIL: PO UITAKTHIECKOM (IpeBEHTUBHOM), MPEIUKTUBHOU
(mpenckaszaTenbHOM), MEPCOHATM3UPOBAHHOM W TAPTUCUIIATHUBHOM (IIpU  y4yacTUH
nanpenTta). [lpu pemeHun mnpoOJIEMBbl YBEIHUYECHUS MPOJOIDKUTEIBHOCTH KU3HU
HaceineHuss Poccum Ha TEpBBIM  TJIaH  BBIXOJAWT HWMEHHO MPOGHUIAKTUYECKOE
HaIpaBJeHUE, MOTHBUPYS JKUTEIIEH K 3J0POBOMY 00pa3y U3HU M CO3/1aBasi IPUOPUTET
COXpaHEHUs HMX 340poBbs. [IpenIWKTMBHAs MeAMIMHA HaIpaBlieHA Ha paHHEe
BBISIBIICHUE HACJEJACTBEHHOW MPEIPACHOIIOKEHHOCTH 4YeJIOBEeKa K XPOHUYECKUM
3a00JIeBaHUSIM, UYTO IIO3BOJUT TMPOBOJUTH CBOEBPEMEHHBIE MPOPUIAKTUIECKUE
MEPONPUATUS I NPEAYNPEKICHUS UX PA3BUTHUS C LEJIbI YIYUYIICHHS COCTOSHUSA
310POBbsI, MOBBIIIEHUA KA4e€CTBA M YBEIHMYEHHS MPOJOJIKUTEIIBHOCTH AKTUBHOIO
nepuojia )Ku3Hu Hacenenus» [7, 13, 107].

B coBpemMenHoi nabopaTopHO MeIUIIMHE 0C000€ MECTO 3aHUMAET JUArHOCTHKA

HaCJICACTBCHHBIX HapymeHHﬁ obMeHa AMHWHOKCWJIOT, AllHWJIKAPHUTHUHOB, OPTaHUYCCKHUX
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KHUCJIOT, JJIMHHOLIenoueuHbIX ®KUpHbIX kuciaoT (JLKK), nypunoB u nupumuaunos. Ilo
MIPUYUHE TOTO, YTO OOJBIIMHCTBO HACIEICTBEHHBIX 00Jie3HEH 0OMEHa BEIECTB UMEIOT
CXOJIHYI0 KJIMHUYECKYIO KapTHUHY, WX KIMHUYECKHE M OCHOBHBIC J1aDOpaTOpHbIC
MPU3HAKUA YaCTO CIYKaT JIMIIb OTHOCUTENIbHBIM UG )epeHIInanbHO-IHarHOCTUUYECKUM
KputepueM. B cBs3u ¢ 3TUM ropazgo 0Ooliee 3HAYUMYIO POJIb TMPU MPOBEICHUU
JUATHOCTUKHU ATUX HAPYIICHUU UTPAaeT KOJUYECTBEHHOE OMPEACIICHUE UX MapKEpPHBIX
MeTa00JIUTOB KPOBH, IJIa3ME KPOBH U MOYE MAIMEHTOB TAKUMH WHCTPYMEHTAJIbHBIMU
MeTtogaMu Kak BbicoKOA(ddextuBHas xkuakoctHas (BIOXKX-MC/MC) wu razosas
xpomarorpadus ¢ Macc-cnekrpomerpuueckuM aerektupoBanueM (I'X-MC). Illupokoe
MPUMEHEHUE H3TUX BBICOKOTEXHOJOTHUYECKUX METOJOB B MEAMIIMHCKOM MpaKTUKE
MO3BOJIUT BBISIBUTH HACJIEACTBEHHBIC 0OJE3HM OOMEHA BEIIECTB HE TOJBKO Ha CTaIuU
MPOSIBJICHUS] KIMHUYECKUX IMPU3HAKOB, HO U B 00Jiee paHHEM BO3pacTe MalMEHTOB.
Heobxoaumo OTMETHTH, YTO B JHTEpPAType OTCYTCTBYIOT AaHHBIE O pedepeHCHBIX
untepBasiax (PU) nuarHocTuyeckux MapKepoB JAaHHBIX HACJIEICTBEHHBIX HapyIICHUIM
obmeHa s aerckoi momyssiuu B Poccuiickoit depepanun. B cBsI3u ¢ 3TUM, 11eb
HACTOSIIETO MCCIIEIOBAHUS — ONPEACNIUTh 3HaUeHne U 3 (HEKTUBHOCTH XPOMATO-MaCC-
CIEKTPOMETPUH B J1a0OPATOPHOM AMArHOCTUKE HACIEICTBEHHBIX Ooyie3Hel oOMeHa
AMUHOKUCJOT, allUJIKAPHUTUHOB, OPraHUYECKUX KHUCIIOT, JKUPHBIX KUCJIOT, IypPUHOB H
MUPUMUINHOB, OIEHUTh PEPEPEHCHBIE WHTEPBANBI I ITHUX IOKa3aTeNe, a TaKkKe
pa3paboTaTh COOTBETCTBYIOIIME alNTOPUTMBI  KIMHUKO-Ta00paTOpHOTO  aHaIHM3a
BPOXKJICHHBIX META0OJNUSCKUX HAPYIICHUH Y JETeH.

B nacrosmeit paboTe ObUIM HMCCIIEIOBaHBI JIAOOPATOPHBIC MMOKA3aTENIM CIEKTPOB
AMUHOKHUCIIOT, AalWIKAPHUTHHOB, opranudeckux kucior, JAIDKK, nypuHoB wu
MUPUMHUJMHOB B KpOBHU, IUIa3M€ KPOBHM U Moue y 695 npereld, u3 Kotopbix 157 —
MalUEHTHI
C pa3JIMYHBIMU 3200JIEBAHUSMHU CO CXOJHOU KJIMHUYECKON KapTUHOM, XapaKTepHOU IS
BPOXKJIGHHBIX METa0ONWYecKux 3abojeBaHui, 95 — MNpakTHUUECKH 3I0POBBIC NIETH,
BOILIE/IIINE B KOHTPOJIBHYIO Tpymiy, U 443 — NpakTUYECKU 310POBbIC JACTH JJIS pacyera
pedepeHCHBIX HHTEPBAIOB OIPEACNIIEMbIX MOKa3aTeseH.

B pesynbTare mpoBeAEHHOTO HCCIENOBaHUs ycTaHOBJIEHbI PU nuarHoctuyeckux
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MapKepoB HapylleHud oOMeHa BEIIeCTB i JAETCKOW mnomyiysiiiuu B Poccuiickoit
Oenepanuu. ['panunsl PY Obuin onpeneneHsl Kak MpeAelibl, COOTBETCTBYOIUE 2.5—
97.5% pa3zbpocy pe3yiabTaTOB aHAJUTOB B BHIOOpPKE OOCIIENOBAHHBIX JETEH, KOTOpPbHIE
OBUTN pacrlpeieNIieHbl M0 YEThIPEM BO3PACTHBIM TpyMIaM: NepBas HEAENs KU3HHU, OT §
mHer 1o 1 mecsana, 1-23 mecsamna, 2—17 netr. B ¢Ba3u ¢ OoJbllIed JHArHOCTUYECKOM
3HAYMMOCTBIO BEpXHEW rpaHullbl P TpeHn u3MEHEHUs KOHLEHTPAUMH KaXJI0To
MOKa3aTelss B 3aBUCUMOCTH OT BO3PACTHOW TpyMIbl OOCIETOBAHHBIX OIICHUBAJICS
MMEHHO I10 €€ BEJIUYNHE.

B xozie peTpoCneKTUBHOIO aHalIu3a pe3yJibTaTOB 00pa3loOB MATEH KPOBU U MOYU
443 nereil U3 KOHTPOJIBHOM rpynmbl ObK onpenenensl PU qns 12 amunokucnot, 30
AUWJIKAPHUTUHOB M 28 OpPraHMYeCKUX KHUCJIOT, IETEKTHpyeMbIXx MetonoMm BIKX-
MC/MC. Ilpu aHanu3e NOJYYEHHBIX JAHHBIX OYEBHUJIHO, YTO HJis1 OOJBIIMHCTBA
AMHHOKHCJIOT U AllWIKAPHUTHHOB B KPOBHM, 4 TAK)KE OPraHUYECKHX KHUCIOT B MOYE
XapaKTEpHa pa3InvyHas BO3pacTHas TMHAMHUKA NU3MEHECHHS UX KOHLIECHTPALUH.

Ha ocHOBaHMM pETPOCHEKTHBHOIO aHaiu3a pe3ysibTaToB 369 nereir w3
KOHTPOJIBHON rpynnbl Takxke Obutn ompenaenensl PU mns 5 JALDKK u ux 2 aByx
JUAarHOCTUYECKU BAXKHBIX COOTHOLICHUW B IUIa3ME€ KPOBH, NETEKTUPYEMBIX METOJI0M
I'X-MC, a taxxe g 19 nypuHOB U MUPUMUIUHOB B MOYE, AETEKTUPYEMbIX METOAOM
BOXX-MC/MC. Pesynbrarsl ananu3a moiydeHHbIX maHHbX maiusa Bcex JIDKK u mx
JIBYX COOTHOUICHHM, a TAK)KE BCEX IYPUHOB U MHUPUMHUJMHOB BBIABUINA OTCYTCTBUE
BO3PACTHOM TMHAMUKH M3MEHEHUS MX KOHLEHTpALMil (pa3inunve MEXAy 3HAYCHUSIMU
rpanul ux PU B n3y4eHHBIX BO3pacTHBIX rpynmnax mexee 5%).

ITo mroram momcka pabOT MO AUATHOCTUKE HACJEICTBEHHBIX OOJe3HEH OoOMEeHa
BEILIECTB, MOXHO CKa3aTb, YTO B JIMTEPATYpE HMEETCS HEMHOTOYHUCIEHHOE YHUCIIO
HCCIICIOBAaHUM, TOCBSIIECHHBIX H3YyUYEHHUIO JaHHBIX Matojorui. Takxke HEoOXOIuMO
OTMETHTb, YTO YaIlle BCETO B HUX MEPEUNCIICHBI XapaKTEPUCTHUKN MAPKEPOB U MOIPOOHO
ONKCaHbl 3a001€BaHus, TUATHOCTUPYEMbIE C UX TTOMOIIBIO, a TAKKE IPUBEACHBI TOJIHKO
oOmue (OpUEeHTUPOBOYHBIE) MHTEPBAIBI JJII HOPMBI M TATOJOTUHU, 0€3 BO3PACTHOMN
muddepennmanuu o0ciae0BaHHbIX. [Ipy cpaBHEHHWH NAaHHBIX Pa3HBIX UCTOYHUKOB U

JaHHbIX, IIOJYYCHHBIX B HACTOAMICM HCCICAOBAHHNH, MOXHO OTMCTUTb, 4YTO JIA
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OOJIBIIMHCTBA aHATU3UPYEMbBIX MAPKEPOB TEHACHIIMU MO U3MEHEHHUIO UX COJEp KaHUs
B KPOBU M MOYE B 3aBUCUMOCTHU OT BO3pacTa 00CIEOBAHHBIX OJM3KHU, HO BEJIMUYUHBI UX
P B HEKOTOpBIX cCiydasx HE CONOCTaBUMBL. Jli1d moka3arenedl CcolaepKaHus
AMUHOKUCJIOT, allWJIKAPHUTUHOB U OPraHUYECKUX KHUCJIOT 3TU OTJIMYMS MOTYT OBbITh
CBSI3aHBl C OCOOCHHOCTAMHM U Pa3IUUMSIMU AHAIMUTUYECKOTO TMpolecca Mpu
XxpoMartorpauueckoM aHallu3€ U  MaCC-CIIEKTPOMETPUYECKOM JIETEKTUPOBAHUMU.
Paznuuust mexay BbIOOpKaAMU MAlMEHTOB TaK)XE CIIOCOOCTBYIOT HAIMYHUIO Pa3IMUUM
Mexay PU aHamm3upyeMmbIX moKaszarele, 4To B OYEPEAHOM pa3 MOATBEPKIAACT
HEOOXOJIUMOCTh 0053aTEIBLHOTO YCTAHOBIEHUS KaXJ0il J1abopaTopueil coOCTBEHHBIX
PU nns nuarHOCTMYECKMX MapKEepPOB HACJEACTBEHHBIX Oo0je3Held oOMEHa BEIECTB.
Brissriennsie paznuuust B PU minsa sexotopeix JIKK M0OKHO 00BSICHUTH S THUYECKUMU
OCOOCHHOCTSIMU BBIOPAaHHON NOMYJISIIIUU JETEH, HAJIUYUEeM Y HUX OIpeJIeIeHHON
JIMETHI, a TAaK)KE Pa3IMYUsIMHU B MOAX07aX K (OPMHUPOBAHUIO BEIOOPOK, 00CIEIOBAHHBIX
st pacuera PU, Meromosioruum  NOpoOBEACHUST aHajdu3a U UCIHOJIb3YyEMOM
XxpoMaTtorpaduaeckon 000pyIOBaHUMU. Onnako, omaromaps omm3ocTH
METOJO0JIOTUYECKUX TOAXOAO0B IPOBEICHHUS BCEX JTAllOB ASKCIEPUMEHTa (CO3JaHus
BBIOOPOK OOCJI€IOBAaHHBIX, MPOLEAYPhl TMPOOOMOATOTOBKA OWOMarepuaia U €ro
KOJIMYECTBEHHOTO OMPEAEIICHUs) Pe3yabTaThl UccaeaoBaHui [224, 252] u HACTOSAILIETO
CONOCTaBUMBI  JJi1  OOJBIIMHCTBA  HW3YYEHHBIX [YPUHOB W  IUPUMUJUHOB.
Hesnauurtensubie paznuuus B PY 1is1 HEKOTOPBIX aHAJIMTOB, BEPOSITHEE BCETO, CBSA3AHBI
C NOMYJIALIMOHHBIMU PA3TUUUSMH.

[Tocne cpaBHEHUS XpoMaTorpaMM OOpasIOB MATEH KPOBHU, TUIa3Mbl KPOBH U MOYHU
MAIMEHTOB C BBISBJICHHBIMU 3a00JIEBAHUSIMHU U 00CIEOBAaHHBIX U3 COOTBETCTBYIOIIMX
KOHTPOJIBHBIX TPYII (A€Te ¢ JOKa3aHHBIM OTCYTCTBHEM HACIIEJICTBEHHBIX OO0JIe3HEH
oOMEHa BeIeCTB) MOXHO CKa3aTh, YTO MEXIYy HUMHU HUMEIOTCS 3HAYMMBIC Pa3udus,
KOTOPBIE MOYKHO OIICHUTH JIa)Ke€ BU3yaJbHO, HE Mpuberas K KOJU4eCTBEHHON 00paboTke
MOJYYEHHBIX JaHHBIX.

ITo pesynbraram aHanmm3a oOpasIoB IsSITEH KpoBW W Mouu 80 aeTedt U3 mepBoi
TPpYNIbl ¢ TOJIO3PEHUEM Ha aMUHOALMIOTATHH U OPraHUYECKUE alliJAeMHUH/aluaypun

HA OCHOBAHHMM XapaKTEPHBIX KIMHUKO-TA0OPATOPHBIX NAHHBIX BBISABICHO 54 maiueHTa
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C MOHOTEHHBIMH 3a00JICBAaHUSMU: AMUHOAIMIONIATUSIMHA, OPTAHUYECKUMH AITUACMHUSIMHU,
nedeKTaMu OKUCICHUS JKUPHBIX KHUCIOT M TEPBUYHBIM CHUCTEMHBIM Je(QUIIUTOM
CBOOOJIHOTO KapHUTHHA, a Takxke 34 peOeHKa C OpPraHUYECKUMHU aluJIeMUsiMu/
anunaypusimu. [lo pesynbraram ananusa oOpasloB IJIa3Mbl KPOBU 35 AeTel U3 BTOPOM
TPYNIBl C TIOO3PEHUEM Ha TEPOKCUCOMHBIE OOJE3HM HAa OCHOBAaHWHM XapaKTEPHBIX
KJIIMHUKO-1a00paTOPHBIX JAHHBIX BBISIBICHO 17 MallMEHTOB € JTaHHOW MAaTOJOTHEH.
ITo pesynbraram ananuza oOpa3oB MOuM 42 AeTel U3 TPEThEU IPyMIIbI C MOJ03PEHUEM
Ha HapylieHne oOMEHa IypUHOB W MHUPUMHUIUHOB Ha OCHOBAaHUU XapaKTEPHBIX
KJIMHAKO-71a00paTOPHBIX JAHHBIX BBISBICHO 18 MAIlMEHTOB C JAHHBIMU HApYIICHUSMU.
Jlnarao3pl BceM ManueHTaM ObUTH MOCTaBIICHB HA OCHOBAHWH PE3YJIhTAaTOB HE TOJIHKO
XapaKTEPHBIX  KJIMHUKO-TA0OPATOPHBIX, HO H  MOJICKYJISIPHO-TEHETUYECKHUX
WCCJICIOBAHMM, TOATBEPJIMBIINX HAIWYUWE TATOTEHHBIX MyTalWii, a TaKke
JIOTIOJTHUTENBHBIX ~ HCCIIeOBaHUN  (UOpOOIacTOB,  MOATBEPAMBIINX  HAIAYUE
MEPOKCUCOMHON TUCHYHKIMM Yy HEKOTOPHIX MalMeHTOB. TakuM 00pa3oM, METOJ b
BOXX-MC/MC u I'X-MC pokazanu CBOIO HaJIeXHOCTh W 3(PPEKTHUBHOCTH IS
MIPOBE/ICHMSI TUarHOCTHKY HACJIEICTBEHHBIX O0OJIE3HE 0OMEeHa BEIIECTB.

CpaBHEHHE MAaHHBIX O TMATOJOTMYECKHX 3HAYCHHUSIX JHATHOCTUYECKUX MapKEPOB
HACJICJICTBEHHBIX OOJIe3HEW oOMEHa BEIIeCTB Yy TAIMEHTOB C BBISBICHHBIMU
3a00JIeBaHUSIMU, YKa3aHHBIX B JIUITEPATypE, C TAKOBBIMU U3 HACTOSIIETO UCCIEIOBAHUS
MOKa3aJio, YTO HEKOTOPhIE U3 HUX 3HAYUMO paziudarorcs. [loaTomy mpu mpoBeneHumn
1ab0paTOpHON AMArHOCTUKH JTaHHBIX TATOJOTUH HEOOXOJUMO OpPHUEHTHUPOBATHCS Ha
oosee mupokue PY cOOTBETCTBYIOIIMX MapKEPHBIX METAOOJIUTOB.

AHanu3 3KCIIepUMEHTATBHBIX JTaHHBIX, TOJYYCHHbIC B HACTOAIIEM HCCIIEIOBAHUU,
MoKaszaj, 4To OJyiarojaps 3HAYUTEILHOMY YBEIMYCHHE YHCIIa U 0OBEMOB BBIOOPOK
C TOCIHEAYIOIIMM CO3JaHMEM Ha HX OCHOBE MACCHBOB JAHHBIX TOSIBIISIETCS
BO3MOYKHOCTh HCIOJIb30BaTh MapaMEeTPUUYECKUE KPUTEPUHU, MPUMEHUMBIE B Pa3HBIX
BUJIaX CTAaTHUCTHYECKOTO aHaiu3a (Hampumep, KJIACTEPHOM M KOPPEISIIIMOHHOM), 4TO,
B UTOrE, MO3BOJIUT MOJYYUTh HOBbIE JUATHOCTUYECKUE MApKEPhl, WU LIeTbie TPOoduiy,
MTO3BOJISTIONINE MPOBOIUTD NG dEepEeHIINATBHYIO THATHOCTUKY ATUX 3a00JeBaHui Ooiee

addextnBHO.  Hampumep,  alUIKapHUTHHOBBIK — TPOPUIL  MOXKET  CIYXKUTh
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MOTEHITMAJIbHBIM  JIOTIOJHUTEIBHBIM ~MapKEepoM TMPH TOTPaAaHUYHBIX TOKa3aTelsIX
¢dbenmnanannHa. HecoMHeHHO, nJii JMArHOCTUKUM  (PEHUIKETOHYPUU  YPOBEHB
(dheHunaIaHMHA — OJUH U3 CaMbIX 3HAYMMBIX MapKEPHBIX META00JIMTOB MO CPABHEHHUIO C
JIPYTHMU, HO JajibHEHIee u3ydeHue mpoduiis alIKapHUTHHOB JAacT BO3MOXKHOCTH C
ero MTOMOILBIO mudpepeHupoBaTh (EeHUIKETOHYPUIO OT IPYTHUX
runieppenmnanmanuaeMuid. HaOmrogaeTcss TEHACHIMS K CHHIKCHHIO  Pa3IMYHBIX
rokKasaTesiel aliIKapHUTHHOBOTO Mpoduist (KOpOTKO-, CpeaHe-, JITMHHOLETOYEYHBIX
allWJIKADHUTHUHOB) Y  MAaIllMEHTOB C  IUTPYJ/UIMHEMHEH HW  HEKETOTUYECKOMU
TUIIEPTINLTHEMUEN.

Mexay HEKOTOPBIMM MapKepaMH W TPYyIaMHd MapKepoB, CPOpMUPOBAHHBIMU 10
pe3yJabTaraM KJIaCTEpPHOrO aHanmu3a, ObLI TPOBEACH KOPPCIAIMOHHBIA aHAJN3.
Conepxanne HamOoJiee METa0ONIMYEeCKH ONM3KUX COCIWHCHUH HMENIOo HauOoiee
BBIPOKCHHYIO KOPPEAIMOHHYIO B3aUMOCBs3b. OJIHAKO KOPPEISAIIMOHHAS B3aUMOCBS3b
MPOSIBUJIACh M CPeau METaOOJMYECKH CIa00 CBS3aHHBIX COCAWHCHHH. DTH JTaHHBIC
SBJISIOTCS OCHOBaHUEM IS TIPOJOJDKEHHUS HCCIEAOBATEIbCKUX pPabOT B ITOM
HanpaBjieHUU. JlaHHBIE TpUMEPHI TO3BOJSIOT C YBEPEHHOCTHIO CKaszaTh, YTO
MEePAPXUUYECKUM KJIACTEPHBIA aHaliu3 MOXET CIYXXUTh HAJACKHBIM TOMOIHUKOM
JIeYaIIuM BpayaM IMpHU MOCTaHOBKe AU PepeHITNaTIBLHOIO TUarHo3a.

Jlnsg  pa3BuUTHA  TpeACKa3aTeIbHONM  MEIMIIMHBI  HEoOXoauMa  pa3padoTka
MEIUIIMHCKOW WH(OPMAIIMOHHOW CHUCTEMbl WHHOBAIIMOHHBIX METOJOB CKPUHUHTA H
MOHUTOPHUHTA, a IMaTHOCTUYECKUE aJITOPUTMBI, pa3paboTaHHBIC B HACTOSIICH padore,
MO3BOJISAT BBIACIUTh U3 ACUMIITOMATUYECKOI0 KOHTHHICHTA MAIIMEHTOB C MPEKIMHUYEC-
KHUMH CTaIusIMH 3a00JICBaHUM JIUIl ¢ (paKTOpaMH pHCKa UX Pa3BUTHS, a TAKXKE CO3/1aTh
MPEANOChUIKK  JUISl WHIWBHAYaJbHOW TapreTHOW Tepanuu. B ganHON pabote
pa3paboTaHbl  aJTOPUTMBl JUAarHOCTUKH HACJEJICTBCHHBIX HApyIIeHWH oOMEHa
CJIEAYIOMMX BEIIECTB C MPUMEHEHUEM XPOMATO-MaCC-CIIEKTPOMETPUUECKUX METO/IOB:

® AMUHOKHCIIOT B MATHaX KpoBU MeTo10M BOKX-MC/MC;

¢ AIMIKAPHUTUHOB B TIsATHaX KpoBH MeTo oM BOXKX-MC/MC;

®OpraHuYecKuX Kuciaot B Mmoue MmetogoM BOKXX-MC/MC;

¢ JIMHHOUICIIOYCYHBIX KUPHBIX KUCJIOT B IINIA3MC KPOBU MCTOJ0M FX-MC,
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® IyPUHOBBIX U MTUPUMHUJIMHOBBIX OCHOBaHMM B Moue meToaoM BOXKXX-MC/MC.

Hanuuue nuddepennmanuu no TuraM HaCcIEICTBEHHBIX HAPYIICHHUHN B KaXKJIOM U3
MPEJCTABJICHHBIX  AJITOPUTMOB  JUArHOCTUKW  JOIMOJHUTEIIBHO  TMOBBIIAET WX
MHQOPMATUBHOCTh MO CPAaBHEHUIO C HMEIOIIUMHUCS aIrOPUTMAMH, UYTO MO3BOJIUT

6bICTpee M TOYHCC BBIABJIATH IIATOJIOTHMH Y ITAITUCHTOB.
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6. BbIBO/IbI

1. Jns pan"edt u 3¢G(PEKTUBHON NHATHOCTUKU HACIEICTBEHHBIX HapyIICHUN
oOMeHa aMUHOKHCIIOT, OPraHUYECKUX KHCIOT, AllWIKAPHUTUHOB, KUPHBIX KHUCIOT,
NypUHOB U TUPUMUJMHOB y JAETeHd HEOOXOAMMO MYJIbTUIIEKCHOE J1abopaTopHOE
KOJIMYECTBEHHOE OIlpejieiieHne Haumbosiee 3HAYMMBIX METaOOJIUTOB; OMNpPEACIICH
cnekTp A(@PEKTUBHBIX METOJIOB MAaCC-CIEKTPOMETPUHU, PACCUUTAHBl 3HAYCHUS
pedepeHCHBIX MHTEPBAJIOB ISl 3TUX METa0oNuTOB. Bce METOAMKH OJKHBI OBIThH
BAJIMIMPOBAHBI JJISI MAJIOTO 00beMa OMOJOTHYECKUX MPOO, YTO OCOOCHHO BaXKHO JIJIs
JUAarHOCTUKH B NIEIUATPHUU.

2. Paccuutanbl 3HaueHUs1 pePEepPeHCHBIX HHTEPBAJIOB MJISI ATUX METAOOJIUTOB U
KOHIICHTpAIlMu MeTa0OJIUTOB HACJEJACTBEHHBIX HapylIeHUH OoOMEHAa aMHHOKHUCIIOT,
AIMIIKAPHUTUHOB, OPraHUYECKUX U JKUPHBIX KUCIOT B KpoBH. Tak, /st onpeaeneHus
pedepeHCHBIX 3HAUCHUI MapKEepPOB AMUHOKHCIIOT, Al[WIKAPHUTUHOB U OPTaHUYECKUX
KHCJIOT LEeJNecOo00pa3HO BBIACIATh MATh BO3PACTHBIX TPyNI, a ISl OYEHb
JUTHHHOIICTIOYEYHBIX JKUPHBIX KHUCIOT M MYPUHOB/MIUPUMUIMHOB 3HaueHus PU He
3aBUCAT OT Bo3pacTa. [ panunbl PU nuarnoctudecknx MapkepoB Takux 3a00s1eBaHUN
KaK aJKanToHypHs, riaytapoBas amunaypus Il tuma, OGonesnpr KanaBaHa,
HacleJACTBeHHass oporoBasg auunypuss [ tuma, runepakruBHocts OPIIC I,
METHJIMAJIOHOBAsSI allUJIEMHUS, TOJTYyUYECHHBIE B HACTOSIIIEM UCCIIEIOBAHUU, OTIIMYAKOTCS
OT TAKOBBIX B UCCJIEOBAHUSX, IPOBEICHHBIX PaHEE.

3. Paspaboranbl mnpodunanm  OMOXMMHYECKHX  MapkepoB: dddexTuBHasT U
cneruuyeckast JUisi JUArHOCTUKM HapymieHus OOMEeHa aMHUHOKHUCIOT TaHelb
BKiItovyaeT 42 nokazarens (12 amuHokucnoT U 30 anUMIKApHUTUHOB) B MATHAX KPOBH,
JUISl AMArHOCTUKUA OPTaHUYECKUX aluIypuil — 28 OpraHM4ecKuxX KUCJIOT B MOYe, AJIS
JUATHOCTUKHU TEPOKCUCOMHBIX OOJIe3HEH — 5 OYeHb IITMHHOIETIOYEYHBIX >KUPHBIX
KHUCIIOT B TIJIa3M€ KPOBH U JIJIsI TUATHOCTUKYU HapylleHu oOMeHa HykieoTuaamMu — 19
MIyPUHOB ¥ TUPUMHUJIUHOB B MOYE.

4. BnepBbie omnpeneneH Auana3oH YpPOBHS MAaTOJOTMYECKUX KOHUEHTPALHA
COOTBETCTBYIOIIUX AUATHOCTUYECKUX MapKEPOB: CBOOOIHOTO M CBSI3AHHOTO

KapHWUTHHA, I'CKCAHOUJIKAPpHUTHUHA, OKTaHOHJIKApHUTHHA, ACKAHOUWJIKApHUTHHA,
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(UTaHOBOM U MPUCTAHOBOW KHCIOT, AUTHAPOYpAllIa, ypaluia, TUAMUHA, HHO3WHA,
ryaHO3WHA, JIe30KCUTyaHO3MHa, JJIsi TakuxX 3a0oyieBaHUM  Kak  JeUIUT
CpEHELETTIOYEYHOU anmi-KoA-aeruiporesassi, HEJOCTATOYHOCTh Oenka,
TPAHCIIOPTUPYIOIIETO CTUPOI, AEPUIUT TUTUIPONMUPUMHUINHAZHL U TePUIUT MypUH-
HYyKJIe03uaA-Pochopuiiazsl y NaMEHTOB

5.  AJropuTM IMArHOCTUKU HACIEICTBEHHBIX HApyLIEHUM OOMEHa aMHUHOKHUCIOT
JIOJKEH BKIIFOYATh METOJ KUIAKOCTHOM TaHIEMHOW XPOMAaTO-MAaCC-CIIEKTPOMETPHUU B
COYETAaHMM C Ta30BOM XpOMATO-MAacCC-CIEKTPOMETPUEH W  HOHHO-OOMEHHOM
xpomaTorpadueil Ay onpeAesieHus: CoAepKaHusl aMUHOKHUCIIOT U UX METAa0OJIUTOB B
CyXOM TMSITHE KpOBHU, IUIa3Me KpoBM H Modye. JlmarHo3 ObUT MEPEKPECTHO
MOATBEPXKJACH W TIO0 aHAIM3y CYXUX MATeH KpoBu wmeTomoM BOIXX-MC/MC
(MeTuIManOHOBAs alUJIEMHsl M TIyTapoBas auujaeMus | Tuma) u mo aHaiuzy Mouu
metogom I'X-MC.

6. JlnarHOCTMYECKHUI aJrOpUTM BBISBICHUS HapylUIEHUH OOMEHa OPraHU4YeCKHUX
KUCJIOT B TIpYyINe NalUeHTOB C aMUHOAUUJIONATUAMHU W AlUAYPUSIMHU JOJDKEH
BKJIIOYaTh B ce0d TpUMEHEHHWE MeToJa Ta30BOM Xxpomartorpaduu - Macc-
CIIEKTPOMETPHUH U METOJ1a TAHAEMHOM )KUIKOCTHOM XPOMATO-MaCC-CIIEKTPOMETPHUH.
7.  AHamu3 cTaHJapTU3UPOBAHHOTO psija anuikapHUTUHOB (30 mokaszaTeseit) KpoBu
METOJIOM TaHJIEMHOM MAacC-CHEKTPOMETPUHU, AaHajdW3 MOYM Ha COJEp)KaHUE
OpraHUYeCKuX KHUCIOT (28 mokaszaTeneil) METoJ0M ra3oBoi XxpomaTorpaduu - Macc-
CHEKTPOMETPUM JOJKHBI ObITh BKJIIOUEHBI B aJTOPUTM JIaOOPATOPHOU AMArHOCTUKU
HapylIeHUH OOMEeHa JKUPHBIX KHUCIOT. AUMIKAPHUTUHOBBIA MNpPOGUIb MOXKET
CIIY>KUTb  JOTIOJIHUTEJIbHBIM  MapKEepOM TMpU  MNOTPAHUYHBIX  [OKa3aTessiX
KOHILIeHTpaluu (enunananuHa. [lpodunp anMIKapHUTUHOB JAa€T BO3MOXKHOCTD
nuddepeHurpoBath (GEHUIKETOHYPUIO OT APYrUX TUneppeHuIaIaHUHEMUH. DTH
JIaHHbIC MOATBEpkAeHbI Mia anuikapautuHoB C12, Cl14, Cl14:1, Cl6, Cl6:1, C18,
C18:1, C5, C50H nenmapamerpuueckum kpurepuem Manna-Yutau npu p < 0.05.
Habnronaercs TCHACHUHNS K CHIKECHUIO Pa3IUYHBIX roKazaresnen
aIIKapHUTHHOBOTO  Tpodmiit  (KOPOTKO-,  CpeAHe-,  JUIMHHOIIETIOYEYHBIX

AlMJIKAPHUTUHOB) y  TALMEHTOB € LUTPYUIMHEMHEN W  HEKETOTUYECKOU
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TUNEPTITULUHEMUEH.

8. Jlnms TOYHOM M OBICTPOM NMArHOCTHUKHU IMEPOKCHCOMHBIX O0JIE3HEH HEOOXOIUM
aHaJIU3 OYCHb JJIMHHOIIEMIOYEUHBIX XUPHBIX KUCIOT B KPOBU MAIMEHTOB METOJOM
ra3oBOi XpoMaTorpaduu - Macc-CIEKTPOMETPUHU; OCOOEHHO BaXKHBIMU MOKA3aTEIIMU
IpU JIUATHOCTUKE OTUX 3a00JIeBaHUM SABJISIOTCS WU3MEHEHHUS KOHIEHTpalUi
reKCaK03aHOBOM, (PUTAHOBOM M MPUCTAHOBOW KUCIOT. BrepBble npennoKeHHBIN B
HACTOSIIEM MCCeoBaHuU MokazaTenb «C26:0/C22:0» (oTHOLIEHHE KOHIIEHTpAIUi
TFeKCaK03aHOBOM U OereHoBol Kucior) Oosiee >(P(EeKTUBEH NpPU JUATHOCTHKE
YKa3aHHbIX 3a00JIEBAaHUM 1O CPaBHEHUIO C paHEe UCIOJIb3yEeMbIM I[OKa3aTelieM
«C24:0/C22:0» (oTHOIIEHUE KOHIIEHTPAI[UH TUTHOLIEPUHOBOUN 1 OET€HOBOM KUCTIOT).
9. Jlns npuarHOCTHKM 3a0O0JIEBaHM, CBA3aHHBIX C HapYyNICHUSAMH OOMeHa
HYKJICOTUJOB, HEOOXOJMMO BBICOKOUYBCTBUTEIIBHOE JAETEKTHPOBAHUE HU3KHUX
KOHIICHTpAIMi MyPUHOBBIX U MUPUMUJIMHOBBIX OCHOBAaHHUM B MoYe (B TOM YHUCIE U3
CYXUX TISITEH) MalUeHTOB, JJIA 4ero Hanboiee 3 (HEKTUBHBIM SBISETCS MPUMEHEHUE
MeToJa TaHJIeMHOU XpOMAaTO-MacC-CIEKTPOMETPUU c onpeesieHueM
MATOJIOTMUECKNX 3HaueHUU. Pa3paOoTaHHBIA alrOpPUTM TUATHOCTUKH TO3BOJIMI
BIICPBHIC BBIABUTH OYEHBH pEIKOE 3a00JieBaHME, BBI3BAHHOE JAePUIIUTOM (DepMeHTa
JUTUIPONUPUMUANH-AETUAPOT€HABHI.

10. HaubGonee MeTab0INICCKH Onm3Kue COCJIMHEHUSI, Harpumep,
KOPOTKOIICTIOYEYHBIE AI[MIIKAPHUTHHBI, UMEH BBICOKYIO KOPPETSAIIUI0 MEXKIY COOOH.
OpHako KOppENSIIIMOHHAS B3aUMOCBS3b MPOSBIIICTCS U CPEId METa0OINYecKu ci1abo
CBS3aHHBIX AMHWHOKHCIIOT, HaNpUMEP, METHUOHHMHOM U THPO3UHOM, a TaKKe
COJIep’)KaHHE€ OPHUTHHA MMEET JOCTATOYHO BBIPAKEHHYIO KOPPEJSIUI0 C YPOBHSIMHU
acrapariHOBOM KHUCJIOTBI, TJIMIMHA M TJIyTaMHHOBOM KucioTel. ColepxaHue
MOCJEAHEN, B CBOIO OYEpElb, KOPPEIUPYET C YPOBHSIMHU TIJIMIMHA, aJaHWUHA,
aclaparuHOBOM KHUCJIOTHl M OpPHUTHHA. Mexay 3-TUAPOKCH-3-METUITITYTapOBOM
KHCJIOTON (MPEIIIECTBEHHUK XOJIECTepHHA), THUINTYPOBOH KHUCIOTOM (METaOOoJUT
IIMIUHA), (EHUIMOJIOYHONW KHUCIoTOW (MeTrabonuT ¢eHuIaJaHuHa), OTMEUYCHA
BbICOKas KoppeisinnonHas cBsa3b (p<0,01).

11. Jnsa  mnoBeimieHuss  dddexktuBHOCTH  AudPepeHIIManbHOl  THArHOCTHKHU
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HACJICJICTBEHHBIX HApyILIEHUM OOMEHa BEIIECTB HAPSAY C ONPENEIECHUEM KIOUYEBbIX
MAapKEpPOB MEPCIHEKTUBHO CO3/IAHUE THATHOCTUYECKUX IMAHEJIEH HAa OCHOBE aHajiu3a
OONBIIOTO YHCIIa B3aUMOCBSI3€M BHYTPU- W MEXIPYNIOBBIX XpOMAaTO-Macc-
CIIEKTPOMETPUUECKHUX ITOKA3aTENEH, YTO JACT BO3MOXKHOCTh MOCTAHOBKH JUAarHo3a

IIpHu HCACHBIX, IIOI'PAHUYHBIX COCTOSHUAX.
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7. CIUCOK COKPAIIIEHUM

EPA — AreHTCTBO 10 oxpaHe okpyxkatouieit cpenst CHIA
(anen. Environmental Protecion Agency);

ESI — MOHU3aLus dJIeKTpoctipeeM (anen. electrospray ionization);

IFCC — Mexnaynapoanas @egepanus KIMHUYECKON XUMHUH U J1a00paTOPHON MEAUIIMHBI
(anen. International Federation of Clinikal Chemistry and Laboratory Medicine);

MSTFA — N-meTusn-N-TpuMeTHICHIUI-TpUPTOpaLleTAMHU/;

MRM — MOHUTOPUHT MHOKECTBEHHBIX peakuuit (axen. multiple reaction monitoring);

NCCLS — HanmoHanbHbIM KOMUTETOM MO KIIMHUYECKUM JJa0OPAaTOPHBIM CTaHAApTaM
(anen. The National Committee for Clinical Laboratory Standards);

NLS — CKaHMPOBAHUE NOTEPb HEUTPAIBHBIX YACTHII;

PIS — CKaHUpPOBaHHUE POJIUTENILCKOTO HOHA (awnen. scanning the parent ion);

VOA — aHaNU3 JIETY4YUX OpraHudeckux Bemiects (auen. Volatile Organic Analysis);

«4P»-MemunHa — NMpenuKTUBHAA (peacKasarenbHas) (anen. predict) + npodunakTudyeckas
(npeBeHTHBHAs) (aHen. prevent) + nepcoHaIM3UpoBaHHas (aHen. personalize)
+ mapTUCHUNIaTUBHOMN (TIpY yYacTHH ManueHTa) (axen. participative).

AK — aMUHOKHCJIOTHI;

AP — ayTOCOMHO-PELECCUBHBIN TUI HACIICAOBAHU;

AT® — afieHo3uHTpuoCchaT Wi aaeHO3UHTpUPOCchHOpHAs KUCTIOTA;
B2XX — BBICOKO?(D(PeKTUBHAS JKUKOCTHAsA XpoMaTorpadus;

B2XX-MC/MC — BeicOK03(PeKTUBHAS KUKOCTHAS XpomaTorpadus
C Macc-CIEKTPOMETPUUYECKUM JIE€TEKTUPOBAHUEM;

I'X-MC — razoBas xpomarorpagusi ¢ Macc-CleKTPOMETPUUECKUM JIETEKTUPBOAHUEM;
JHK — J1€30KCUPUOOHYKIIEHHOBAS KMCIIOTA;

JIDKK — JUIMHHOLETIOYEYHBIE )KUPHBIEC KUCIIOTHIL;

KK — KUPHBIE KUCIIOTHI;

MMA — METWIMAJIOHOBAS allUAYPHUS

MPT — MarHUTOPE30HAHCHAsl TOMOTpadus;

MC — Macc-CIEKTPOMETP;

HA — HUKOTUHAMUJAICHUHIUHYKIICOTHUI;

HAL®D — IETIPOTOHMPOBaHHAsA (hOpMa HUKOTHHAMUIAACHUHANHYKIeoTudochara;
HA®-H — MPOTOHUPOBaHHAas (opMa HUKOTHHAMUAAICHUHAUHYKIeoTHuaA]ocaTa;
HBO — HAaCJIeJICTBEHHEIC 00JIe3HU 00OMEHA;

HIIBC — HECTEPOUIHBIE IPOTUBOBOCIAIUTEIbHBIE CPEICTBA;
00. — 00beM (Kak yacTb NPU CMELIUBAaHUN KOMIIOHEHTOB);
OJLIKK — OYECHb JJIMHHOLICIIOYEYHBIC JKUPHBIE KUCIIOTHI;

OK — OpraHUYeCcKUe KUCIIOTHI;

OPBU — 0CTpast pecnupaTopHasi BUpyCHast UH(EKIIHS;

OP3 — OCTpOE pecrupaTopHOE 3a00JIEBaHNC;

I1b — MEPOKCUCOMHBIE 0OJIC3HU;

IIBJ1® — TIOJIMBUHWIHICHDTOPUT,;

I[IMP — IPOTOHHBIM MAarHUTHBIN PE30HAHC;

[T — MOJIUITPOIIWIIEH;

[TOD — MOJUTETPAPTOPITUIICH;

[P — [OJIMMepa3Has LelHas peakius;

P1 — pedepeHCHBIN HHTEPBAI;

CH — CKpPUHUHT HOBOPOKJIEHHBIX;

PHK — puOOHYKJIEHMHOBAs KUCIIOTA;

COD — CKOpPOCTb OCEJIaHUS SPUTPOILIUTOB;

CIIA — Coenunennsle lTater AMepuku;

Y31 — YJIBTPa3BYKOBOE UCCIIEJOBAHUE;

OKY — (PCHUIIKETOHY U,

DA — (hmaBUHAIECHUHANHYKICOTH;

X — X-CHEIUICHHBIN THII HACIICIOBAHUS;


https://ru.wikipedia.org/wiki/%D0%9E%D1%81%D1%82%D1%80%D0%B0%D1%8F_%D1%80%D0%B5%D1%81%D0%BF%D0%B8%D1%80%D0%B0%D1%82%D0%BE%D1%80%D0%BD%D0%B0%D1%8F_%D0%B2%D0%B8%D1%80%D1%83%D1%81%D0%BD%D0%B0%D1%8F_%D0%B8%D0%BD%D1%84%D0%B5%D0%BA%D1%86%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%A1%D0%BA%D0%BE%D1%80%D0%BE%D1%81%D1%82%D1%8C_%D0%BE%D1%81%D0%B5%D0%B4%D0%B0%D0%BD%D0%B8%D1%8F_%D1%8D%D1%80%D0%B8%D1%82%D1%80%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%B2
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4yCccC — 4acTOTa CePJCUHbIX COKPALICHHIA;
OKT — JIEKTpOKapArorpadus;

20C — JIEKTPHYECKas OCh CEep/LIa;
3XO-KI' — 3xXoKapauorpadus;

20T — 3JIEKTPOdHIIepaliorpamMmma;


https://ru.wikipedia.org/wiki/%D0%AD%D1%85%D0%BE%D0%BA%D0%B0%D1%80%D0%B4%D0%B8%D0%BE%D0%B3%D1%80%D0%B0%D1%84%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%AD%D0%BB%D0%B5%D0%BA%D1%82%D1%80%D0%BE%D1%8D%D0%BD%D1%86%D0%B5%D1%84%D0%B0%D0%BB%D0%BE%D0%B3%D1%80%D0%B0%D0%BC%D0%BC%D0%B0
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ITPUJIOXXEHUE A

Tabnuna A.1 — OcHOBHBIE 00JIE3HH M CHHIPOMBI, COTIPOBOXKIAIOIINECS OPraHUYeCKOH aluIypueit, nx
MapKEpHbIE OPraHWYECKUE KHUCJIOTHI B MOYE€ M II0Ka3aTe€ad HMX HOPMAJIbHOM M IATOJOTMYECKOU

SKCKpenuu [232]

Kparkue cBenenus

IToka3zaTenu IKCKpPeNnA
(MM0J1b/MOJIb KPEATHHHHA)

Mapxkep meTadoau3ma

0 3a00J1eBaHUM Knaccuueckas
Hopma
namono2us
1 2 3 4
1. BOJIE3BHU OBMEHA APOMATHYECKUX AMUHOKHUCJIOT
1.1. ®enunnkeronypus (PKY)
Kiaccuueckas @KV csizana ¢ DEeHUINUPOBUHOTPaIHASL KHCIIOTA <4 300-1000
naroyiorueit gepmeHTa DeHUIMOIOYHAs! KUCJIOTa <2 200-1000
(heHmIaTaHUHTUAPOKCUIIA3HI,
KaTaJIn3UPYIOLLEl KOHBEPCHUIO 2-I'mapoxkcudeHnIMOoIOuHasE KUCI0Ta <2 50-2000

(I)CHI/IHaJ'IaHI/IHa B TUPO3HH.

2.1. Tuposunemust

2.1.1. Tpan3uTopHasi, HeOHATAJbHAS, IJ1a30-Ko:kHAaA (TUpo3uHemus Il TMma) W remaropeHalbHasy

(tupo3unemus I Tuna) ¢popmsl

['pynmna 3a6oneBanui,

4-T'unpokcueHnInUpOBUHOT paIHAS

<2 140-2000
CBSI3aHHAs C HApYLICHHMEM OOMEHa |KHCIIOoTa
THPO3UHA. 4-I'nppokcupeHUIMONIOUHAs] KUCIOTA <2 100-5000
4-T'nppokcupeHUITYKCYCHasl KUCIIOTa 628 140-500
N-aleTHITUPO3UH <2 30-200
2.1.2. Toabko renaropeHanbHas popma (Tupo3unemus I Tuma)
@®opMa TUPO3UHEMUH, IPU KOTOPOH
MOpaXKArTCs MPEUMYLIECTBEHHO
nevyeHpb u nouku. CBs3ana ¢ CyKuuHHUIaeTOH <2 20-700
HEJ0CTaTOYHOCTHIO (hepMeHTa
(dbymapuiianeToaneTassl.
1.3. XapkuHcunypus (tuposudemus I11 Tumna)
Hacnencrsennoe HapyuieHue 4-I'nIpOKCULIMKIIOT €KCUITYKCYCHAs < 10-70
oOMeHa TUPO3MHA, CBA3aHHOE C KHCJIOTa
neuIuToM 4-ruIpoKCcH- 5-OxconpoyivH 42-115 1300-9000
(eHmImupyBaT-AMOKCUI €HA3BI. 4-T'unpokcueHnIMUpPOBUHOT paTHAS <9 140-500
JlaHHbIN (epMEeHT KaTaau3upyeT KHUCJI0TA
TPETh peakIuii kaTaboaru3ma
(ernnaTanKa u THpO3MHA — 4-T'napokcupeHUIMOIOUHAsT KUCIOTa <2 1000-5000
KOHBEPCHIO 4-TUIPOKCUPEHIII-
MMpyBaTa B TOMOT'€HTHU3AT.
1.4. AnkanTonypust
CBA32HA C HEIOCTATOIHOCTHIO l'omorenTH3MHOBAs KUCIIOTA <2 1000-5000

OKCHJa3bl TOMOT'€HTU3UHOBOM K-THI.

2. BOJIE3HU OBMEHA AMMHOKHMCJIOT C PA3BETBJIEHHOM YIVIEPOJHOM LENBIO

2.1. boJje3Hb «KJIEHOBOI0 CHPONay (JIeHIMHO03)

3aboiieBaHKe, CBA3aHHOE C
HapylieHueM oOMeHa JIeUIHa, ¢
HEJI0OCTaTOYHOCTBIO (hepMEHTHOM
CHCTEMBI, 00CCIICUNBAIOIICH
OKHCIIUTEIIEHOE
JIeKapOOKCHITMPOBAHUE TPEX
AMUHOKUCIIOT — JICHIIMHA,
HM30JICHIIMHA U BaJIMHA.

4-OKcou30KarpoHOBasi KUCIOTa <2 4004400
2-Okco-3-MeTuIBajiepuaHoBast K-Ta <2 500-2500
2-OkcounzoBajiepuaHoBasi KMCIOTa <2 300-800
2-I'uapokcur30BaJIEpUaHOBAsI KUCIIOTA| <2 850-3600
2-I'uapoKkcUr30KanpoHOBasi KUCIOTa <2 3-80
2-I'mapoxkcu-3-MeTunBaiepuaHoBas <2 60400

K-Ta
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2.2. le¢puuut puruapoaunomwnaeruaporenassl (E3)

CBsi3aH ¢ HEZJOCTATOYHOCTHIO MousoyHast Kuca0Ta <25 1000-30000

¢dbepmenta 2-OkcorayTapoBasi KHCJIOTa <152 150-1100

AUTAIPOJIUIIOMIIAETHAPOr €HA3EI 2-OKcoM30KaIpOHOBAsi KUCIO0Ta <2 0-200

(E3). 2-OKco-3-MeTuIBaJIepuaHoBasl KUCIOTa <2 0-15
2-OKcon3oBajiepuaHoBas KHCI0Ta <2 0-3
2-I'uapokcur30BajIEpUaHOBasl KUCJIOTA <2 0400
2-I'uapoKCcHr30KapOHOBasi KUCIOTa <2 0-70
2-I'mapoxkcu-3-MeTunBaniepuaHoBas <2 0-70
KHCIIOTa

2.3. M3oBasiepuaHoBas anuaeMus

Casi3aHa ¢ HEAOCTATOYHOCTHIO W3oBasiepiirnuumH <10 2000-9000

n3oBanepun-KoA-neruaporesnassl. | 3-I'uapokcunzoBajiepruaHoBas < 46 1000-2000
KHCJIOTa
4-T'unpokcunzoBajiepuanoBast < 20-300
KHCJIOTa

2.4. lepuuut 3-meTnkpoToHWI-KoA-Kkap6okcuiasbl

CBsi3aH ¢ HEZJOCTaTOYHOCTHIO 3-I'uapokcuunzoBasiepuanoBast < 46 1700-59000

(depmenTa MeTUKpOTOHMIT-KOA- KHCJIOTa

KapOOKCHIIa3hl. 3-MeTUIKpOTOHWIIMLMH <2 400-1000

2.5. MHoKecTBeHHBI TeGUIIUT OMOTHH-3ABHCHMbIX KApOOKCHJIA3

2.5.1. lepuumT rosiokapOOKCHIA3HOH CHHTETA3bI

Casi3aH ¢ coueTaHHOU 3-I'uapokcuunzoBasiepuanoBast < 46 250-3600

HEJOCTaTOYHOCTBIO KapOOKCMIa3, |KUCIOTa

YUYacTBYIOIIUX B KaTaboiIM3Me 3-MeTUIKpOTOHWIIMLMH <2 30-260

JKUPHBIX KUCJIOT C Pa3Iu4yHON MeTWUIMMOHHAs KUCJIOTa <12 15-200

JUTMHOM YTJICPOJHON LCTIH, 3-T'WIPOKCHUIIPONIMOHOBAs KMCIIOTa 3-10 45-1300

KO(aKTOPOM KOTOPBIX CIYXKHUT

O6uoTHH (KO’H3UM R win BUTaMuH | MosiouHasi KUCJIOTa <25 100—75000

H).

2.5.2. lepunur 6MOTHHUIA3BI

BapuaHT MHOXKECTBEHHOTO
neduiTa OMOTHH-3aBUCUMBIX
KapOOKCHMIIa3, CBI3aHHOTO C
HEJOCTaTOYHOCTBIO (DepMEHTa,

AKCKpEIUUA C MOUOH.

Y4aCTBYIOIIETO B CMHTE3C OMOTHHA.

Te >xe camble MeTa6OJ'II/ITBI, HO MCHEC BBIPA)KCHHOC IMOBBIIICHUC UX

2.6. 3-MeTH/rJIyTaKkOHHuEeBasi anuaypus

2.6.1. lepunut 3-meTtmiarayrakoHuwI-KoA-gerugparaspl

['pynna 3a6oneBanui, cBsizanHas ¢ | 3-MeTWIrayTakoHUeBasi KUCJIOTa <9 500-1000
HapyIIeHUEM MeTa6(in1/I3Ma 3-I'unpokcunsoBanepruanoBas < 46 150-250
METHJITITyTAKOHUEBOW KHUCIIOTHI. KHCIIOTa

3-MetunriyrapoBasi KHCIOTa <7 5-10
2.6.2. HopmanbHbIi YPOBEeHb IHAPATA3BI
Bapuant napymenus merabonusma | 3-MeTuiIrTyTakOHUEeBasi KUCIOTa <9 25-600
METHIITITYTAKOHUEBOU KHUCIOTHI ¢ | 3-MeTHarayTapoBasi KMCJI0Ta <7 10-85
HOpPMAaJIbHO! aKTUBHOCTBIO AneToyKCycHas KMCI0Ta <2 50-20 000
(pepmeHTa 3-METHIINITY TAKOHNII- 3-I'mapokcun300yTHPOBAs KUCIOTA 2-33 50-3000
KoA-pernnparassr. 3-T'upoKcUu30BaIepUaHOBast <46 50-1000

KHCJIOTa

3-I'uapokcu-2-meTunOyTupoBas 11 10-200

KHCJI0Ta

CybepuHoBas KucaoTa <2 0-100
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2.7. 3-I'mapokcu-3-MeTWITIYTAPOBAs alluAypust
CBs3aHa ¢ HapyLLICHUEM 3-I'uapokcu-3-MeTuirTyTapoBast 11-36 200-11000
MeTaboau3mMa KHCJIOTa
3-rUAPOKCH-3-METWINIYTapoBaoil | 3-MeTwIryTakoHUeBasi KUCIIOTa <9 140-10000
KHCJIOTBI. 3-MeTuirirytapoBasi KUCJIOTa <7 14-1000
3-MeTUIKpOTOHWINIMLUH <2 0400

2.8. Nedunut 3-0KcOTHO0JIa3bI

2.8.1. lepuiiuT MUTOXOHAPHUAJILHOI Pa3BeTBJICHHO-LIENOYEYHOH 3-0KCOTHOJI1a3bI

['pynmna 3a6oneBanui, CBsI3aHHBIX C | 2-MeTui-3-ruipoKcuOyTUpOBast

<11 200-4400
HEJIOCTATOYHOCTBIO Pa3IUIHBIX KHUCIIOTa
dhopm pepMeHTa OKCOTHOIA3HI. 2-MeTunaneToykcycHasi KMCJIoTa <2 0-650
Turnuiarauima <2 0-1000
2.8.2. lepuuur muTOmIa3MATHYECKON 3-0KCOTHOJIA3bI MM CYKIUHII-KOA 3-okcoknciioTHoii KoA-
TpaHcdepasbl
CBsi3aH ¢ HEJIOCTATOYHOCTHIO yBETMYEHHAs
[UTOIIA3MATHYECKOM 3-I'mapokcuOyTHpOBas KUCIOTa <3 IKCKPELHsI
3-0KkcoTHOJNAa3bl WM CYKITUHUIT-KOA (Gorbre HOpMBI)
3-okcokucnotHoil KoA- YBEIMACHHAS
AlleToykcycHasi KUCIOTa <2 SKCKpeLus
TpaHcQepasbl. (OosbIIIE HOPMBI),
2.9. llponnHOBasi anmuaeMus
OO0ycroBieHa HEIOCTATOYHOCTBHIO | MEeTHII-IMMOHHAs! KUCJI0Ta <12 150-2800
nponuoHuin-KoA-kapbokcunassl. | 3-I'mapOoKCHIIPONMOHOBAs KHCJIOTA 3-10 20-2000
[TponHOHUATIUIIMH <2 0450
3-I'mapokcuBanepraHoBas KHCI0Ta <2 0-1200
2.10. MeTnimajioHOBasi auaeMHUs
CBsi3aHa ¢ HEJJOCTATOYHOCTHIO MeTtuiManoHOBasi KHCJIOTa | <2 | 150-15500
MeTuIMaToHUI-KoA-MyTassl, + Te e MEeTa0OoJUTHI, YTO U TIPU MPOTNMOHOBOW alUIEMUU

KaTanu3upyronen n30Mepu3aIiuio
L-metunmanonmn-KoA B cykuuHmI-
KoA uyepe3 nponnonun-KoA B
nukie Kpeoca.

2. 11. lepuunt Mmajgonunia-KoA-gexkapookcuiiasbl

CBsi3aH ¢ HEAOCTATOYHOCTELIO MeTniManoHOBas KMCJIOTa <2 0-80
epMeHTa MaJJoHMI-KOA-

(bep MaiionoBast KUCJIOTa <2 50-4000

JieKapOOKCHIa3bl.

3. BOJIE3HU OBMEHA JIBYXOCHOBHBIX AMUHOKHUCJIOT

3.1. 2-OkcuagunuHOBasi ANNAYPHUSA

Cas13aHa ¢ HapyIlIeHueM ooMeHa 2-OKcHUaUInUHOBAasi KUCIIOTa <2 20-220
2-OKCHUAaJUIINHOBON KHCJIOTHL. 2-I'uIpOKCHUATUIIMHOBAsT KUCIIOTA <2 50-220
3.2. 'nyrapoBas anunypus I Tuna

Penkoe ayrocoMHO-peLiecCUBHOE ['myTapoBasi KHCI0Ta <2 500-12000
HelpoMeTaboInyecKoe 3-I'mapoxcuriiyrapoBasi KUCIOTa <3 60-3000

3a0oJeBaHue, OOBIYHO Pa3BHUBAETCS
Ha 1-M roay *Xu3HU U
XapaKTEPU3yeTCs MPOTPECCUPYIO-
LIUMHU 3KCTparupaMuIHbIMUA
paccTpoiicTBaMH B pe3yJibTaTe
MOBPEXACHUS 0a3aJIbHBIX T'aHTJIUEB.

I'myTakoHueBas kuciaora <2 0-360
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4. HAPYIIEHUA METABOJIU3MA KUPHBIX KUCJIOT

4.1. Nedunut nauHHONEenoYe4yHbIX anuia-KoA-neruaporenas

Casi3aH ¢ HapyuieHueM f-okucienus| CyOepuHoBas KUCIOTa <2 0-20

)KUPHBIX KUCJIOT C JUTAHHON CebanHOBasi KMCJIOTA <2 0-20

YTIEPOAHOM LIETIBIO. Taxoke MOTYT BBLIETSATHCS C MOYOI
JIOJICKaH/IMOEBbIE M TETPAJCKAHIUOEBbIE KUCIOThI

4.2. lepuuur cpeanenenovyeynbix aumia-KoA-geruaporenas

CBasi3aH ¢ HapylIEHUEM OxraHoeBasi KHCJIOTA <2 2-20

[-OKHCIIEHUsT KUPHBIX KACTIOT S-T'unpokcurekcaHoeBasi KUCJIOTa <7 15-700

CO CpeIHEeH NIMHOHI YIIIEpOAHOI 7-T MAPOKCHOKTAHOEBAs! KMCIIOTA <2 4-300

enu. AJIMIIMHOBAs KUCJIOTa <12 5-5200
CybepuHoBas KucaoTa <2 6-5000
OxrenauoeBasi KHCJIOTa 0-7 0-250
CebaniHOBasi KMCJIO0TA <2 0-5000
JenenanoeBas KUCIIOTa <2 0-750
["excaHOWITIIMLIUH <2 2-730
DeHWINPONHOHUITIULMH <2 1-90
Cyb6epmirmuuuH <2 6-2200

4.3. lepunur koporkonenoyeuyHbrx annia-KoA-nerugporenas

CBsi3aH ¢ HapylIEHUEM f-OKUCICHUS | DTUIIMAJIOHOBAs] KUCJIOTA <7 180-1150

YKUPHBIX KUCIIOT C KOPOTKON NIMHON MEeTHICYKITMHOBAsI KUCJIOTA <3 20-60

YIIEPOAHON LENH.

BapI/Ia6em>Hoe TMOBBINICHUEC 3KCKPCHIHU ,Z[I/IKap6OKCI/IHI/IpOBaHHLIX KHUCJIOT

4.4. MHo:KeCTBeHHbII 1epuuuT an

niI-KoA-nerugporenas (rayraposas anuaypus Il tuma)

CoueraHHOE HapylLIeHHUE
[-OKUCIEHUS KUPHBIX KUCIOT

C Pa3IMYHOM AJINHOM YTIepOaHOU
LEeMu.

KOPOTKOLICMMOYCYHBIX JXHUPHBIX KHCJIOT

OTUIMaIoHOBas KMCIO0Ta <7 10-1400
['myTapoBasi KHCI0Ta <2 0-22000
AJIMIIMHOBAs KUCJIOTa <12 0-1600
Cy0eprHOBasi KUCIIOTA <2 0-200
2-I'mapokcurinyrapoBas KHCIOTa <16 180—8250
W3oBasiepuiArauuuH <2 0-1000
N300yTupuarIuIuH <2 0-200
2-MeTun0y TUpUITIHLUH <2 0-200
Mosxxer  HaOmogaTbcs ~ MOBBIIICHHAsT  AKCKPELHUs  pas3iIMyYHBIX

4.5. Hapymenue o00MeHa HOPMAJIbHO MOCTYNAEMbIX KHPOB, BKJIKYAIOLIHUX CPeHelenoYeYyHble

TPULJIHIEPHABI

Ces3aHo ¢ HenupdepeHpoBan- | ATUIMHOBAs KUCIOTA <12 20-320
HBIM HapylIeHHeM oOMeHa Cy0eprHoOBasi KUCIIOTA <2 10-620
HOpPMAaJIbHO MOCTYIAEMBbIX CebarHoBasi KHCIO0Ta <2 0-750

C NHIIEH XUPOB, BKIIOYAIOIIUX S-T'unpokcurekcaHoeBasi KUCJIOTa <7 0-220
CPCAHCIICNIOYCYHbBIC TPUTIIMICPUIIBL. | 7-"'HIpOKCHOKTAHOEBAs KUCIOTa <2 25-150

5. JAPYI'ME BOJIEBHU U CHUHHAPOMBI HAPYHIEHUSA OBMEHA BEHIECTB
C IPUBHAKAMMU OPTAHUYECKOM ALIMAYPUH

5.1. 4-'mapoxkcudyTupoBasi anuaypust

Cpsi3aHa ¢ HapyIlIeHueM ooMeHa 4-I'uipokcuOyTUpOBasi KUCIIOTA <2 130-7600
4-ruipoKCUOYTUPOBOM KHUCIIOTHI. 3,4-AuruapokcuOyTupoBas KuciaoTa 30-166 5-225

5.2. le¢punut pymapa3ssbl

®epmenTomnarus 1ukia Kpebea. | @ymapoBasi KUCII0Ta <2 | 3000—-4000
5.3. MeBasioHOBasi aUAYPHUS

Casi3aHa ¢ HapyIIEHUEM MeBaJIOHJIAKTOH <2 1000-56000
METa0OIH3MA. MEBATIOHOBOIA MeBasioHOBast KHCIIOTa <2 1000-56000
KHCJIOTBI.
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5.4. 5-OxcunposimHeMust

CBs3aiia C HAPYMIEHHEM 0OMCHA |5 0y cyoro g 42-115 | 4000-30000

OKCHIIPOJIMHA.

5.5. boae3nb KanaBana

3a0osieBaHMEe U3 TPYTIIIBI

neiikoaucTpoduit ¢ mopakeHueM

KaK ceporo, Tak 1 6e10ro BemecTsa N-aneTunacnapTHKOBasi KUCJIOTa <2 1000-7000

roJoBHOro Mo3ra. Ces3ana ¢

HEJ0CTaTOYHOCTHIO

acrapToalusasbl.

5.6. D-raimuepuHoBasi anugypust

Chasana ¢ HCAOCTATOHHOCTLIO D-rannepruHoBasi KUCIOTa <9 10000-20000

D-rnunepataeruiporesassl.

5.7. I'mnepoxcaaypus I Tuma

Casi3aHa ¢ HEIOCTATOYHOCTHIO OkxkcazoBas KHcIoTa <54 90-350

MEPOKCUCOMATBHOTO pepMeHTa I'mukonesas Kucuora 11-103 > 100

QJIaHUH : TJIMKOKCHJIaT-aMUHO-

TpaHcdepassl (IEPOKCHCOMHAs I'mmoxcuneBas kucnora <11 >10

(dbepMeHTOonaTus).

5.8. I'mnepoxcaaypus Il Tuna

Casi3aHa ¢ HEIOCTATOYHOCTHIO OkcaznoBas KHCI0Ta <54 90-350

UHMTOILIA3MATUHECKOrO hepMenTa L-rnuneprHoBas KHCIIOTa <9 150450

TJIMKOKCUJIATPETYKTAa3bl.

5.9. I'nuuepoaypust

Cpisana ¢ napymientem Tuuepor <40 |90 000190 000

MeTaboJIM3Ma TIIHIEepoJa.

5.10. JIakTaT-annao3

[TonmaTHONOTMYECKUN CUHIPOM, MonoyHasi KUcIoTa <25 100-30 000

XapaKTEPU3YIOLIUICS [TupoBuHOIrpaHask KUCIOTA <12 50-10 000

METabOINYECKUM ALUI030M TIPH 2-I'mapoxcubyTHpOBasi KUCIOTa <2 10-1000

HOPMAJIbHOM YPOBHE KETOHOBBIX

TEJI B MOYE UM HEOOJBIIIOM

MOBBILICHUY UX KOHLEHTPALUH. 4-I'mapoxcr(peHUIMONIOUHAsT KUCIIO0Ta 628 50-500

HacTo siBiIsieTCsA OCIOXKHEHUEM

caxapHoro aua0era.

11. Cunapom u30bITOYHOI0 POCTA KUIIEYHOH MUKPO(I0pbI (KUIIEYHbIH 1ucOn03)

CBsi3aH ¢ HapylICHUEM KUIIEYHOH | D-MOJIOYHasi KHCIO0Ta <25 45-6000

MUKPO(DIIOPHI. 3-I'mApOKCUIIPOIIMOHOBAS KUCJIOTA 3-10 1006400
4-T'unpokcueHUIMOJIOUHAsT KUCIIOTA 628 100-2000

12. Kero3

[TonmaTHONOTMYECKUN CUHIPOM, 3-I'uapokcubyTHpOBasi KMCIOTa <3 100-50000

XapaKTEePU3YIOIIUICS IIOBBIIICHHBIM| AIICTOYKCYCHAs! KUCIIOTA <2 50-20 000

COJZIEP)KaHUEM KCTOHOBBIX TEJI B 3-I'uapokcun3o0yTHpoBas KUCI0Ta 2-33 50-3000

TKaHAX OpPraHu3Ma. 3-T'mapokcuusoBagepuaHoBas KUCI0Ta <46 50-1000
3-I'uapokcu-2-meTunOyTupoBas 11 10-200
KHCJIOTa
CybepuHoBas KucaoTa <2 0-100
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Pucynok A.l1 — XapakTepHbIil Macc-CHEKTp CyXOro IsiTHA KPOBM MAalMEHTa C IOBBIILIEHHBIM
coJiep>)kaHueM aMHHOKHUCTOT (Meton aHanmn3a BOXKX-MC/MC; no ocu X yka3aHO 3HAYEHHE MacChl K
3apsay (m/z), mo ocu ¥V yka3aHa HHTEHCUBHOCTH aHATMTUYECKOTO CUTHAIA B A0COTIOTHBIX €IUHUIAX).
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Pucynok A.2 — XapakTepHbIiI Macc-CHEKTpP CyXOro IISiTHA KPOBHM MAlMEHTa C IOBBIILIEHHBIM
coJiep>kaHueM aIruikapHuTUHOB (MeTon aHann3a BOXKX-MC/MC; o ocu X yka3aHO 3HaUE€HUE MaCChl
K 3apsaay (m/z), mo ocu ¥V ykazaHa WHTEHCHUBHOCTH AHATUTHYECKOTO CHUTHalla B aOCOJIFOTHBIX
€IMHUIIAX ).
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: 009_, A Hopma 4 Phe ITaToaorus
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Pucynoxk A.3 — CpaBHeHHE Macc-CIIEKTPOB 00PA3IIOB CYXHX ISATEH KPOBHU Y MAIlMEHTa U3 KOHTPOJIbHON
rpynnsl (@) Uy nanueHTa ¢ peHunkeronypuei (6) (auarnocruyeckuit mapkep — enunananus (Phe);
meton ananuza BOXKXX-MC/MC; mo ocu X ykazaHO 3HaY€HHE MacChl K 3apsany (m/z), mo ocu ¥V
yKa3aHa MHTEHCUBHOCTb aHAJIUTHYECKOTO CUTHAJIA B OTHOCUTENBHBIX €MHULIAX).

% Hopma % IIaTonorus
100 Xle 1007 Xle
0 0 \ 1L Y A
m/z B ML LA, ) ALY ALY RN AR RN AN AR,
180 200 220 240 180 v 200 220 240 ‘
a) 0)

Pucynok A.4 — CpaBHeHHE Macc-CIIEKTPOB 00PA3IOB CYyXHX IATEH KPOBHU Y MAIlMEHTa U3 KOHTPOJIbHON
rpynnsl (@) Wy TanuMeHTa ¢ OOJI3HBIO «KJICHOBOTO cHpomay (Tumepiednunypueit) (0)
(ImarHocTUYEeCKU MapKep — CyMMapHBIM mokasartenb (ednuH+u3oieinuH) (Xle); meron aHamusa
BOXX-MC/MC; mo ocu X ykazaHO 3Ha4eHHE Macchl K 3apsagy (m/z), mo ocu VYV ykaszaHa
MHTEHCUBHOCTh AHAJIUTUYECKOTO CUTHAJIa B OTHOCUTENIBHBIX €ANHUIIAX ).

Hopma IIaroorus

0
100, 100;

158 1

' ) %o
300 325 350 375 400 425 450 475 500

a)
Pucynok A.5 — CpaBHeHHE Macc-CIIEKTPOB 00PA3I0B CYyXHX IATEH KPOBHU Y MAIlMEHTa U3 KOHTPOJIbHON
rpynnsl (@) Wy TmamgeHtra ¢ jAeuuuToM cpeaHeuenodyeuHou ammi-KoA-permporeHassl (0)
(mmarHoctuyeckue — Mapkepel — —  rekcaHowikapHutuH — (C6),  oxrtaHomnkapHutuH  (C8)
u nexkanownkapautuH (C10); merox anammza BOXX-MC/MC; o ocu X yka3aHO 3Ha4CHHE MAacCChI
K 3apsaay (m/z), mo ocu ¥V ykazaHa MHTEHCHBHOCTb AHAJMTHUECKOTO CUTHAlIa B OTHOCHTEIBHBIX
€IMHULIAX ).
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Pucynok A.6 - XpOMaTorpaMMa [0 TIOJIHOMY HOHHOMY TOKY oOpas3la MOYM MalueHTa Wu3
KOHTPOJILHOM I'PYMIIbI ¢ HOPMAJIbHBIM COJIEpKaHUEM OpraHWYecKuX KHcaoT (Metox aHanmuza ['X-MC;
mo ocu X yka3zaHO BpeMsl XpomarorpadupoBaHUs B MHUHYTax, MO OCH YV yKa3aHa WHTCHCHUBHOCTH
AaHAJTUTUYECKOT'O CHTHAJIa B a0COTIOTHBIX €INHUIIAX ).

o (20 000 0000

L,.LJAM....L. "

LML

'»L.» \ LLIJ

Pucynox A.7 — XpomatorpamMma IO IOJHOMY HOHHOMY TOKYy oOpasla MO4YM TalueHTa C
MIOBBIIIEHHBIM COZIEP)KaHUEM OpPraHMYecKux KHcioT (Meton aHanmza ['X-MC; mo ocu X ykazaHO
BpeMsl XpomarorpadupoBaHusi B MHHYTaxX, MO OCH YV yKa3zaHa WHTCHCHUBHOCTh aHAJUTUYECKOTO
CUTHaJja B a0COJOTHBIX AMHUIIAX ).

~ ‘ ‘kalLu‘

[ METUAMANOHOBAA KMCNOTE

Pucynok A.8 — CpaBHEeHHE XpOMATOrpaMM [0 TOJHOMY MOHHOMY TOKY OOpPa3IlOB MOYH Y TMaI[UeHTa
C METUJIMAJIOHOBOW amuaypueil (66epxy) W y TMalMeHTa U3 KOHTPOJBHOW Tpymmbl (6Hu3y) (METOI
aHaninza ['X-MC; nuarHocTH4eckuili Mapkep — METWJIMAJIOHOBasl KUCJIOTa; 0 ocu X yKa3aHO Bpems
XpomarorpaupoBaHusi B MUHYTaxX, MO0 OCH ¥ yKa3zaHa HMHTCHCHBHOCTb AHAJUTHUYECKOTO CHUTHAJA
B a0COJIOTHBIX €IMHULIAX).
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Pucynox A.9 — CpaBHeHue xpomaTorpamm oOpas3IoB MOYH y MAaIMEHTa W3 KOHTPOJIBHOM rpynmsl (a)
U y MamueHTa ¢ riyTapoBoi amumypueit | tuma (6) (meton amanmuza ['X-MC; muarHOCTHYECKHIA
Mapkep — TayTapoBas kucioTa (m/z = 216); mo ocu X yka3aHo BpeMs XpomarorpapupoBaHUs
B MUHYTaX, 110 OCH ¥ yKa3aHa HHTEHCHUBHOCTb aHAJIMTHYECKOTO CUTHANIA B a0COMIOTHBIX €MHULIAX).
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Pucynox A.10 — CpaBHeHHEe XpoMaTorpaMM o0pas3IioB MOYHM y TallMEHTa U3 KOHTPOJIBHOM Tpymnmsl (a)
W y MalueHTa ¢ ACPUIMTOM KOPOTKOIeno4YeuHbiX anui-KoA-geruaporenas (6) (IuarHOCTHYECKHIA
Mapkep — 3TWIMajoHoBasg kuciota (m/z = 160); mo ocu X yka3aHo Bpemsi XpomarorpapupoBaHus
B MUHYTaX, 110 OCH ¥ yKa3aHa HHTEHCHUBHOCTb aHAJIMTHYECKOTO CUTHANIA B a0COMIOTHBIX €AMHUIIAX).



218

Tabnuua A.2 — Pe3ynbTaThl aHaIM30B MATEH KPOBU Ha COJEPKAHUE aMUHOKUCIIOT M allUJIKapHUTHHOB
nepeoll 2pynnel nayueHmos ¢ TMOAO3PEHUSIMU HA aMMHOALMIONATUM, OpraHUYecKue anujgeMuu /
alMaypuH U ee rpynmnsl cpaBHeHus: MmetooMm BOXKXX-MC/MC

ITaTosorus OEHUWJIKETOHYPUSA
Ne n/m manmenTa 1 2 3 4 5 6 7
Boszpact mauuenTa| 12 jger | 16 et | 14 jger |10 mec. | 7 ger | 2 roga | 5 jer
Mapkepsl KoHuenTpanusi, MKMOJIb/J1
Amunoxuciomaol
Ala 326.63 | 259.94 | 519.82 | 431.65 | 383.25 | 251.17 | 202.68
Asp 77.12 | 93.65 | 73.17 | 90.77 | 120.20 | 108.31 | 112.98
Glu 190.04 | 219.43 | 234.26 | 234.68 | 200.91 | 207.03 | 185.42
Xle 178.01 | 81.91 | 247.02 | 179.86 | 519.69 | 111.18 | 73.99
Met 5.82 7.75 4.28 3.42 4.43 7.89 5.88
Phe 879.09 [1076.92| 229.35 | 247.88 | 220.71 |1224.90| 643.40
Tyr 21.12 | 24.44 | 28.51 | 28.54 | 44.40 | 28.52 | 31.94
Val 158.69 | 120.45 | 185.66 | 184.20 | 227.14 | 108.10 | 94.26
Arg 27.68 | 23.52 | 16.53 | 20.22 | 41.50 | 27.56 | 27.50
Cit 21.52 | 2339 | 2632 | 19.79 | 33.88 | 34.72 | 25.27
Gly 296.13 | 206.77 | 323.36 | 55.57 | 344.30 | 277.79 | 32117
Orn 44.35 | 155.70 | 64.71 | 63.83 | 62.17 | 61.14 | 58.28
AyunkapHumuHnvl U c60000HbIIL KAPHUMUH
Co 2238 | 27.18 | 27.01 | 26.18 | 34.31 | 30.66 | 21.14
C2 18.07 | 20.55 | 31.96 | 20.41 | 20.97 | 28.77 | 15.03
C3 0.78 1.16 1.56 1.76 1.02 2.27 0.56
C3DC 0.12 0.07 0.08 0.18 0.52 0.04 0.00
C4 0.13 0.15 0.28 0.33 0.17 0.29 0.11
C4DC 0.78 0.61 1.41 0.62 0.68 1.15 1.04
C40H 0.07 0.05 0.13 0.08 0.08 0.09 0.05
C5 0.05 0.07 0.09 0.07 0.08 0.10 0.05
C5DC 0.12 0.03 0.13 0.25 0.12 0.14 0.07
C50H 0.10 0.10 0.24 0.16 0.14 0.19 0.09
Cs:1 0.01 0.01 0.10 0.06 0.01 0.02 0.01
Cé6 0.05 0.04 0.05 0.08 0.05 0.04 0.04
C8 0.11 0.05 0.11 0.15 0.09 0.08 0.05
C8:1 0.03 0.10 0.06 0.16 0.06 0.04 0.03
C10 0.13 0.04 0.09 0.36 0.09 0.09 0.06
C10:1 0.20 0.06 0.16 0.11 0.13 0.09 0.13
Cl12 0.07 0.05 0.06 0.10 0.06 0.09 0.04
Cl4 0.07 0.06 0.07 0.12 0.07 0.11 0.04
Cl4:1 0.08 0.04 0.06 0.13 0.07 0.12 0.06
Cl4:2 0.07 0.03 0.05 0.08 0.06 0.05 0.06
C140H 0.01 0.01 0.01 0.13 0.02 0.01 0.01
Clé6 0.48 0.46 0.41 0.61 0.42 0.67 0.21
Clé:1 0.03 0.02 0.03 0.08 0.04 0.05 0.02
C16:10H 0.02 0.02 0.02 0.04 0.02 0.03 0.01
C160H 0.01 0.01 0.02 0.04 0.01 0.03 0.01
C18 0.37 0.29 0.28 0.34 0.28 0.45 0.23
C18:1 0.52 0.39 0.43 0.63 0.57 0.70 0.32
C18:10H 0.01 0.01 0.01 0.02 0.01 0.01 0.00
C18:20H 0.02 0.02 0.03 0.02 0.02 0.03 0.01
C180H 0.00 0.00 0.00 0.02 0.01 0.02 0.00
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IIpooonscenue mabauyot A.2

IMaToJsiorus roMouUuCTUHYPUSA APITMHUHEMUSA
Ne w/n 1 2 3 4 5 1 2 3 4
nalnHeHTa
Bospacr 9ner | 4roma | 5aer 8naer | 4roma | 11aer | 2roma | 7aer | 13 jger
nalnHeHTa
Mapkepsl KoHunenTpanusi, MKMOJIb/J1
Amunoxkuciomol

Ala 304.906 | 498.551 | 230.528 | 496.040 | 207.957 | 449.26 | 293.79 | 362.81 | 575.63
Asp 57.902 | 133.710 | 72.963 | 135.700 | 64.363 | 71.607 | 74.546 | 140.56 | 111.12
Glu 256.558 | 525.508 | 224.345 | 381.530 | 195.979 | 289.05 | 302.70 | 231.53 | 350.83
Xle 160.805 | 126.586 | 143.688 | 265.775 | 82.039 | 163.30 | 130.50 | 155.69 | 183.15
Met 6.520 5.897 4.982 3.408 4.327 | 11.237 | 7.812 7.403 6.928
Phe 30.455 | 20.611 | 22.496 | 54.338 | 24.932 | 36.093 | 35.204 | 26.497 | 25.445
Tyr 47.226 | 31.153 | 40.840 | 97.955 | 44.966 | 59.864 | 49.763 | 45.495 | 43.044
Val 208.420 | 105.144 | 93.936 | 210.680 | 110.906 | 157.24 | 160.59 | 142.50 | 126.73
Arg 32.101 | 10.373 | 26.623 | 33.994 | 26.331 | 185.44 | 204.19 | 177.07 | 225.24
Cit 27.299 | 20.054 | 19.200 | 25.522 | 19.305 | 27.220 | 33.659 | 23.509 | 25.197
Gly 195.400 | 283.963 | 145.606 | 424.242 | 165.462 | 379.93 | 256.38 | 329.41 | 247.67
Orn 78.259 | 68.194 | 55.922 |222.073 | 38.549 | 85.124 | 80.399 | 83.681 | 107.11

Ayunkaprumunsl U c60000HBLIL KAPHUMUH
COo 28.259 | 36.684 | 32.512 | 33.490 | 19.940 | 48.797 | 46.180 | 20.484 | 35.467
C2 26.780 | 67.993 | 66.546 | 40.757 | 31.960 | 19.916 | 34.525 | 16.390 | 23.426
C3 1.616 2.783 3.300 3.618 2.385 1.252 3.897 1.452 1.131
C3DC 0.153 0.107 0.023 0.238 0.154 0.088 0.062 0.094 0.069
C4 0.284 0.357 0.271 0.210 0.173 0.191 0.235 0.304 0.795
C4DC 0.939 0.317 1.153 1.458 1.378 0.889 0.815 0.866 1.468
C40H 0,162 0,159 0.434 0.202 0.101 0.129 0.128 0.069 0.101
C5 0.235 0.111 0.090 0.351 0.118 0.105 0.200 0.094 0.103
C5DC 0.133 0.059 0.080 0.067 0.072 0.080 0.062 0.082 0.118
Cs:1 0.030 0.031 0.025 0.080 0.018 0.021 0.021 0.012 0.024
C50H 0.283 0.163 0.350 0.263 0.208 0.386 0.245 0.294 0.190
Cé6 0.055 0.057 0.061 0.090 0.043 0.088 0.070 0.072 0.108
C8 0.062 0.045 0.063 0.077 0.049 0.075 0.058 0.080 0.172
C8:1 0.036 0.065 0.061 0.100 0.055 0.049 0.049 0.057 0.078
Cl10 0.098 0.077 0.093 0.063 0.091 0.118 0.093 0.108 0.191
Cl10:1 0,062 0,053 0.066 0.058 0.062 0.115 0.060 0.101 0.152
Cl12 0.109 0.193 0.170 0.174 0.070 0.097 0.164 0.082 0.126
Cl4 0.119 0.209 0.198 0.161 0.121 0.112 0.215 0.077 0.095
Cl4:1 0.137 0.235 0.152 0.115 0.094 0.125 0.128 0.116 0.122
Cl4:2 0.041 0.067 0.054 0.060 0.030 0.049 0.041 0.073 0.059
C140H 0.017 0,023 0.023 0.012 0.019 0.015 0.014 0.019 0.023
Clé6 0.692 1.807 1.362 1.348 1.052 0.894 1.761 0.466 0.775
Clé:1 0,050 0.092 0.045 0.040 0.075 0.067 0.101 0.077 0.057
C16:10H 0,047 0,086 0.064 0.019 0.060 0.042 0.106 0.031 0.040
C160H 0.012 0.026 0.018 0.009 0.018 0.015 0.018 0.018 0.022
C18 0.517 1.000 0.887 0.399 0.459 0.618 1.135 0.253 0.399
C18:1 0.744 1.733 1.075 0.806 1.020 1.140 1.460 0.585 0.768
C18:10H 0.015 0.018 0.017 0.006 0.008 0.016 0.018 0.016 0.018
C18:20H 0.021 0.042 0.031 0.022 0.021 0.031 0.026 0.026 0.028
C180OH 0.006 0.010 0.009 0.009 0.012 0.006 0.007 0.005 0.010
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IMaToJsiorus METHU/IMAJIOHOBASA ALIMJAEMUSA MCAD CUD
Ne w/n 1 2 3 4 5 1 2 3 1
nalnHeHTa
Bospact 2roma | Suer 11 ner | 3 ropa 1 ron 14 ner | 4ronpa | 8uaer | 2roaa
nanMeHTa
Mapkepsl KoHunenTpanusi, MKMOJIb/J1
Amunokuciomot

Ala 323.844 | 255.174 | 274.183 | 426.364 | 219.202 | 309.605 | 373.672 | 312.076 | 182.736
Asp 128.283 | 30.704 | 129.382 | 126.906 | 78.638 | 81.297 | 178.912 | 142.737 | 57.284
Glu 325.046 | 215.301 | 169.684 | 327.860 | 401.769 | 243.721 | 286.689 | 217.381 | 162.957
Xle 140.661 | 183.512 | 196.472 | 289.859 | 57.119 | 137.477 | 178.598 | 115.628 | 90.496
Met 6.483 7.822 9.331 1.788 3.995 7.186 10.293 | 6.333 6.973
Phe 32.931 | 37.935 | 32.960 | 43.593 | 8.548 | 32.423 | 52.945 | 28.885 | 30.917
Tyr 45280 | 57.192 | 46.212 | 89.322 | 23.596 | 41.146 | 79.489 | 44.253 | 34.038
Val 112.526 | 67.196 | 142.063 | 62.298 | 41.312 | 122.955 | 161.899 | 117.972 | 87.254
Arg 35.018 | 3.227 | 26.368 | 23.197 | 8.151 30.426 | 54.963 | 33.414 | 49.713
Cit 45.491 | 13.687 | 40.559 | 6.243 16.089 | 35.789 | 36.300 | 44.715 | 31.593
Gly 353.888 | 299.054 | 309.595 | 440.758 | 477.499 | 250.501 | 386.197 | 254.953 | 167.305
Orn 150.884 | 104.879 | 60.841 | 111.923 | 55.327 | 98.977 | 223.426 | 109.030 | 67.292

Ayuakaprumunsl 4 c60000HBLIL KAPHUMUH
Co 35.650 | 35.113 | 21.234 | 32.154 | 43.830 | 22.904 | 27.365 | 20.001 5.636
C2 50.422 | 29.097 | 26.698 | 18.152 | 41.910 | 18.872 | 25.581 | 23.122 | 0.777
C3 29917 | 40.097 | 3.172 | 29.128 | 21.220 1.862 2.241 1.988 0.031
C3DC 0.048 0.079 0.000 0.243 0.077 0.145 0.214 0.050 0.000
C4 0.298 0.297 0.187 0.354 0.266 0.231 0.358 0.220 0.040
C4DC 0.726 1.200 1.081 0.472 0.385 1.699 1.009 1.109 0.106
C40H 0.187 0.134 0.091 0.154 0.151 0.085 0.079 0.058 0.008
Cs 0.195 0.189 0.098 0.279 0.123 0.154 0.225 0.099 0.005
C5DC 0.190 0.138 0.120 0.128 0.103 0.098 0.145 0.097 0.029
Cs:1 0.011 0.062 0.017 0.020 0.025 0.012 0.028 0.014 0.013
C50H 0.525 0.552 0.277 1.007 0.551 0.305 0.328 0.201 0.027
Cé 0.062 0.048 0.065 0.137 0.077 1.500 3.600 2.200 0.016
C8 0.088 0.051 0.111 0.032 0.063 2.500 3.200 4.000 0.006
C8:1 0.099 0.054 0.050 0.000 0.115 0.018 0.048 0.044 0.009
C10 0.091 0.043 0.136 0.120 0.108 2.400 1.800 3.800 0.019
Cl10:1 0.093 0.043 0.144 0.028 0.076 0.062 0.095 0.080 0.035
Cl12 0.118 0.038 0.109 0.135 0.189 0.092 0.126 0.118 0.019
Cl4 0.121 0.058 0.082 0.092 0.190 0.106 0.122 0.099 0.019
Cl4:1 0.140 0.064 0.141 0.119 0.240 0.087 0.136 0.107 0.010
Cl14:2 0.050 0.024 0.071 0.022 0.076 0.041 0.054 0.047 0.009
C140H 0.021 0.014 0.013 0.019 0.031 0.012 0.017 0.012 0.012
Cl6 0.657 0.493 0.587 0.690 1.487 0.740 0.990 0.901 0.048
Cl6:1 0.055 0.067 0.063 0.079 0.123 0.036 0.050 0.047 0.005
C16:10H 0.061 0.069 0.033 0.062 0.075 0.035 0.039 0.036 0.009
C160H 0.014 0.008 0.015 0.019 0.021 0.037 0.026 0.020 0.021
CI8 0.366 0.180 0.361 0.276 0.491 0.503 0.624 0.419 0.051
C18:1 0.651 1.063 0.713 0911 1.837 0.572 1.021 0.666 0.028
C18:10H 0.009 0.016 0.013 0.012 0.019 0.012 0.017 0.005 0.001
C18:20H 0.027 0.025 0.021 0.053 0.036 0.025 0.030 0.030 0.020
CI180OH 0.007 0.004 0.011 0.024 0.005 0.023 0.014 0.025 0.027
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IIpooonscenue mabauyot A.2

TMatoxorms JIYTAPOBAS TUPO3UHEMUSA TUPO3UHEMUSA

AOUJAEMUSA I TUIIA I TUIIA 11 TUIIA
Ne w/n 1 2 3 1 2 3 1
nalnMeHTa
Bospact 3ronpa | 4rona | 10 et 6 et 12 ner 6 et 3 roma
nanMeHTa
Mapkepsl KoHuenTpanusi, MKMOJIb/J1

Amunoxuciomol
Ala 228.119 | 317.746 | 862.840 | 358.550 | 507.146 | 358.511 311.719
Asp 64.593 | 119.031 | 81.746 | 128.587 | 136.373 | 107.899 123.026
Glu 206.477 | 261.112 | 449.703 | 344.032 | 269.890 | 321.761 268.805
Xle 87.854 | 124.006 | 272.570 | 201.729 | 153.448 | 118.302 144.985
Met 12.541 13.485 6.868 81.726 | 110.286 | 123.610 8.833
Phe 39.921 | 38.285 | 19.641 | 151.882 | 120.883 | 338.190 41.285
Tyr 50.393 | 51.361 | 19.573 | 525.745 | 321.466 | 581.149 661.929
Val 164.488 | 153.245 | 145.830 | 190.415 | 192.312 | 129.325 191.605
Arg 41925 | 36.618 | 18.375 | 21.109 | 28.912 | 21.905 20.920
Cit 23.828 | 34.079 | 27.876 | 13.178 | 33.611 | 31.982 25.331
Gly 326.716 | 342.739 | 468.615 | 259.277 | 334.696 | 284.119 199.234
Orn 83.678 | 100.569 | 65.332 | 112.659 | 113.742 | 115.103 68.583
AyunkaprumuHsl 4 c60000HBLIL KAPHUMUH

Co 54.666 | 54.164 | 71.280 | 28.926 | 37.866 | 37.626 30.608
C2 33.998 | 42.126 | 37366 | 24.111 | 21.067 | 25.452 20.013
C3 3.220 2.815 3.696 1.397 1.354 2.024 4.075
C3DC 0.108 0.136 0.074 0.276 0.127 0.135 0.076
C4 0.354 0.378 0.556 0.160 0.202 0.288 0.323
C4DC 1.568 1.384 1.206 1.079 1.034 1.173 1.143
C40H 0.113 0.156 0.222 0.148 0.086 0.099 0.104
Cs 0.206 0.143 0.224 0.205 0.270 0.257 0.242
C5DC 5.886 5.571 2.014 0.159 0.124 0.151 0.072
Cs:1 0.025 0.017 0.050 0.072 0.004 0.071 0.033
C50H 0.281 0.322 0.330 0.386 0.358 0.308 0.399
Cé6 0.075 0.067 0.081 0.096 0.049 0.067 0.070
C8 0.070 0.110 0.094 0.083 0.075 0.063 0.073
C8:1 0.032 0.058 0.025 0.040 0.046 0.082 0.037
Cl10 0.059 0.127 0.133 0.122 0.092 0.087 0.100
C10:1 0.120 0.144 0.116 0.128 0.087 0.087 0.049
Cl12 0.055 0.098 0.135 0.181 0.105 0.115 0.140
Cl4 0.099 0.076 0.169 0.140 0.110 0.142 0.184
Cl4:1 0.063 0.114 0.143 0.240 0.108 0.102 0.117
Cl14:2 0.052 0.077 0.061 0.090 0.056 0.049 0.033
C140H 0.023 0.036 0.042 0.019 0.025 0.023 0.023
Cl6 1.137 0.994 1.131 0.898 0.928 1.016 1.169
Clé6:1 0.059 0.086 0.157 0.072 0.076 0.046 0.050
C16:10H 0.053 0.072 0.037 0.048 0.049 0.054 0.091
C160H 0.018 0.021 0.040 0.021 0.016 0.017 0.018
CI8 0.905 0.850 0.601 0.552 0.503 0.624 0.512
C18:1 1.096 1.277 0.971 1.023 0.750 0.799 0.872
C18:10H 0.017 0.015 0.023 0.021 0.016 0.023 0.012
C18:20H 0.007 0.028 0.033 0.046 0.030 0.034 0.028
CI180OH 0.006 0.009 0.014 0.010 0.009 0.008 0.008
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MaroJorus T'MIIEPAMMOHUEMMUSI HUTPYJ/UIMHEMMAA
Ne /i 1 2 3 4 5 1 2
nanMeHTa
Bospacr 13 ser | 14 ager 10 ner 2 roga 7 ner 4 rona 12 ner
nanMeHTa
Mapkepsl KoHuenTpanusi, MKMOJIb/J1
Amunoxuciomol

Ala 725.712 | 881.123 | 1025.220 | 901.265 | 1201.312 | 456.204 430.175
Asp 205.544 | 186.115 | 123.551 | 135.506 | 115.375 90.262 114.368
Glu 418.601 | 380.119 | 247.710 | 245.502 | 300.973 334.412 293.375
Xle 207.505 | 192.378 | 202.139 | 192.392 | 188.717 91.640 125.927
Met 12.648 | 14.974 7.994 8.210 13.478 5.119 9.985
Phe 63.764 | 50.411 42.181 39.412 45.272 25.012 35.969
Tyr 100.053 | 72.340 71.961 49.051 93.726 29.604 54.983
Val 236.834 | 205.529 | 184.062 | 214.346 | 183.735 133.379 143.102
Arg 33.997 | 49.212 37.278 31.381 48.575 8.014 28.177
Cit 45.584 | 56.975 30.440 29.902 32.301 128.978 89.865
Gly 575.552 | 467.747 | 262.679 | 236.556 | 220.201 344.794 236.672
Orn 297.117 | 140.641 | 85.623 56.844 | 109.391 70.368 127.563

AYuaKaprumunsl U c60000HBLIL KAPHUMUH
Co 33.490 | 58.022 57.308 41.263 54.051 40.392 23.712
C2 18.211 | 27.236 23.495 33.886 39.095 27.792 11.102
C3 1.707 2.438 2.794 2.785 2.591 0.902 1.167
C3DC 0.059 0.116 0.128 0.154 0.130 0.074 0.047
C4 0.285 0.335 0.261 0.661 0.364 0.556 0.165
C4DC 0.821 1.323 0.741 1.166 1.016 0.717 1.048
C40H 0.070 0.150 0.104 0.189 0.246 0.117 0.042
Cs 0.370 0.281 0.203 0.250 0.367 0.111 0.169
C5DC 0.140 0.129 0.110 0.204 0.118 0.059 0.078
Cs:1 0.025 0.040 0.033 0.051 0.064 0.021
C50H 0.215 0.449 0.383 0.680 0.200 0.238 0.284
Cé6 0.066 0.077 0.060 0.071 0.106 0.091 0.058
C8 0.072 0.097 0.082 0.087 0.093 0.044 0.050
C8:1 0.039 0.063 0.049 0.101 0.150 0.035 0.044
C10 0.088 0.119 0.108 0.103 0.093 0.045 0.053
C10:1 0.083 0.073 0.089 0.119 0.095 0.038 0.043
Cl12 0.101 0.214 0.128 0.168 0.167 0.130 0.075
Cl4 0.108 0.216 0.134 0.168 0.178 0.128 0.103
Cl4:1 0.116 0.229 0.125 0.157 0.126 0.085 0.067
Cl4:2 0.054 0.067 0.059 0.047 0.072 0.025 0.020
C140H 0.013 0.017 0.020 0.024 0.026 0.012 0.016
Clé6 0.658 1.652 1.411 1.288 1.121 1.223 0.764
Clé:1 0.048 0.090 0.062 0.075 0.070 0.047 0.037
C16:10H 0.039 0.055 0.062 0.085 0.024 0.042 0.038
C16-OH 0.012 0.017 0.022 0.022 0.023 0.013 0.011
C18 0.662 1.404 0.748 0.595 0.514 0.681 0.973
C18:1 0.751 1.603 1.022 1.103 0.845 0.718 0.744
C18:10H 0.017 0.014 0.013 0.019 0.013 0.010 0.010
C18:20H 0.026 0.027 0.033 0.030 0.027 0.029 0.020
C180H 0.006 0.012 0.010 0.007 0.010 0.006 0.004
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TMatoxorms HN30BAJIEPUAHO-|[TPOITMOHOBAS HEKETOTUYECKAS
BAS AIIUAEMUSA | AIIMJTEMMUS IT'MINEPTJNIIUHEMUSA
Ne n/n 1 2 1 2 1 2 3 4 5
nanuenTa
Bospacrt
— 2 roga 4 roga 2 roga 2roma |[1r3m.| 4roma | 10 ger 5 ner 4 roaa
Mapkepsl KoHuenTpanusi, MKMOJIb/J1
Amunoxuciomot
Ala 398.491 | 234.282 | 273.256 | 333.724 | 243.659 | 338.59 | 351.55 | 279.44 | 362.67
Asp 74.622 84.815 | 119.573 | 127.410 | 99.505 | 160.92 | 119.71 | 78.360 | 91.060
Glu 274.695 | 343.209 | 251.723 | 308.607 | 244.464 | 303.84 | 294.00 | 291.96 | 234.17
Xle 119.736 | 113.880 | 117.227 | 152.827 | 207.296 | 139.06 | 172.46 | 128.45 | 106.39
Met 7.593 10.094 9.348 6.141 11.523 | 10.098 | 10.077 | 8.716 9.070
Phe 37.836 36.753 | 40.079 | 45411 | 62.437 | 39.770 | 43.825 | 48.537 | 30.570
Tyr 42.739 69.155 | 53.732 | 56.487 | 62.233 | 62.060 | 63.542 | 51.043 | 49.317
Val 129.833 | 146.108 | 130.053 | 162.156 | 150.500 | 160.02 | 186.96 | 150.17 | 132.41
Arg 33.270 | 44.250 | 28.770 | 36.694 | 25.696 | 23.227 | 26.531 | 14.094 | 21.301
Cit 34516 | 27.769 | 32.269 | 48.282 | 18.476 | 24.098 | 17.432 | 28.075 | 31.357
Gly 296.319 | 283.769 | 216.142 | 447.300 | 528.424 | 735.41 | 881.25 | 628.03 | 452.56
Orn 102.115 | 132,575 | 117.215 | 95.760 | 101.229 | 112.25 | 115.13 | 106.71 | 111.88
AyuakaprumuHtsl u c60000HbLIL KAPDHUMUH
COo 36.674 34.582 12.204 | 24.152 | 21.714 | 28.718 | 24.744 | 22.200 | 28.371
C2 43.891 37.873 | 20.230 | 12437 | 20.946 | 24.133 | 21.658 | 27.459 | 17.457
C3 1.147 1.782 10.200 7.800 1.408 1.508 1.722 2.275 2.764
C3DC 0.088 0.071 0.008 0.102 0.086 0.107 0.114 0.108 0.069
C4 0.238 0.170 0.132 0.263 0.159 0.258 0.187 0.210 0.143
C4DC 0.859 0.771 0.551 0.943 0.610 0.990 1.237 1.546 0.914
C40H 0.306 0.086 0.061 0.237 0.134 0.152 0.099 0.124 0.077
C5 1.120 1.980 0.098 0.258 0.124 0.115 0.150 0.109 0.092
C5DC 0.082 0.075 0.051 0.221 0.074 0.109 0.123 0.099 0.065
Cs:1 0.018 0.003 0.027 0.096 0.017 0.005 0.019 0.022 0.017
C50H 0.255 0.170 0.148 0.311 0.168 0.219 0.275 0.273 0.129
Cé6 0.103 0.070 0.042 0.153 0.057 0.102 0.060 0.059 0.065
C8 0.130 0.070 0.041 0.139 0.063 0.112 0.069 0.065 0.054
C8:1 0.046 0.055 0.041 0.183 0.127 0.058 0.054 0.074 0.041
C10 0.166 0.081 0.055 0.121 0.073 0.145 0.091 0.066 0.067
C10:1 0.076 0.077 0.050 0.118 0.052 0.068 0.072 0.067 0.050
Cl12 0.169 0.157 0.065 0.253 0.103 0.168 0.104 0.100 0.081
Cl4 0.190 0.153 0.088 0.252 0.100 0.161 0.095 0.119 0.104
Cl4:1 0.195 0.179 0.076 0.284 0.115 0.181 0.155 0.131 0.065
Cl14:2 0.076 0.070 0.023 0.091 0.043 0.045 0.053 0.052 0.028
C140H 0.021 0.014 0.013 0.031 0.025 0.014 0.018 0.018 0.014
Cl6 1.159 1.648 0.676 1.593 0.562 1.272 0.809 0.906 0.989
Cl6:1 0.142 0.138 0.047 0.165 0.046 0.067 0.080 0.056 0.038
C16:10H 0.083 0.100 0.053 0.132 0.041 0.057 0.044 0.054 0.056
C160H 0.014 0.016 0.010 0.026 0.018 0.015 0.014 0.016 0.012
C18 0.840 0.656 0.535 1.178 0.222 1.126 0.472 0.723 0.747
C18:1 1.189 1.529 0.695 1.783 0.760 1.266 1.126 1.363 0.750
C18:10H 0.021 0.017 0.012 0.032 0.014 0.015 0.013 0.013 0.011
C18:20H 0.030 0.037 0.020 0.044 0.024 0.026 0.027 0.025 0.018
C180H 0.008 0.006 0.006 0.006 0.005 0.009 0.007 0.005 0.004
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IIaTosorus BOJIE3Hb «KJIEHOBOI'O CUPOIIA»
Ne /m 1 2 3 4 5 6
nmanmueHTa
Bospacr 7 aer 9 jger 6 Jer 6 Jer 3r.7m. | 3r.6 M.
nmanmueHTa
Mapkepsl KoHuenTpauusi, MKMOJIb/JI
Amunokuciomol
Ala 295.414 | 282.890 | 426.892 | 292.401 | 258.222 | 343.930
Asp 121.540 | 96.441 | 118.944 | 123.765 81.030 159.154
Glu 234274 | 249.393 | 365.770 | 233.984 | 226.713 | 265.701
Xle 338.460 | 425.467 | 481.590 | 504.260 | 552.667 | 499.970
Met 6.395 7.811 9.006 5.926 6.154 7.973
Phe 31.602 | 48.393 52.006 | 30.845 34.191 41.829
Tyr 46.878 | 62.686 | 99.026 | 56.267 46.335 49,921
Val 129.999 | 231.703 | 172.994 | 131.190 | 119.198 180.268
Arg 32.312 | 39.512 | 35.392 | 39.739 30.834 51.607
Cit 20.435 16.894 | 24.586 | 26.430 32.323 35.625
Gly 311.923 | 283.764 | 448.026 | 295.853 | 263.114 | 282.708
Orn 87.024 | 86.926 | 171.811 | 85.639 66.466 73.264
Ayunkapuumunsl U c60000HbBLI KAPHUMUH
CO 22.095 | 41.022 | 21.977 | 32.119 26.875 34.095
C2 25322 | 32.887 | 23.408 | 28.043 18.227 26.504
C3 1.183 2.379 0.968 1.976 1.272 1.095
C3DC 0.168 0.177 0.175 0.096 0.090 0.184
C4 0.399 0.305 0.281 0.253 0.240 0.250
C4DC 0.887 2.149 0.974 0.711 0.724 0.742
C40H 0.306 0.276 0.206 0.142 0.091 0.165
C5 0.275 0.325 0.343 0.127 0.142 0.164
C5DC 0.285 0.269 0.277 0.104 0.100 0.242
Cs:1 0.085 0.084 0.071 0.023 0.033 0.060
C50H 0.374 0.669 0.337 0.471 0.316 0.207
Co6 0.110 0.136 0.123 0.083 0.106 0.175
C8 0.116 0.112 0.108 0.075 0.099 0.287
C8:1 0.134 0.118 0.089 0.075 0.063 0.106
C10 0.102 0.147 0.132 0.100 0.140 0.309
C10:1 0.114 0.130 0.152 0.106 0.096 0.176
C12 0.106 0.274 0.162 0.211 0.116 0.153
Cl14 0.114 0.240 0.143 0.186 0.099 0.138
Cl4:1 0.141 0.327 0.162 0.195 0.128 0.178
Cl14:2 0.074 0.124 0.062 0.066 0.045 0.041
C140H 0.032 0.037 0.025 0.017 0.018 0.030
Cl6 0.697 1.423 1.041 1.865 0.702 0.974
Cl6:1 0.085 0.168 0.069 0.097 0.058 0.071
C16:10H 0.044 0.067 0.082 0.077 0.056 0.068
C160H 0.018 0.023 0.020 0.019 0.013 0.017
C18 0.452 0.733 0.498 1.218 0.348 0.695
C18:1 0.825 1.425 0.877 1.547 0.695 0.937
C18:10H 0.018 0.024 0.027 0.021 0.004 0.014
C18:20H 0.029 0.039 0.032 0.030 0.026 0.025
C180H 0.009 0.012 0.008 0.013 0.007 0.007
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IMaTosnorus I'PYIIITIA CPABHEHUS
Ne m/n 1 2 3 4 5 6 7 8 9
nanMeHTa
Bospacr Ir.2m. | 2roma | 2r.3m. | 3roaa 26r 4roma | 2roma | 6 mec. | 8 mec.
nanMeHTa
Mapkepsl KoHuenTpanusi, MKMOJIb/J1
Amunokucnomaul

Ala 309.605 | 373.672 | 312.076 | 406.042 | 328.024 | 140.832 | 231.690 | 636.793 | 366.941
Asp 81.297 | 178.912 | 142.737 | 104.773 | 78.229 | 52.502 | 108.367 | 152.851 | 67.688
Glu 243.721 | 286.689 | 217.381 | 158.301 | 243.568 | 158.122 | 206.040 | 290.899 | 211.523
Xle 137.477 | 178.598 | 115.628 | 105.072 | 152.540 | 138.956 | 135.090 | 161.850 | 110.961
Met 7.186 | 10.293 | 6.333 8.328 7.366 2.655 6.085 7.955 5.884
Phe 32.423 | 52.945 | 28.885 | 26.003 | 51.227 | 30.215 | 36.351 | 42.510 | 30.525
Tyr 41.146 | 79.489 | 44.253 | 43.589 | 60.209 | 33.044 | 49.585 | 66.452 | 44.687
Val 122.955 1 161.899 | 117.972 | 113.051 | 161.161 | 153.498 | 179.314 | 172.109 | 119.919
Arg 30.426 | 54.963 | 33.414 | 37.163 | 25.492 | 16.089 | 27.434 | 45.610 | 29.998
Cit 35.789 | 36.300 | 44.715 | 38.236 | 19.664 | 15.422 | 37.928 | 40.245 | 25.043
Gly 250.501 | 386.197 | 254.953 | 292.616 | 238.756 | 109.463 | 187.395 | 402.894 | 249.142
Orn 98.977 1223.426 | 109.030 | 75.135 | 75.633 | 47.184 | 60.313 | 124.865 | 63.401

Ayuakaprumunsl 4 c60000HBLIL KAPHUMUH
Co 22904 | 27.365 | 20.001 | 32.898 | 28.069 | 12.208 | 30.962 | 50.018 | 17.764
C2 18.872 | 25.581 | 23.122 | 26.707 | 20.453 | 37.457 | 35.353 | 32.082 | 17.220
C3 1.862 2.241 1.988 2.275 1.931 2.379 2.598 2.879 1.274
C3DC 0.145 0.214 0.050 0.117 0.167 0.234 0.114 0.052 0.083
C4 0.231 0.358 0.220 0.226 0.289 0.167 0.166 0.633 0.148
C4DC 1.699 1.009 1.109 1.427 1.508 0.922 0.975 1.752 0.665
C40H 0.085 0,079 0.058 0.071 0,054 0.371 0.085 0.116 0062
C5 0.154 0.225 0.099 0.090 0.174 0.127 0.092 0.296 0.089
C5DC 0.098 0.145 0.097 0.081 0.075 0.138 0.102 0.321 0.074
Cs:1 0.012 0.028 0.014 0.007 0.022 0.019 0.015 0.053 0.005
C50H 0.305 0.328 0.201 0.240 0.297 0.237 0.249 0.401 0.202
Cé6 0.073 0.049 0.060 0.036 0.035 0.063 0.047 0.092 0.041
C8 0.040 0.076 0.054 0.067 0.022 0.113 0.073 0.073 0.057
C8:1 0.018 0.048 0.044 0.026 0.032 0.040 0.068 0.116 0.015
Cl10 0.037 0.094 0.053 0.071 0.035 0.201 0.106 0.110 0.073
Cl10:1 0.062 0.095 0.080 0.073 0.025 0.131 0.098 0.131 0.043
Cl12 0.092 0.126 0.118 0.119 0.068 0.248 0.112 0.164 0.144
Cl4 0.106 0.122 0.099 0.085 0.078 0.182 0.106 0.108 0113
Cl4:1 0.087 0.136 0.107 0.114 0.052 0.350 0.142 0.117 0.104
Cl4:2 0.041 0.054 0.047 0.040 0.024 0.139 0.069 0.064 0.034
C140H 0.012 0.017 0.012 0.015 0.008 0.028 0.015 0.012 0.009
Cl6 0.740 0.990 0.901 0.740 0.542 0.865 0.894 0.800 0.834
Cl6:1 0.036 0.050 0.047 0.041 0.035 0.095 0.059 0.051 0.028
C16:10H 0.035 0.039 0.036 0.018 0.033 0.068 0.042 0.044 0.032
C160H 0.037 0.026 0.020 0.027 0.008 0.023 0.013 0.021 0.013
CI8 0.503 0.624 0.419 0.402 0.236 0.542 0.424 0.499 0.415
C18:1 0.572 1.021 0.666 0.602 0.364 0.807 1.025 0.762 0.523
C18:10H 0.012 0.017 0.005 0.013 0.007 0.018 0.008 0.015 0.008
C18:20H 0.025 0.030 0.030 0.016 0.015 0.021 0.018 0.019 0.019
C180H 0.023 0.014 0.025 0.024 0.007 0.011 0.007 0.024 0.007
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IMaTosnorus I'PYIITIA CPABHEHMUSI
Ne /i 10 11 12 13 14 15 16 17 18
naleHTa
Bo3spacrt
I — 4 mec. | 10 mec. | 1 rox 7Twmec. | 3roga |(4.5roga| 2 roma 5aer | 3roma
Mapkepsl KoHuenTpanusi, MKMOJIb/J1
Amunokuciomot

Ala 254.632 | 455.627 | 418.416 | 326.781 | 608.204 | 292.883 | 193.105 | 249.225 | 323.271
Asp 222.160 | 142.297 | 161.932 | 86.478 | 217.510 | 178.030 | 48.137 | 68.824 | 119.322
Glu 286.161 | 258.623 | 265.876 | 210.124 | 305.286 | 365.565 | 194.816 | 199.137 | 267.055
Xle 139.445 | 147.699 | 155.354 | 102.153 | 209.775 | 144.137 | 80.596 | 186.084 | 154.430
Met 7.450 | 10.013 | 10.347 | 5.370 9.666 6.375 4.041 5.722 6.324
Phe 49.543 | 59.414 | 61.008 | 43.145 | 51.275 | 59.431 | 25.189 | 47.499 | 25.789
Tyr 47.858 | 68.331 | 80.574 | 54.896 | 79.936 | 50.324 | 30.713 | 37.293 | 29.702
Val 137.101 | 158.364 | 166.512 | 109.366 | 215.309 | 173.266 | 97.295 | 137.736 | 114.823
Arg 26.300 | 73.098 | 31.653 | 21.443 | 48.567 | 54.589 | 29.117 | 21.991 | 33.871
Cit 41.198 | 61.589 | 27.687 | 24.289 | 34.811 | 28.892 | 26.075 | 15.637 | 22.521
Gly 382.633 | 307.400 | 297.165 | 253.308 | 411.621 | 382.544 | 172.726 | 135.847 | 320.016
Orn 83.481 | 79.309 | 103.584 | 110.919 | 134.842 | 148.521 | 49.178 | 58.142 | 67.226

Ayuakaprumunsl 4 c60000HBLIL KAPHUMUH
Co 28.252 | 37.923 | 32.506 | 19.074 | 35.151 | 16.386 | 28.977 | 23.019 | 18.219
C2 48.675 | 29.879 | 27.630 | 27.803 | 39.344 | 31.242 | 23.260 | 31.467 | 18.216
C3 4.176 3.219 2.171 1.690 5.399 2.184 1.632 1.246 1.235
C3DC 0.129 0.325 0.258 0.266 0.191 0.225 0.147 0.096
C4 0.303 0.229 0.204 0.148 0.666 0.285 0.116 0.176 0.232
C4DC 1.414 0.923 1.106 0.731 2.077 1.424 0.595 0.822 1.624
C40H 0.147 0.088 0.070 0.108 0.146 0.157 0.094 0.120 0.050
C5 0.125 0.229 0.185 0.095 0.279 0.116 0.084 0.063 0.075
C5DC 0.127 0.127 0.147 0.166 0.188 0.101 0.128 0.097 0.113
Cs:1 0.025 0.020 0.019 0.021 0.048 0.003 0.036 0.011 0.012
C50H 0.681 0.249 0.308 0.225 0.472 0.244 0.242 0.202 0.175
Cé6 0.079 0.058 0.100 0.059 0.080 0.114 0.049 0.052 0.042
C8 0.063 0.054 0.100 0.082 0.066 0.093 0.036 0.074 0.061
C8:1 0.058 0.036 0.067 0.065 0.052 0.107 0.050 0.034 0.026
C10 0.098 0.078 0.144 0.127 0.095 0.100 0.064 0.112 0.067
C10:1 0.084 0.054 0.129 0.108 0.093 0.079 0.061 0.101 0.053
Cl12 0.151 0.213 0.201 0.191 0.213 0.266 0.104 0.105 0.084
Cl4 0.142 0.210 0.162 0.133 0.159 0.242 0.081 0.126 0.077
Cl4:1 0.206 0.209 0.252 0.212 0.175 0.282 0.135 0.139 0.098
Cl14:2 0.074 0.083 0.074 0.079 0.079 0.077 0.030 0.065 0.036
C140H 0.018 0.010 0.010 0.012 0.013 0.035 0.014 0.014 0.007
Clé6 0.807 1.005 0.907 0.876 0.985 1.133 0.531 0.879 0.668
Clé:1 0.089 0.075 0.059 0.062 0.095 0.101 0.047 0.054 0.045
C16:10H 0.058 0.052 0.034 0.041 0.049 0.078 0.038 0.038 0.043
C160H 0.018 0.010 0.009 0.016 0.026 0.041 0.016 0.010 0.009
C18 0.527 0.752 0.655 0.447 0.391 0.700 0.287 0.841 0.489
C18:1 0.989 0.873 1.002 0.815 0.717 0.929 0.514 0.995 0.912
C18:10H 0.016 0.012 0.009 0.015 0.008 0.031 0.021 0.015 0.010
C18:20H 0.024 0.045 0.026 0.028 0.039 0.045 0.030 0.018 0.017
C180H 0.011 0.008 0.009 0.012 0.027 0.037 0.013 0.005 0.004
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IlaTosnorus I'PYIIIA CPABHEHUSA
Ne m/m 19 20 21 22 23 24 25 26 27
nanMeHTa
Bo3spacrt
— 4 roga 6 ger 2 roga 15r. |1r.2m.|2.5Troga| 3 roga 5 ner 1 ron
Mapkepsl KoHuenTpanusi, MKMOJIb/J1
Amunokucnomaul

Ala 504.709 | 237.093 | 510.268 | 446.941 | 272.283 | 386.219 | 309.895 | 761.632 | 542.895
Asp 87.136 | 86.765 | 135.994 | 125.999 | 96.794 | 103.342 | 88.670 | 101.471 | 166.314
Glu 180.804 | 158.114 | 386.836 | 269.501 | 197.395 | 194.322 | 205.994 | 467.702 | 244.993
Xle 257.361 | 228.412 | 202.149 | 252.900 | 180.181 | 209.439 | 209.787 | 672.256 | 256.573
Met 4.802 7.126 9.344 | 13.114 | 8.049 | 11.667 | 5922 | 17.179 | 12.456
Phe 29.139 | 32.774 | 49.312 | 44.574 | 32.023 | 40.618 | 36.708 | 56.822 | 55.808
Tyr 37.595 | 47.323 | 69.518 | 62.928 | 40.362 | 41.557 | 47.680 | 81.516 | 87.147
Val 121.154 | 149.117 | 187.673 | 548.695 | 133.751 | 155.839 | 139.694 | 167.533 | 150.674
Arg 29.328 | 36.661 | 42.747 | 31.723 | 23.531 | 69.883 | 26.552 | 39.661 | 48.370
Cit 31.849 | 30.390 | 27.847 | 35912 | 22915 | 37.257 | 23.064 | 28.636 | 37.432
Gly 253.340 | 250.544 | 384.880 | 331.283 | 183.665 | 281.189 | 162.908 | 368.689 | 291.407
Orn 55.614 | 52.972 | 125.882 | 89.424 | 52.739 | 77.157 | 55.993 | 145.811 | 124.734

Ayuakaprumunsl 4 c60000HBLIL KAPHUMUH
Co 28.992 | 15.619 | 28.868 | 50.699 | 30.408 | 26.776 | 35.091 | 33.829 | 43.014
C2 22.836 | 20.675 | 45.683 | 51.901 | 25.305 | 19.755 | 31.346 | 36.442 | 53.325
C3 3.845 1.083 1.961 4.647 2.126 2.222 3.431 3.254 2.259
C3DC 0.081 0.091 0.094 0.040 0.306 0.143 0.123 0.091 0.075
C4 0.299 0.109 0.259 0.250 0.284 0.178 0.268 0.112 0.236
C4DC 1.360 1.235 0.511 1.609 0.895 0.594 0.946 1.239 1.034
C40H 0.098 0.069 0.118 0.156 0.110 0.070 0.084 0.241 0.152
C5 0.138 0.069 0.155 0.190 0.136 0.108 0.148 0.123 0.091
C5DC 0.058 0.113 0.103 0.140 0.102 0.234 0.095 0.123 0.088
Cs:1 0.016 0.017 0.017 0.029 0.018 0.014 0.014 0.022 0.000
C50H 0.321 0.181 0.189 0.577 0.328 0.175 0.278 0.223 0.255
Cé6 0.049 0.038 0.032 0.063 0.057 0.106 0.051 0.123 0.035
C8 0.049 0.058 0.046 0.097 0.088 0.258 0.061 0.178 0.053
C8:1 0.024 0.037 0.076 0.042 0.026 0.054 0.025 0.351 0.058
C10 0.071 0.070 0.074 0.129 0.116 0.376 0.076 0.186 0.081
C10:1 0.042 0.070 0.060 0.106 0.090 0.206 0.049 0.112 0.059
Cl12 0.072 0.059 0.204 0.223 0.103 0.141 0.165 0.252 0.192
Cl4 0.132 0.059 0.205 0.193 0.096 0.089 0.154 0.195 0.187
Cl4:1 0.073 0.081 0.170 0.192 0.110 0.162 0.172 0.240 0.207
Cl4:2 0.033 0.036 0.063 0.098 0.046 0.070 0.064 0.112 0.068
C140H 0.014 0.012 0.012 0.017 0.012 0.016 0.009 0.038 0.018
Clé6 0.742 0.447 2.247 1.410 0.629 0.677 1.389 0.665 1.529
Clé:1 0.050 0.037 0.105 0.081 0.039 0.055 0.077 0.081 0.087
C16:10H 0.049 0.025 0.131 0.062 0.041 0.030 0.044 0.028 0.074
C160H 0.014 0.007 0.016 0.020 0.019 0.014 0.011 0.035 0.011
C18 0.497 0.187 0.999 0.734 0.471 0.448 0.831 0.331 0.988
C18:1 0.697 0.460 1.881 1.076 0.673 0.730 1.228 0.797 1.417
C18:10H 0.011 0.004 0.016 0.018 0.011 0.010 0.013 0.028 0.015
C18:20H 0.016 0.012 0.025 0.034 0.019 0.021 0.020 0.032 0.037
C180OH 0.008 0.005 0.007 0.013 0.014 0.010 0.006 0.014 0.009
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IIaTosiorus I'PYIIIIA CPABHEHUS
Ne n/n 28 29 30 31 32 33 34 35
nmanmueHTa
Bospacr 15r. 9mec. | 6Mec. | 8mec. | 2roma | 4roda 6 et 3roga
nmanmueHTa
Mapkepsl KoHunenTpanusi, MKMOJIb/J1
Amunokuciomot

Ala 348.197 | 460.219 | 419.197 | 230.888 | 267.642 | 229.059 | 470.632 | 294.092
Asp 84.636 | 59.223 | 121.100 | 101.258 | 63.971 | 105.014 | 124.017 | 92.112
Glu 175.397 | 261.253 | 442.053 | 216.979 | 183.339 | 207.970 | 268.630 | 258.754
Xle 168.051 | 187.545 | 134.399 | 154.919 | 182.799 | 154.724 | 170.143 | 127.638
Met 6.828 6.429 15.887 8.950 8.349 8.521 8.777 10.353
Phe 32.111 | 31.921 | 63.464 | 35.534 | 34.193 | 28.896 | 33.299 | 40.460
Tyr 41.340 | 43.560 | 75.605 | 50.257 | 49.793 | 47.440 | 55969 | 62.159
Val 123.776 | 117.822 | 197.742 | 68.256 | 156.892 | 60.292 | 197.396 | 128.717
Arg 39.964 | 47.738 | 20.783 | 37.097 | 26.434 | 24.323 | 42.345 | 29.334
Cit 24.002 | 32.565 | 32.294 | 32.253 | 31.194 | 28.862 | 33.504 | 35.945
Gly 187.446 | 464.441 | 389.507 | 268.962 | 186.719 | 213.703 | 238.497 | 290.761
Orn 66.734 | 65.663 | 95.813 | 87.278 | 78.978 | 65.872 | 69.923 | 125.838

Ayunkapuumunsl U c60000HbBLI KAPHUMUH
CO 31.684 | 58.306 | 41.262 | 19.586 | 28.894 | 32.148 | 30.841 | 25.453
C2 24928 | 60.991 | 75.586 | 33.032 | 16.399 | 31.510 | 32.749 | 34.434
C3 2.157 0.982 3.035 2.370 1.424 0.860 0.960 0.908
C3DC 0.157 0.030 0.108 0.556 0.261 0.127 0.190 0.037
C4 0.249 0.444 0.470 0.227 0.036 0.420 0.330 0.146
C4DC 1.740 0.372 2.347 1.099 0.569 0.905 1.773 0.909
C40H 0.055 0.120 0.223 0.189 0.078 0.116 0.039 0.123
C5 0.070 0.043 0.371 0.238 0.151 0.110 0.038 0.240
C5DC 0.073 0.093 0.088 0.133 0.101 0.120 0.129 0.118
Cs:1 0.024 0.014 0.035 0.035 0.037 0.000 0.108 0.000
C50H 0.213 0.089 0.359 0.532 1.087 0.190 0.351 0.171
Co6 0.045 0.096 0.044 0.075 0.068 0.020 0.063 0.118
C8 0.080 0.136 0.115 0.096 0.070 0.066 0.064 0.071
C8:1 0.024 0.057 0.208 0.045 0.040 0.050 0.027 0.136
C10 0.065 0.159 0.140 0.125 0.099 0.088 0.122 0.109
C10:1 0.042 0.161 0.050 0.097 0.082 0.091 0.052 0.095
C12 0.142 0.207 0.108 0.125 0.099 0.110 0.148 0.106
Cl14 0.155 0.148 0.127 0.107 0.089 0.085 0.105 0.099
Cl4:1 0.118 0.271 0.118 0.114 0.067 0.101 0.084 0.121
Cl14:2 0.032 0.130 0.047 0.039 0.028 0.042 0.053 0.055
C140H 0.012 0.022 0.028 0.011 0.000 0.011 0.016 0.017
Cl6 1.001 1.483 0.760 0.689 0.542 0.829 1.506 0.783
Cl6:1 0.052 0.161 0.066 0.075 0.042 0.059 0.046 0.056
C16:10H 0.077 0.055 0.043 0.059 0.028 0.052 0.048 0.058
C160H 0.011 0.024 0.022 0.009 0.015 0.021 0.024 0.016
C18 0.621 0.572 0.394 0.326 0.292 0.648 0.657 0.587
C18:1 0.748 1.800 0.987 0.685 0.437 0.842 0.994 0.744
C18:10H 0.009 0.015 0.016 0.014 0.013 0.005 0.016 0.013
C18:20H 0.033 0.041 0.000 0.029 0.035 0.034 0.013 0.027
C180H 0.001 0.009 0.013 0.015 0.012 0.010 0.012 0.020
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Tabmuua A.3 — PesynbraThl aHaan30B 00pa3lOB MOYM Ha COJAEP)KAHUE OPraHMYECKHX KUCIOT HEpeoll ZPynnbl RAyueHmog ¢ TOJO3PEHUSIMH Ha
aMHMHOAIIMIOTIATHH, OPTaHUYECKUE alluJIeMHH / allMIyPHH U ee Tpyniibl cpaBHeHus: metojioM ' X-MC

JAEOULINUT JAEOULUT XABKMH- AJIKAII-

ITaTosorus JJINMHHOHNEINNOYEYHbIX KOPOTKOIEINOYEYHbIX CUHYPUSI TOHY-

AIINJI-KoA-AETHAPOI'EHA3 AIINJI-KoA-JETNJIPOTI'EHA3 PUsI
Ne ni/m manuenTa 1 2 3 4 5 1 2 3 4 1 2 1
Bo3pact manuenta 2roma | 1rog | 4roma | 4roma | Saer | 3roma | 10ger | 6er | 4rona | 4roma | 6Jer | 4 roga
Mapkepsl KoHunenTpanusi, MM0J1b/M0JIb KpEATHHHHA
MozouHasi KUCTIOTa 100 36.87 76.1 205.3 46.0 49.01 28.2 29 33.27 23.2 89.3 33.2
['mukonueBas KucioTa 48.7 60.1 284 105.6 73.0 90 14.6 52 87.2 39.2 56.7 32.9
3-I'mapokcuMacisHas KHCI0Ta 1.98 3.2 2.6 1.26 2.7 2.13 1.7 1 0.00 3.26 1.9 123.6
['muneprHoOBas KUCIIOTA 2.32 2.94 3.22 1.69 2.5 23.8 2.099 11 1.82 2.9 6.9 2.9
3-MeTun-2-okcoBajiepuaHoBas KHCI0Ta 0.00 53 0.00 1.22 0.0 0.058 1.64 0.00 0.00 1.41 0.1 14.35
[TupoBrHOrpaiHas KUCIOTA 1247 | 2647 4.3 6.25 9.9 4.95 2 13 6.2 11.7 3.9 15.7
W3oBanepuanoBas KHCI0Ta 0.00 4.4 0.00 0.00 24 2.21 0.00 2.3 1.6 36.7 1.3 136.7
AJWMnMHOBAs KUCIIOTa 195.3 51.2 11.96 44 23.6 48.5 15.9 15 92.94 26.5 16.7 96.5
3-MeTuarmyrapoBas KHCIOTa 0.00 0.00 7.26 3.8 1.2 0.00 0.00 0.2 0.51 5.4 0.0 5.4
ITHIMAJIOHOBASA KHCJI0TA 1.94 0.00 241 1.23 0.6 225 481 521 128 0.46 1.8 0.46
MeBanoHoOBas KHCIOTa 0.00 0.00 0.00 0.00 0.2 4.9 0.81 0.1 0.278 0.69 0.2 0.69
3-I'mapokcu-3-MeTHATITyTapoBas KUCI0Ta 3.5 8.6 4.1 3.012 6.0 5.91 0.00 4 22.7 49.1 4.2 59.1
2-Metmi-3-ruipokcuMacisiHas KHCI0Ta 0.00 0.00 0.00 0.00 0.0 0.00 0.00 8 0.00 25 0.0 25
MeTuamManoHoBas KHCI0Ta 0.56 0.14 1.8 0.00 0.2 1.86 1.24 0.8 0.00 1.207 0.2 1.207
DeHnIMoIoYHas KUCI0Ta 1.2 0.00 4.2 1.25 1.1 3.9 2.9 2.7 0.23 1.47 1.2 1.47
4-I'mapoxcu¢eHHIMOT0YHASI KHCJI0TA 4.23 3.2 0.00 5.6 0.5 2.74 2.05 2.1 0.4 881 1089.0 1.91
N-anerunacrnapTHKOBas KHCIOTa 0.00 0.00 0.00 0.00 0.6 0.00 0.00 0.1 0.00 1.1 0.3 1.1
I'oMOreHTH3MHOBAsI KHCJIOTA 1.25 0.00 0.00 0.00 1.5 0.03 2.24 1.3 1.74 1.02 0.7 686
CyKIMHOBasI KHCIIOTa 5.2 25.5 14 8.2 3.2 323 9.27 7.2 4.6 1.53 1.6 0.53
['unnypoBas kuciora 445 953.2 | 24235 458 257.0 967.5 166.5 84.8 594.2 163.2 124.0 0.32
Ceb0anmHOBasi KHCJIOTA 15.63 6 3.3 8.9 12.5 28.4 1.025 0.25 0.713 0.23 0.5 0.23
2-I'MApOKCUHU30KANIPOHOBAs KUCIOTA 0.00 254 1.43 0.63 1.9 11.2 8.5 0.3 0.97 0.46 0.3 42.1
['mytapoBas kuciora 1.69 0.26 0.00 2.3 2.6 12.6 3.1 0.37 0.89 0.74 0.4 0.74
PeHUIIMPOBUHOTPaAHAS KHCIOTa 0.00 0.00 0.00 0.00 2.1 2.72 2.19 2.5 1.89 0.48 3.0 0.48
Cy0OepuHoBasi KHCJIOTA 33.15 5.2 4.00 11.2 25.0 50.2 1.59 0.2 0.43 1.48 0.2 1.48
4-T'mapoxcudenuanuposuHorpagras kuciaora | 0.00 0.00 0.00 0 2.0 0.02 0.00 0.3 0.00 525 88.0 1.2
4-I'mapoxcueHUITYKCYCHAsl KUCIIOTa 18.1 22.1 19.2 37.43 72.1 34.63 19.2 25.5 105.3 23.6 104 43.6
4-Metuii-2-0KkcoBajIepHaHOBas KMCI0Ta 0.00 3.64 0.00 0.00 0.1 0.043 0.00 0.4 0.00 0.19 0.1 9.8
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JEOULINT

IMaTosorus FHYTAP(}]I;I;EI?EMYPM METHU/IMAJIOHOBAS ALTUJAEMUSA MAJIOHHWJI-KoA-

JAEKAPBOKCHJIA3BI
Ne ni/m manuenTa 1 2 3 4 1 2 3 4 5 1 2 3
Bo3zpacT manuenTa 7ner | 2roma | 10 et | 6qer | 2roma | 2roma | 3roga [1.5roma| 3roma | 2roma | 3roma | 9 Jer
Mapkepsl KoHuenTpanus, MM0J1b/M0JIb KpeaTHHHHA
MonoyHasi KUcIoTa 8.3 24.76 | 141.08 | 4.80 34.2 32 56.2 12.3 54.8 203.7 47 44.5
['MkosMeBast KUCIoOTa 11.3 20.48 | 71.67 | 32.50 16.9 162 113 21.2 105 100.9 58 21.9
3-I'mapokcumaciisiHasi KUCJIOTa 2 1.95 50.00 0.91 19.6 15 3.7 5.65 1.74 1.51 21 2.7
['nuepuHoBas KUciIoTa 3.5 3.18 5.92 2.27 5.13 40 7 19.5 0.00 2.3 7.7 3.16
3-Metun-2-okcoBajepraHoBasi KUCIOTa 0.00 0.00 0.00 0.00 0.00 0.00 1.4 5.25 0.21 1.21 2 0.00
[TupoBUHOrpaiHasl KUCIOTA 6.6 4.32 36.67 1.39 6.87 16 25 0.97 3.54 4.2 3 7.2
W3oBasiepuaHoBas KUCJIOTa 22.3 60.32 6.42 12.79 5.7 5 4.32 0.73 3.12 1.5 12 0.00
AIMNIMHOBasi KMUCJI0TA 825 | 331.00 | 725.00 [1312.00) 7.1 7 18.2 13.66 28.2 44.4 43 163.4
3-MetunriyrapoBasi KHCIOTa 0.4 5.65 18.00 0.05 5.85 0.00 4.1 1.67 0.00 3.8 3.7 4.16
ITHJIMAJIOHOBasI KMCJI0TA 8.2 120.00 | 1205.00 | 905.00 | 1.95 15 3.5 5.59 1.23 1.24 2.2 0.24
MeBaJjioHOBasi KHCJIOTA 0.2 0.00 0.00 0.00 2 3 3 0.42 2.5 331 245 558
3-I'unpokcu-3-MeTmiIrnyTapoBasi Kuciora | 4.2 5.32 4542 | 11339 ] 0.00 3 10.65 0.43 2 6.5 0.00 4.27
2-Metuii-3-ruipoKcuMaciisiHasi KUCI0Ta 0.1 3.02 6.42 3.25 0.00 0.00 0.00 0.00 3.9 0.00 0.00 0.00
MeTWIMAJI0HOBAs1 KUCJI0TA 0.8 2.60 5.58 6.14 5650 8120 7138 662 1038 88.3 51.2 96
DEeHUIMOJIOUHAsI KUCIIOTa 0.3 0.00 0.00 0.00 3.4 3 1.695 0.93 1.67 1.26 4 0.62
4-T'nppoxkcueHUIIMOIOUHAsE KUCIO0Ta 2.1 0.44 1.42 0.43 0.00 0.00 0.698 0.00 1.89 5.79 0.00 3.2
N-aneTunacnapTUKOBasi KUCIOTa 0.4 0.00 0.00 0.00 0.00 0.00 0.00 0.00 1.49 0.00 0.00 0.00
['oMOreHTH3MHOBas KUCJIOTA 1.8 1.11 2.17 1.07 2.5 0.00 0.00 7.15 0.26 1.69 0.00 1.65
CyKuuHOBasi KHCJIOTa 8 3092 | 59.58 | 22.57 14.2 10 22 33 4.5 16.5 15 15
['unmypoBas KkucioTa 69.7 88.06 | 445.00 | 61.52 | 134.6 990 264.8 764 64.4 1520 1740 677
CebanriHoBasi KUCIOTA 0.3 1.74 12.75 6.21 1.14 1.8 0.00 3.22 0.00 0.77 1.3 1.77
2-I'MIpOKCUM30KAIIPOHOBAs KUCIOTA 1.2 5.55 37.00 1.50 1.65 7 1.7 2.72 0.00 2.4 2.1 1.62
LayrapoBasi KucjorTa 224 | 451.00 | 881.00 [ 1504.00) 5.1 4 0.26 1.23 1.56 4.9 1.7 4.43
DEeHUINMPOBUHOTPAIHASL KUCIIOTA 6.8 3.02 11.50 3.75 3.6 0.00 2.7 11.3 3.64 1.63 0.00 1.25
CyOepuHOBasi KHCJIOTA 66 80.00 | 55.00 | 289.00 | 1.88 1.8 0.00 5.29 0.00 1.13 2.7 0.972
4-T uIpOKCH(EHIINUPOBUHOIPAIHAS] KUCIIOTA 0.1 0.00 0.00 0.00 0.00 0.00 0.00 0.00 0.00 0.00 0.00 0.00
4-T'mapokcupeHUITyKCyCHasl KUCIO0Ta 50.8 12.84 17.92 10.00 12.13 322 20.3 0.00 62.66 125.6 17 36.5
4-Metun-2-oKcoBaJIepHaHOBasi KUCIO0Ta 0.45 1.42 5.75 1.36 0.00 0.00 0.00 0.00 0.00 0.00 0.00 0.00
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Marosorust JIYTAPOBASA BOJIE3Hb IT'HITEPOKCAJIYPUSA
ALHUAYPHUS I TUIIA KAHABAHA I TUITA
Ne ni/m manuenTa 1 2 3 1 2 3 1 2 3 4
Bo3zpacT manuenTa 6 mec. | Tmec. | 3rona | 4rona | Saer | 3roga | 11 mec. | 6Jer | 2roga | 8 mec.
Mapkepsl KoHuenTpanusi, MM0/16/M0JIb KpeaTHHHHA
MonoyHasi KucaoTa 157 1533 112.3 96 22.1 164.2 126 22.4 22.1 176.2
I'imkosueBasi KUCJI0TA 84 222.1 32.3 113 84.2 30.26 | 122.5 97.2 231 290.5
3-I'mapokcumaciisiHasi KUCJIO0Ta 5.6 20 0.2 3.7 11.21 0.0 1.11 4.2 1.35 10.3
['MuepuHoBas KUCIIOTa 1.39 28.2 2.6 7 31.7 6.24 11.1 6.1 4.48 1.31
3-Metun-2-okcoBajepraHoBasi KUCIOTa 0.0 0.1 0.0 0.0 10.9 0.0 0.75 1.2 0.0 0.0
[TupoBUHOrpaiHasl KUCIOTA 16 333 62.3 25 6 8.2 4.23 8.2 6.8 4
W3oBasiepuaHoBas KUCIOTa 1.6 1.1 0.3 13 0.96 0.0 0.0 0.0 0.0 6.9
AunuHOBast KUCIIOTA 47 52.6 21.3 18.2 16 19.2 21.8 21.4 40.6 38
3-MeTuiriyTapoBasi KHCJIOTa 2.9 1.6 0.0 4.1 3.63 8.45 2.37 3.8 0.0 3.2
OTUIManoHOBask KUCIOTa 4.1 3.2 0.0 3.5 1.11 0.0 7.7 2.5 0.0 1.02
MeBajioHOBas1 KHCIIOTa 1.4 0.2 0.0 3 1.285 0.0 1.258 0.8 1.05 1.3
3-TuApOKCH-3-METHIITITy TAPOBask KHCIOTA 852 23 82.0 3.1 3 26.5 28.2 6.2 34 0.0
2-Metuii-3-rujpoKcuMaciisiHasi KUCI0Ta 0.0 0.1 0.0 0.0 0.0 4.1 0.0 0.0 0.0 0.0
MetuamanoHoBas KUCIIOTa 2.7 1.3 0.0 1.8 1.887 0.0 1.25 1.5 0.0 8.6
DeHnIMOoII0uHas KUCIIOoTa 16 0.4 1.2 1.695 1.95 0.65 6.25 1.2 0.0 0.0
4-T'nppoxkcueHUIIMOIOUHAsE KUCIO0Ta 2.7 2.8 0.4 352 0.0 0.0 6.9 10.9 0.0 2.74
N-aneTuaacuapTuUKoOBas KHCJI0TA 0.0 0.4 0.0 628 2021 1896 0.0 0.0 0.0 0.0
['oMOreHTH3MHOBasE KMUCJIOTA 0.0 1.8 1.1 0.0 0.0 0.0 4.16 1.7 0.0 0.0
CyKuuHOBasi KHCJIOTa 53 4.9 5.2 22 6.21 15.2 9.75 4.3 14.1 60
['unmypoBas KkucioTa 7223 143.5 102.3 703 163.5 | 624.59 824 987.0 | 967.7 160
4-T U IpOKCU(EHIIITUPOBUHOTPAIHAS] KUCIIOTA 0 0.2 0.0 0.0 0.0 0.0 0 0.0 0.0 0.0
CebarnriHOBasi KUCIOTA 1.55 2.4 1.1 0.0 0.68 0.0 1.2 0.0 0.0 1.6
2-I'HIpOKCUM30KAIIPOHOBAs KUCIOTa 4.7 1.5 0.0 1.7 5.58 0.0 1.25 0.5 0.0 5.23
LayrapoBasi KucjioTa 3815 431 2008.0 10 3.01 5.6 1.43 12.4 1.22 21
DEeHUINMPOBUHOTPAIHASL KUCIIOTA 1.49 0.3 0.0 2.7 1.959 1.2 1.04 1.7 0.0 1.63
CybGepuHoBas KHCIOTa 1.83 1.3 1.4 0.0 1.09 0.0 0.7 0.0 0.0 0.0
4-T'mapokcupeHUITYKCyCHasl KUCIO0Ta 203 18.6 17.5 20.3 20.6 2036 | 231.2 20.3 30.8 76
4-Metun-2-oKcoBaJIepHaHOBasi KUCIO0Ta 0.0 0.1 0.0 0.0 0.0 0.0 0.0 0.0 0.0 0.0
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IMaTosorus I'PYIIIIA CPABHEHUSA

Ne ni/m manuenTa 1 2 3 4 5 6 7 8 9 10 11 12
Bo3zpacT manuenTa 1r.2m.| 2roma | 2r.3m. | 3roga (2.6 roma] 4roma | 2roga | 6 mec. | 8 mec. 4 m. 10m. | 1roa
Mapkepsl KoHnenTpanusi, MM0/1b/M0JIb KpeATHHHHA

MonoyHasi KucaoTa 13.2 7.4 78.4 115.3 19.7 4.3 19.1 37.8 11.1 128.9 13.2 8.9
['MkosmeBast KUCIoTa 62.3 37 44 104.2 1514 87.1 35.2 6.9 28.87 157.3 7.6 8.7
3-I'mapokcumaciisiHasi KHCJIO0Ta 1.24 2.9 9.7 0.0 1.6 7.6 2.2 5.7 3.6 2.13 1 2.1
['munepuHoBasi KUCIOTa 0.2 6.4 1.2 0.0 6 8.0 8.8 5.0 18.5 2.98 4.6 18.3
3-Metun-2-okcoBajJepraHoBasi KUCIOTa 0.0 0.2 0.2 0.0 0.1 0.1 0.0 0.0 0.0 1.18 0.0 0.0
[IupoBuHOrpagHasi KUCIOTA 9.25 16 8 6.25 4.6 7.6 6.1 5.0 0 135.9 1.3 6.8
W3oBanepuanoBast KHCIOTa 0.0 23 51 1.02 18.9 22.7 9.4 4.3 2.73 1.68 33 1.2
AJIMIIMHOBAs KUCIIOTA 20.3 60.2 7.5 15.2 27.4 31.0 32.0 27.2 8.83 164.2 64.4 6.9
3-MetunriyrapoBasi KHCIOTa 4.21 23 1.5 0.0 1.7 1.5 0.0 1.7 0.0 2.18 0.5 2
OTUIManoHOBask KUCIOTa 0.0 2.7 0.8 0.0 1.25 1.8 0.4 2.8 0.22 0.47 0.4 0.9
MeBajioHOBasi KHCIIOTa 0.0 0.2 0.2 0.0 0.2 0.3 0.3 0.2 0.0 1.94 0.0 0.1
3-I'mapokcu-3-MeTrirnytaponas kuciora | 3.2 20.6 7.4 2.6 16 13.6 18.6 7.7 28.15 14.47 5.2 5.2
2-Metuii-3-rupoKcuMaciisiHasi KUCI0Ta 0.0 2.9 2.9 0.3 0.0 0.0 0.0 0.0 0.0 3.62 0.2 0.0
MetuamanoHoBas KUCIIOTa 1.5 1.3 1.2 0.0 0.3 0.9 0.6 3.6 0.0 0.76 0.5 1.2
DEeHUIMOJIOUHAsI KUCIIOTa 0.0 5.9 1.5 0.0 1.7 4.3 0.2 2.0 0.0 0.66 3.5 1.1
4-T'nppoxkcueHUIIMOIOUHAsE KUCIO0Ta 0.0 4.7 34 0.98 4.3 34 2.4 5.0 2.2 3.56 2 2.5
N-aneTunacnapTUKOBasi KUCJIOTa 0.0 0.1 0.1 0.0 0.6 0.2 0.1 0.0 0.0 0.0 0.5 0.2
['oMOreHTH3MHOBAsI KMUCJIOTA 0.0 1.7 0.6 2.6 1.5 1.8 2.5 3.5 3.63 1.65 1.1 1.2
CyKuuHOBasi KHCJIOTa 5.24 2.8 5 28.63 2.6 23 10.1 8.0 0.05 15.56 5 13.3
['unmypoBas KkucioTa 162.3 106.7 90.2 | 105.23 | 419.1 6384 | 173.8 | 170.8 45 1753 | 1024 63.7
CedauuHoBasi KHCJIOTA 0.6 1.7 0.4 0.0 0.3 1.4 0.6 1.0 9.3 0.325 0.7 0.4
2-I'MIpOKCUM30KAIIPOHOBAs KUCIOTA 0.0 2.5 0.8 1.2 1.2 1.7 1.3 1.4 0.37 3.5 0.3 0.6
['nytapoBast Kuciora 0.1 5.6 0.7 0.23 1.5 1.6 0.9 0.5 0.13 0.633 1.7 3.8
DeHUITUPOBUHOTPAHAS KUCIOTA 0.0 1.2 4.2 0.65 2 4.4 2.2 0.8 14 2.98 5.8 2.6
CybGepuHoBas KHCIOTa 0.32 1.7 1.1 0.54 0.5 0.4 0.2 0.4 0.0 1.88 0.1 0.5
4-T'uppokcudenunnupopunorpaanas kucaora | 0.0 0.5 0.4 0.0 0.4 0.0 0.5 0.2 0.0 0.0 0.4 0.1
4-T'mapokcupeHUITyKCyCHasl KUCIO0Ta 11.24 65 11.1 26.3 110.5 96.0 32.0 259.0 | 13.15 | 75.17 22 20.4
4-Metun-2-oKcoBaJIepHaHOBasi KUCIO0Ta 0.0 0.3 0.15 0.0 0.2 0.3 0.4 0.2 1.16 0.36 0.0 0.1
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IMMaTonorus I'PYIIIIA CPABHEHUSA

Ne ni/m manuenTa 13 14 15 16 17 18 19 20 21 22 23 24
Bo3pact manuenta 7 M. 3r 45r 2r. Saer | 3rona | 4ropa | 6Jer | 2roga |[1,5roaa|1r.2 m.|2,5 roga
Mapkepsl KoHuenTpanus, MM0J16/M0JIb KPeaTHHHHA

MoJiouHasi KUCIO0Ta 7.4 12.6 81.9 16 14.8 25.8 109 85.2 21.6 26.3 52 16.2
['MkosmeBast KUCIoTa 8 75.9 121.2 28.5 23.1 12.3 51.8 65.7 20.8 63.6 39 119.7
3-I'mapokcumaciisiHasi KHCJIO0Ta 0.3 2.9 34 36 16.4 2.48 1 1.5 1.5 80.3 2.8 0.0
['munepuHoBasi KUCIOTa 7.2 2.1 12.4 2.7 1.4 6.1 2.61 4.8 2.0 6.0 55 0.0
3-Metun-2-okcoBajJepraHoBasi KUCIOTa 0.0 0.0 0.2 0.0 0.1 0 1.21 0.0 0.0 0.0 0.0 0.0
[IupoBuHOrpagHasi KUCIOTA 6 10.3 23 33 7.8 274 4.2 8.2 11.1 73.6 11 12.3
W3oBasiepuaHoBas KUCIOTa 1.8 7.9 35.7 9.4 6.6 0.0 1 1.1 1.5 21.0 5 0.0
AJMIIMHOBAs KUCIIOTA 24.2 27.9 4.8 48 54 46.8 256 20.3 15.1 107.0 21.8 26.5
3-MetunriyrapoBasi KHCIOTa 0.9 0.7 0.6 1 1.9 1.52 3.8 0.0 1.6 2.2 8 0.0
OTUIManoHOBask KUCIOTa 0.2 53 2.9 3.4 1.7 0.85 0.64 2.2 0.7 7.6 2.7 247
MeBajnioHOBasi KUCIIOTa 0.1 1.2 0.1 2 0.8 1.49 1.2 0.2 0.2 4.5 2 0.0
3-I'mapokcu-3-meTrirnyrapoBas kuciora | 4.4 21.3 8.2 45 9.8 1542 6.2 5.6 7.2 100.4 3.2 12.8
2-Metuii-3-rupoKcuMaciisiHasi KUCI0Ta 0.0 0.0 0.0 0.0 0.0 0.0 0.0 0.0 0.0 0.0 0.0 0.0
MetuamanoHoBas KUCIIOTa 0.9 1.9 5.1 1.2 0.6 1.52 1.88 0.3 0.2 2.7 2.1 1.14
DeHnIMOoII0uHas KUCIIOoTa 1.2 0.1 1.5 0.2 2.6 0.0 11.2 0.0 0.4 0.4 5 0.0
4-T'nppoxkcueHUIIMOIOUHAsE KUCIO0Ta 2.1 4.9 2.4 4 7.4 0.0 2.9 4.8 2.1 8.9 0.4 2.4
N-aneTunacnapTUKOBasi KUCJIOTa 0.1 0.1 0.4 0.0 0.0 0.0 0.0 0.0 0.1 0.0 0.0 0.0
['oMOreHTH3MHOBAsI KMUCJIOTA 9 1.5 7.6 24 1.1 0.0 0.0 1.6 1.7 54 0.0 0.0
CyKuuHOBasi KHCJIOTa 0.4 15.3 0.6 86 15 59 15.1 16.3 13.0 191.8 16 6.9
['unmypoBas KkucioTa 120 41 1428.8 | 393.5 194.8 2639 126.9 | 125.6 | 1744 | 8775 819 99.6
CedauuHoBasi KHCJIOTA 0.2 1.1 1.8 15 0.6 0 0 0.0 1.7 5.3 1.6 0.0
2-I'MIpOKCUM30KAIIPOHOBAs KUCIOTA 1.3 1.7 5.9 1.5 1.2 0 1.3 1.8 2.6 33 14 1.62
['myrapoBasi KUCJIOTa 0.7 0.4 0.7 4.4 4 1.38 3.8 0.7 0.2 9.8 6 0.0
DeHUITUPOBUHOTPAHAS KUCIOTA 4.8 1.7 4 1.9 1.1 2.68 1.6 0.0 0.5 4.2 3.7 0.0
CyOepuHOBasi KHCJIOTA 0.2 0.2 0.2 0.4 0.2 0 1.93 1.4 0.2 9.5 1.5 0.0
4-TuppokcudenunnupopuHorpaanas kucmora| 0.1 0.9 0.1 0.0 0.4 0.0 0.0 0.6 0.3 0.0 0.0 0.0
4-T'mapokcupeHUITyKCyCHasl KUCIO0Ta 10 96.8 9 74 77 12.3 98.9 20.6 18.4 165.0 20.3 47.2
4-Metun-2-oKcoBaJIepHaHOBasi KUCIO0Ta 0.0 0.5 0.2 0.3 0.1 0.023 0 0.0 0.10 0.7 0.0 0.0
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IMMaTonorus I'PYIIIIA CPABHEHUSA

Ne ni/m manuenTa 25 26 27 28 29 30 31 32 33 34 35
Bo3zpacT manuenTa 3roma | Saer | 1ron |1.5roma| 9mec. | 6 mec. | §mec. | 2roma | 4roma | 6Jer | 3roga
Mapkepsl KoHunenTpanusi, MM0J16/M0JIb KPeATHHHHA

MoJiouHasi KUCIO0Ta 37 209 13.16 11.8 207.3 22.7 91.8 46.8 34.3 187.2 95.4
['MkosmeBast KUCIoTa 47 104.4 32.9 10.6 108 104 82.7 234 12.5 94.9 60.4
3-I'mapokcumaciisiHasi KHCJIO0Ta 3 2.64 162.3 3.6 1.26 1.26 3.2 0.58 2.1 0.59 53
['munepuHoBasi KUCIOTa 3.9 1.35 4.9 7.4 2.11 2.66 5.5 4.5 7.8 0.0 11.5
3-Metun-2-okcoBajJepraHoBasi KUCIOTa 0.0 1.21 36.14 0.1 0.0 1.23 0.064 | 0.061 0.0 0.0 0.0
[IupoBuHOrpagHasi KUCIOTA 28 7.4 17.5 2.8 6.2 2.3 43.8 36.6 7 83.9 6.2
W3oBanepuanoBast KHCIOTa 3.7 0.0 213.9 22.4 0.0 0.0 6.84 14.3 4.1 5.67 0.0
AJIMIIMHOBAs KUCIIOTA 34 44.7 95.6 8.8 44.2 45.5 47.4 45.2 72.3 48.9 18.3
3-MetunriyrapoBasi KHCIOTa 0.6 3.81 4.5 0.2 0.38 3.79 4.2 13.5 2.6 0.06 0.0
OTUIManoHOBask KUCIOTa 0.3 2.71 0.64 0.8 1.25 1.24 4.18 3.71 0.6 2.4 5.16
MeBajioHOBasi KHCIIOTa 0.1 1.43 0.7 0.2 0.57 0.63 18.1 5.76 0.1 1.47 1.6
3-I'mapokcu-3-MeTHITITyTapoBast KUCIOTa 4.2 0.0 51.9 10.6 3.21 2.6 6.015 6.02 22.5 6.2 4.2
2-Metuii-3-rupoKcuMaciisiHasi KUCI0Ta 12.6 0.0 5.2 0.0 0.0 0.0 0.0 0 8 0.0 0.0
MetuamanoHoBas KUCIIOTa 0.4 0.92 1.28 0.6 0.92 0.93 0.76 0.822 0.5 1.62 1.309
DeHnIMOoII0uHas KUCIIOoTa 6.2 0.37 1.74 0.7 0.21 0.21 0.64 8.26 2.7 0 1.92
4-T'nppoxkcueHUIIMOIOUHAsE KUCIO0Ta 2.1 2.77 1.95 1.9 1.63 0.89 3.6 2.74 2.3 2.84 4.75
N-aneTunacnapTUKOBasi KUCJIOTa 3.7 0.0 1.7 0.1 0.0 0.0 0.0 0.0 0.1 0.2 0.0
['oMOreHTH3MHOBAsI KMUCJIOTA 6.5 2.63 1.19 0.4 1.67 0.0 2.6 0.34 0.8 0.0 0.0
CyKuuHOBasi KHCJIOTa 1.7 33 0.35 10 6.9 7.07 16.8 17.4 14.4 18.3 28.75
['unmypoBas KkucioTa 540.6 | 328.1 - 90.8 1562 100.8 164.5 388 414.5 | 5029 | 2180
CebauuHoBasi KUCIIOTa 0.6 0.77 0.32 0.5 7.4 0.768 0.61 1.76 0.2 1.1 1.36
2-I'nipoKCUM30KapPOHOBask KUCIOTa 1.1 0.69 0.64 0.7 0.62 0.64 1.54 1.54 1 1.1 2.6
['myrapoBasi KUCJIOTa 4.2 3.05 0.8 1.3 0.23 1.84 54 9.2 1.5 5.1 1
DEeHUINMPOBUHOTPAIHASL KUCIIOTA 1.3 1.68 4.28 5.8 1.61 1.63 2.14 3.8 2.4 2.73 0
CyOepuHOBasi KHCJIOTA 0.2 1.24 1.84 0.2 4.1 0.117 0.98 1.32 0.2 1.8 0.56
4-T'uapoKcU(pEHUIIUPOBUHOIPAIHAS KUCIOTA 0 0.0 0.47 0.1 0.0 0.0 0.06 0.09 0.5 0.2 0.0
4-T'mapokcupeHUITyKCyCHasl KUCIO0Ta 26 33.75 64.3 21.1 3.43 26.7 20.1 18.4 45 1737 0.0
4-Metun-2-oKcoBaJIepHaHOBasi KUCIO0Ta 0.4 0.0 1.89 0.9 0.0 0.0 0.084 | 0.048 0.3 0.0 0.0
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C BBISIBJIEHHBIMH IIATOJIOTUSIMHA OOMEHA aMUHOKHUCIIOT MCTOAOM HMOHHO-0OMEHHOH XpOMaTOFpa(bI/II/I

MMaTonorus OEHWJIKETOHYPUS

Ne n/m nanuenTa 1 2 3 4 5 6 7
Bo3pact manmuenTa 12 et 16 et 14 ner 10 mec. 7 et 2roma 5 et
Mapkepsbl KonnenTpanus, MKMOJIb/JI

@enunananud (Phe) 852.0 1025.0 263.0 248.3 226.3 1056.0 523.0
Tuposun (Tyr) 20.2 26.3 30.2 36.0 40.1 26.3 32.1
MMaTonorus roMOHUMCTHUHYPUSA

Ne /1 manuenTa 1 2 3 4 5 — —
Bo3pacTt manuenra 9 et 4 roga 5 et 8 ser 4 roga - -
Mapkepsbl KonnenTpanus, MKMOJIb/JI

MeTtunonus (Met) 7.20 6.32 5.60 2.00 5.21 — —
I'omonucTHH (Heysy — 10.2 12.3 15.2 10.8 11.4 - -
Maronorus APTUHUHEMMUA

Ne /1 manuenTa 1 2 3 4 — — —
Bo3pacTt manuenra 11 ner 2 roga 7 ner 13 ner - - —
Mapkepsbl KonnenTpanus, MKMOJIb/JI

ApruuuH (Arg) 194.20 21560 | 18420 [ 22410 | - | - —
MMaTonorus TUPO3UHEMMUS I TUITA

Ne /1 manuenTa 1 2 3 — — — —
Bo3pacTt manuenra 6 Jier 12 ger 6 et - - - -
Mapkepsbl KonnenTpanus, MKMOJIb/JI

@Oenunananud (Phe) 150.32 126.90 415.20 — — — —
MetuonuH (Met) 80.20 115.20 114.30 — — — —
Tuposun (Tyr) 536.21 338.52 561.24 - - - —
MMaTonorus TUPO3UHEMMS 11 TUIIA

Ne /1 manuenTa 1 — — — — — —
Bo3pact manuenTa 3roma — - - - - -
Mapkepsbl KonnenTpanus, MKMOJIb/JI

@Denunananud (Phe) 42.30 - — — — — —
Tuposun (Tyr) 672.32 — — — — — —
MMaTonorus IT'MIIEPAMMOHUEMMUMS

Ne /1 manuenTa 1 2 3 4 5 — —
Bo3pacTt manuenra 13 ger 14 net 10 ger 2 roga 7 ner - -
Mapkepsbl KonnenTpanus, MKMOJIb/JI

AnanuH (Ala) 752.30 892.30 | 1124.00 | 985.00 | 1121.00 | - —
IaTonorus HUTPYJUJIMHEMUS

Ne /1 manuenTa 1 2 — — — — —
Bo3pact manuenTa 4 rona 12 ner - - - - -
Mapkepsbl KonnenTpanus, MKMOJIb/JI

AprunuH (Arg) 10.00 36.00 - - - - -
Hutpymmun (Cit) 133.98 97.54 - - - - -
MMaTonorus HEKETOTHYECKASA TMIEPTJIMIIMHEMMUSA

Ne /1 manuenTa 1 2 3 4 5 — —
Bo3pacTt manuenra 1r. 3m. 4 roga 10 gert 5 et 4 roga - -
Mapkepsbl KonnenTpanus, MKMOJIb/JI

i (Gly) 562.15 74125 | 89520 | 70120 | 46230 | - —
MMaTonorus BOJIE3Hb «KJIEHOBOI'O CHPOIIA»

Ne n/m nanuenTa 1 2 3 4 5 6 —
Bo3pact manuenTa 7 et 9 Jer 6 Jer 6 Jet 3r. Tm. 3r. 6m. —
Mapkepsbl KonnenTpanus, MKMOJIb/JI

Jletir (Leu) 251.20 326.30 226.30 321.50 395.60 415.20 -
Wzonetinun (1leu) 121.3 154.2 265.3 218.6 287.4 169.5 -
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Pucynok A.11 — XpomarorpamMma 1o rmojfHOMy HOHHOMY TOKY oOpasiia Ijia3Mbl KpOBH ¢ HOPMaJIbHBIM
COJIEp/)KaHUEM JUIMHHOLIENIOUEYHBIX XUPHBIX KucaoT (Merox aHanmsa ['X-MC; mo ocu X ykaszaHo
BpeMs XpomarorpaupoBaHusi B MHHYTaX, MO OCH YV yKa3zaHa WHTCHCHUBHOCTh AaHAJUTUYECKOTO
CUTHaja B a0COJIFOTHBIX AMHHIIAX ).
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Pucynox A.12 — XpomarorpamMma IO IOJHOMY HOHHOMY TOKy oOpa3lia IuUla3Mbl KpPOBH C
MOBBIIIIEHHBIM COECPKaHUEM JUTMHHOLIETIOYEUHBIX JKUPHBIX KUCIIOT (Metox aHanu3a ' X-MC; mo ocu X
yKa3aHO BpeMsl XpomarorpagupoBaHuss B MHHYTaX, MO OCH VY yKa3aHa MHTEHCHBHOCTb
AHAJTUTUYECKOT'O CHTHaJIa B a0COTIOTHBIX €ANHUIIAX ).
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Pucynox A.13 — CpaBHeHHE XpOMATOrpaMM I10 MOJHOMY MOHHOMY TOKY 0Opa3IOB IUIa3Mbl KPOBH Y
nalMeHTa U3 KOHTPOJBHOM Tpymmel (@) Wy mnamMeHta ¢ cunapomom llenbBerepa (0)
(nnarHocTudeckuid Mapkep — rekcakozanoBas kuciota (C26:0); meton ananuza ['X-MC; o ocu X
yKa3aHO BpeMs XpomaTtorpapu-poBaHuss B MHUHYTaX, IO OCH YV yKa3aHa MHTCHCHBHOCTb
AHAJTMTUYECKOT'O CHTHAJIa B A0COIIOTHBIX €INHUIIAX ).
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Pucynox A.14 — CpaBHeHHE XpOMATOrpaMM I10 TOJIHOMY MOHHOMY TOKY 0Opa3IOB IUIa3Mbl KPOBH Y
NaleHTa W3 KOHTPOJIBHOW Tpymmel (@) Wy TaluMeHTa ¢ HeJOCTaTOYHOCThIO  Oelka,
TPAHCHOPTHUPYIOLIETO CTUPOI (6) (IMArHOCTUYECKUN MapKep — MPUCTAHOBAsI KUCJIOTA; METOJI aHAIIN3a
I'X-MC; mo ocu X yka3aHo BpeMmsi XpoMaTtorpadupoBaHHs B MHHYTax, IO OCH YV YyKa3aHa
MHTEHCUBHOCThH aHAJUTUYECKOTO CUTHAJIA B a0COTIOTHBIX €INHUIIAX ).
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Tabnuma A.5 — Pe3ynbraThl aHaIH30B 00pa3ioB MIa3Mbl KPOBU HA COJEPIKAHUE IJIMHHOIECTIOYCUHBIX YKUPHBIX KUCIIOT 6MOPOILL ZPYNNbl NAUUECHNO08
C MOJIO3PEHHUSIMU Ha TIEPOKCUCOMHBIE 00Jie3HH (00e3HU KIETOYHBIX opranesun) merogoM ' X-MC

X-CIHEIIVIEHHASL BOJE3HBb

CHUHJAPOM = Henocrarou- BOJIE3Hb PE®CYMA
Maroxorus LEJBBETEPA AI{P%})I(S)(J;I]/EIEKO nocrs CTB (nudanTrbHAS hopma) (Bfiigﬂgﬁa) PTXA 1 ruma
Ne i/ manmenTa 1 2 3 1 2 3 1 2 1 2 3 4 5 1 2 1 2
Bo3zpact manuenta |1r1.2mM.2r10aa |2r.3m.|3roma| 2.5r. |4rona|2rona| 6 m. 8 m. 4m. | 10m. | 1ron | 7m. |3rona 4.5rona 2 roga | Sjer
Mapkepsl KoHuenTpanus, MKMOJIb/J1
C22:0 109 132 102 85 125 90 45 84 58 72 59 64 84 88 61 82 79
C24:0 65 98 80 58 105 79 38 62 52 59 62 70 59 52 63 68 53
C26:0 3.58 | 9.22 12.8 2.2 4.1 3.8 0.58 | 0.66 | 0.83 | 0091 0.78 | 0.64 0.9 0.81 0.73 118 1.07
C24:0/ C22:0 059 | 074 | 078 | 068 | 0.84 | 0.87 | 0.84 | 0.73 | 0.897| 0.819| 1.051 | 1.09 | 0.70 | 0.591 | 1.033 | 0.829 | 0.671
C26:0/ C22:0 0.032 | 0.069 | 0.125| 0.026 | 0.030 | 0.042 | 0.012 | 0.008 | 0.014 | 0.013 | 0.013 | 0.01 0.01 | 0.009| 0.012 | 0.014 | 0.014
duTaHOBas KHCIOTA 8.3 20.2 11.9 2.2 3.1 2.18 18.7 | 29.8 829 525 997 | 1255 | 1458 | 622 128 911 412
IIprcTaHoBas KHCIOTA 15 8 12 0.36 1.12 | 0.98 153 | 228 | 036 | 0.45 | 0.68 1.14 | 1.85 1.72 1.32 0.2 0.8
IIaTonorus HE OIIPEJIEJIEHA
Ne n/m manmenTa 1 2 3 4 5 6 7 8 9 10 11 12 13 14 15 16 17 18
Bo3pact manmuenta | 1 rox |1.5romal 9 m 6M. |3romal|4 roma| 6 ger |2 roga|l.5 roga/lr. 2m.|2.5rona|3 roga| Saer | 8 M. |2 roma|4 roxa| 6 Jjer |3 roaa
Mapkepsl KoHuenTpanus, MKMOJIb/J1
C22:0 105 87 43 107 69 48 61 117 74 82 96 109 94 71 79 102 48 82
C24:0 69 40 98 50 72 69 76 62 34 45 52 41 83 50 101 78 58 64
C26:0 1.07 | 0.63 | 2.52 | 048 | 1.11 0.6 0.56 | 097 | 068 | 0.86 | 1.14 | 0.88 | 0.62 | 0.95 | 1.71 | 0.68 | 1.05 | 0.77
C24:0/ C22:0 0.657 1 0.460 | 2.279 | 0.467 | 1.043 | 1.438 | 1.246 | 0.530 | 0.459 | 0.549 | 0.542 | 0.376 | 0.883 | 0.704 | 1.278 | 0.765 | 1.208 | 0.780
C26:0/ C22:0 0.010 | 0.007 | 0.059 | 0.004 | 0.016 | 0.013 | 0.009 | 0.008 | 0.009 | 0.010 | 0.012 | 0.008 | 0.007 | 0.013 | 0.022 | 0.007 | 0.022 | 0.009
duTaHOBas KHCIOTA 2.1 2.1 2.5 3.8 2.3 3.3 35.8 2.9 3 2.4 16.3 3.2 3.2 3 3.1 2.8 297 | 34
IpucTanoBas KHCIOTA 142 | 2.16 | 2.29 | 1.95 0.2 0.52 | 1.85 2.2 1.54 |1 095 | 158 | 0.74 | 1.36 | 2.18 | 0.85 | 0.66 | 12.3 | 0.89
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Tabnuma A.6 — Pe3ynbraThl aHaanM30B 00pa3IOB MJIa3Mbl KPOBH Ha COJCpKAHUE JTUHHOLCTIOUYCYHBIX KUPHBIX KUCIIOT 2PYRNbL CPABHEHUS 6MOPOIL
2PYRRbl RAYUEHN 06 C TIOJJO3PESHUSIMHU Ha TIEPOKCUCOMHBIE 0oJie3HH (00Ie3HU KIETOYHBIX opranesn) merogom I'X-MC

IIaTosorus I'PYIIIIA CPABHEHMUSI

Ne i/m manmenTa 1 2 3 4 5 6 7 8 9 10 11 12
Bo3pact manmuenta | 10 gert 11 ger 15 ger 6 ger 2 roga 3 roga 11 mec. 1 ron 2 roga 4 roga 6 ger 10 jer
Mapkepsl KoHuenTpanus, MKMOJIb/JI

C22:0 115.64 106.20 102.36 96.76 100.30 106.20 116.82 108.60 103.29 101.27 100.30 95.94
C24:0 66.08 81.42 95.58 84.96 70.80 64.90 67.26 77.88 50.74 92.04 79.06 50.84
C26:0 0.85 0.61 1.72 0.80 0.65 1.52 0.79 1.29 1.33 0.72 1.55 0.80
C24:0/ C22:0 0.57 0.77 0.93 0.88 0.71 0.61 0.58 0.72 0.49 0.91 0.79 0.53
C26:0/ C22:0 0.01 0.01 0.02 0.01 0.01 0.01 0.01 0.01 0.01 0.01 0.02 0.01
duTaHOBAs KUCIOTA 1.04 0.22 0.62 0.82 0.07 1.78 2.06 0.18 1.49 1.26 0.92 2.47
IIpucTaHoBas KUCIOTA 1.95 2.65 3.18 2.74 2.78 2.56 2.34 2.57 2.45 2.47 2.01 1.87
IIaTosorus I'PYIIIIA CPABHEHMUSI

Ne i/ manueHTa 13 14 15 16 17 18 19 20 21 22 23 24
Bospacr manuenra | 8 jger 5 ner 3 roga 4roma | 2roga | 1r.2m. | 1r.4m. | 3rona S ner 4roma | 2.5roma | 7 aer
Mapkepsl KoHueHnTpanus, MKMOJIb/JI

C22:0 77.08 78.72 86.10 60.68 50.02 89.38 67.24 71.34 39.36 30.2 21.3 56.2
C24:0 68.06 42.64 56.58 27.88 62.32 33.62 36.90 32.80 56.58 47.5 35.6 30.82
C26:0 0.51 0.93 0.88 0.56 0.46 0.72 0.71 0.52 0.49 0.4 0.2 0.49
C24:0/ C22:0 0.88 0.54 0.66 0.46 1.25 0.38 0.55 0.46 1.44 0.81 0.94 1.08
C26:0/ C22:0 0.01 0.01 0.01 0.01 0.01 0.01 0.01 0.01 0.01 0.023 0.01 0.02
duTaHOBas KUCIIOTA 2.72 13.86 1.79 2.55 30.43 2.72 2.04 1.79 2.81 2.10 1.21 1.66
IIpucTaHoBas KUCIOTA 1.16 13.43 1.21 1.31 1.57 0.63 0.81 1.84 0.44 0.96 0.7 0.25
IIaTosorus I'PYIIIIA CPABHEHMSI

Ne i/t manmenTa 25 26 27 28 29 30 31 32 33 34 35

Bo3pacTt nanuenTta 10 jet 25roma| 1ron 5 Jer 3 roga 8 ger 11er | 4roma | 1,5roma| 9 ger 4 roga —
Mapkepsl KoHuenTpanus, MKMOJIb/JI

C22:0 60.66 70.97 108.74 111.03 89.28 81.27 101.17 91.57 84.70 62.95 101.87 -
C24:0 50.36 37.77 91.57 44.64 58.37 60.66 90.42 70.97 74.40 53.80 61.81 -
C26:0 0.63 0.60 0.96 1.45 0.58 0.68 0.89 1.02 0.98 0.87 0.96 —
C24:0/ C22:0 0.81 0.52 0.82 0.39 0.63 0.72 0.87 0.75 0.85 0.83 0.59 —
C26:0/ C22:0 0.01 0.01 0.01 0.01 0.01 0.01 0.01 0.01 0.01 0.01 0.01 —
duTaHOBas KUCIIOTA 1.34 1.61 2.26 1.71 1.40 0.86 1.34 0.95 2.36 0.59 1.49 —
IMpucranoBast KHCIOTa 3.18 1.71 3.22 2.69 3.24 2.09 2.83 2.82 2.13 2.27 2.15 —
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Pucynox A.15 — XpomarorpamMa MO TOJHOMY HOHHOMY TOKy oOpa3la MOYM MalueHTa u3
KOHTPOJIbHOM TpyNIbl C HOPMAJIbHBIM COJAEPKAHMEM IYPUHOB M IUPUMUIUHOB (METOJ aHaJIN3a
B2XX-MC/MC;

mo ocu X yka3zaHO BpeMsl XpomarorpadupoBaHus B MHHYTax, MO OCH Y yKa3aHa HWHTEHCHBHOCTH
aHAJTUTUYECKOT'O CHTHAJIa B a0COIIOTHBIX €ANHUIIAX ).
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Pucynox A.16 — XpomaTorpamMma MO IOJHOMY HOHHOMY TOKY oOOpa3lla MOYM TMaIHeHTa C
MOBBIIIEHHBIM COJICPKAHUEM MYPHUHOB U MUPUMUANHOB (MeTo] aHamu3a BIXKX-MC/MC; no ocu X
yKa3aHO BpeMsl XpomarorpagupoBaHuss B MHHYTaX, MO OCH VY yKa3zaHa MHTEHCHBHOCTb
AHAJTUTUYECKOT'O CHTHAJIa B a0COTIOTHBIX €INHUIIAX ).
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Pucynok A.17 — CpaBHeHHE XpoMaTorpaMM 0O0pa3loB MOYHM y MAlUEHTa M3 KOHTPOJIBHOW TPYIIIBI
(Manmerii Tpadwk) Wy TalMeHTa C HACIEACTBEHHOW KcaHTHHypueul (Oonbmioil rpaduk)
(IMarHoCTUYECKHi Mapkep — KcaHTuH; MeTo] aHanm3a BOXX-MC/MC; mo ocu X ykazaHO Bpems
XxpomartorpadupoBaHusl B MUHYTaX, MO0 OCH Y yKa3aHa MHTEHCHBHOCTb AQHAJIUTHYECKOTO CUTHAJIA B
aOCOFOTHBIX €TUHUIIAX).
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Pucynox A.18 — CpaBHeHHE XpoMaTorpamMMm 0O0pa3l0B MOYHM y MAIMEHTa M3 KOHTPOJIBHOW TPYIIIBI
(Manblii TpaguK) My ManMeHTa ¢ JACPUIUTOM AUTHAPONUPUMUAMHA3BI (0OJBIION Trpaduk)
(mmarHoctudeckuid Mapkep — auruapoypait; meroa aHanuza BOXX-MC/MC; no ocu X ykazaHo
BpeMs XpoMmaTorpa-QpupoBaHusi B MHHYTaX, IO OCH ¥ yKa3aHa HMHTEHCHBHOCTb aHAJUTUYECKOTO
CUTHaJIa B a0COJIOTHBIX €AMHUIIAX).
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Tabmuuna A.7 — PesynbraThl aHanu30B OOpa3lOB MOYU RAUUEHMOE Mpembell ZPynnbl C BBHIABICHHBIMM HapyIICHHSAMHU OOMEHa IypPHHOB WU
nupuMuanHOB MeTooM BOXKX-MC/MC

JEOUINT

MaTonorus MCHIPOIMPYMIMHA JE@UIAT CUHAPOM I'mnepakTHBHOCTH
ol IlggHIlP pia AI%[)I JUATHIPOITAPUMEIUHA3BI JIEIIA-HUXAHA ®PIIC I
Ne i/ manuenTa 1 2 1 2 3 1 2 3 1
Bo3pacrt mauuenra 7 Jdet 11 jer 10 et 5 Jder 5 Jder 11 ger 10 jet 8 ger 7 Jet
Mapkepsl KonnenTpanusi, MM0JIb/M0JIb KPEATHHHHA
['yanun 0.00 0.00 0.00 1.20 0.00 0.00 0.00 0.00 1.40
Ypauua 325.00 228.00 36.00 15.70 82.00 0.32 1.39 0.84 2.10
Juruapoypanui 6.21 6.30 189.00 202.00 263.00 1.28 2.36 6.34 6.20
OpoToBas KUCJIOTa 3.60 4.10 2.14 3.18 1.40 0.98 3.60 6.80 5.21
MoueBasi KHCJIOTA 452.60 216.40 115.20 132.60 95.20 1325.00 | 958.00 | 1411.00 321.60
KcanTun 11.60 13.20 19.60 12.47 15.60 11.36 13.24 10.50 64.00
¥ peIIONpOIHOHOBAS 0.00 1.74 0.00 0.00 14.67 0.47 5.21 0.52 5.20
KHCJIOTa
5-I'napokcUMeTHITy paruil 0.63 0.00 0.00 0.87 4.16 0.00 0.98 0.82 3.24
AneHun 1.926 0.72 0.814 0.62 0.925 0.74 0.81 0.84 0.721
Hutuaun 8.50 0.50 2.16 2.30 0.24 0.28 1.32 0.28 2.60
Jle30KcHaieHO3UH 1.20 0.00 0.32 0.10 0.00 1.40 0.94 0.90 0.30
Ypunux 0.00 0.00 0.00 0.00 0.00 0.00 0.00 1.20 2.30
TumuH 25.00 29.00 12.30 12.60 23.12 0.11 1.44 1.60 2.38
Jle3okcuypuana 5.80 0.00 0.00 0.72 0.87 0.65 1.54 2.30 0.00
HHo3un 0.84 0.00 2.90 1.40 0.00 0.64 0.18 0.63 0.00
I'yano3un 0.00 1.40 0.24 0.39 0.62 0.16 1.30 1.47 0.00
Jle30KkcuryaHo3uH 0.69 0.00 0.10 0.00 341 0.00 0.87 1.48 0.00
Tumuaun 0.00 0.00 0.00 0.00 0.00 0.00 0.00 0.00 0.169
AJIEHO3UH 0.25 0.36 0.31 1.60 2.14 0.31 1.23 0.16 1.64
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Marosorust HACJIEJIJICTBEHHAS JE®ULIUT ITYPUH- OPOTOBASA ALIUAYPUSA
KCAHTUHYPUSA HYKJIEO3NJI®POCPOPUJIIA3BI I TUIIA
Ne i/ maumenTa 1 2 3 1 2 1 2 3 4
Bo3pacTt nanuenra 6 Jer 4 rona 12 et S aer 3roga 4 rona 10 et 8 ser 2.5rona
Mapxkepsl KonnenTpanus, MM0JIb/M0JIb KPeaTHHHHA
['yanun 0.00 1.10 0.00 0.00 1.40 1.10 0.00 0.00 0.00
VYparun 0.00 0.00 0.00 2.98 0.18 1.56 0.00 0.00 0.54
Jluruapoyparmi 1.40 6.90 5.50 5.48 2.60 3.65 2.60 5.84 2.40
OpoToBasi KHCJIOTA 5.40 3.24 4.65 3.21 3.69 610.00 | 1420.00 | 380.00 | 1540.00
MoueBast KHCIOTa 117.40 365.20 412.50 248.60 365.20 485.60 217.40 328.50 125.40
KcanTun 98.00 44.00 58.00 13.90 13.80 12.20 12.40 12.90 11.60
¥ PeHIONpOIHOKOBa: 0.00 0.00 0.00 1.74 0.96 3.27 0.29 0.00 0.00
KHCJIOTa
S-I'mapokcumeTtmtyparun 3.10 0.90 0.00 0.27 4.15 3.64 2.20 0.85 2.40
AnenuH 0.63 0.532 0.827 8.14 8.60 1.40 0.72 0.75 1.57
utuaun 6.20 0.00 3.29 0.00 2.90 0.00 0.00 0.00 0.47
Jle30KcnaieHO3UH 3.14 0.65 2.80 1.48 3.24 1.29 0.00 0.00 0.50
Ypunun 0.00 0.00 0.00 1.10 1.10 0.00 0.00 0.00 0.00
Tumun 0.26 0.00 0.00 1.16 0.24 1.70 3.20 1.57 0.37
Jlezokcuypuana 0.00 0.00 0.29 0.32 0.87 1.28 0.36 0.00 0.31
HNuo3un 0.00 0.00 0.00 15.00 29.00 0.00 0.00 0.63 0.00
I'yano3un 1.54 0.32 2.69 23.00 39.00 1.59 0.00 1.24 0.21
J1e30KCUTyaHO3HH 0.00 1.74 1.60 24.00 26.00 1.48 0.00 0.00 0.28
Tumuaux 0.00 0.00 0.00 0.00 0.00 0.00 1.80 0.00 0.00
AeHO3UH 2.40 0.14 1.60 0.00 3.50 1.20 0.36 0.36 0.30
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IlaTosorus HE OIIPEJIEJIEHA

Ne n/nm maumenra 1 2 3 4 5 6 7 8 9 10 11 12
Bo3pacT nanuenra 1 rog 7aer |[15roma| 6Jqer |2roma| 3roma | 8uer 9 aer 8 aer 6 ger | 10 ger 2rona
Mapkepsl Konuenrpanus, MM0JIb/M0JIb KPEATHHHHA

['yanun 0.00 0.00 0.00 0.00 1.10 0.00 0.00 0.00 0.00 0.30 0.12 0.00
Ypauun 0.00 0.00 0.00 1.87 2.98 2.80 2.20 0.29 0.55 3.20 9.50 0.00
Jluruapoyparun 0.60 6.35 10.20 1.91 1.29 2.25 10.28 5.28 4.15 8.50 10.30 1.24
OpoToBasi KHCJIOTA 1.80 6.30 1.20 12.20 3.30 1.24 25.00 5.50 3.85 15.20 5.47 2.50
MoueBast KHCI0Ta 236.50 | 452.20 | 154.20 | 459.60 | 102.50 | 126.30 | 352.60 | 598.60 | 163.50 | 241.30 | 452.30 412.50
Kcantun 10.20 15.20 12.30 12.30 | 14.20 | 10.29 13.28 12.60 13.20 15.20 10.20 12.20
Ypenronpomiononas 0.00 | 000 | 000 | 250 | 3.60 | 0.60 | 635 | 048 | 039 | 1520 | 2.40 0.00
KHCJIO0TA

5-I'mapokcumermyparma | 2.20 12.40 0.36 0.38 12.40 0.47 10.20 5.29 1.70 13.20 0.88 0.31
AnenuH 0.56 0.83 0.41 0.82 0.53 0.77 0.95 0.89 0.82 0.75 0.96 0.80
HuTuauH 1.44 5.40 0.28 3.20 0.85 0.10 15.60 0.00 0.00 2.80 3.20 0.36
Jle30KkcuaieHo3UH 0.23 2.80 0.55 0.25 0.00 0.00 1.65 0.00 1.50 2.90 0.26 0.27
Ypunux 0.00 0.00 2.10 0.00 0.00 0.00 0.00 0.00 0.00 2.20 2.00 0.00
Tumun 0.00 1.24 2.80 1.32 0.00 0.26 0.36 1.20 1.47 1.22 1.16 0.30
Jle30kcuypuavH 0.00 0.98 0.41 0.37 2.80 0.79 2.63 0.00 0.37 0.26 0.55 0.94
WNHo3uH 0.00 0.64 0.00 0.54 0.00 0.59 0.21 0.00 0.20 1.69 0.00 0.01
['yano3un 0.30 0.28 0.52 1.26 2.70 0.36 0.00 1.45 0.38 1.74 0.70 2.20
Jle30KkcuryaHosus 0.52 0.39 0.67 0.58 0.00 0.00 1.90 0.00 0.00 1.60 0.27 0.51
Tumuaun 0.00 1.10 1.30 0.00 0.00 0.00 0.00 0.00 0.00 0.00 0.00 0.00
AZleHO3MH 0.00 0.00 0.36 8.60 0.10 0.22 1.24 1.20 0.00 1.30 1.25 0.28
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IMaToaorus

HE OIIPEJIEJIEHA

Ne n/m manueHTa 13 14 15 16 17 18 19 20 21 22 23 24
Bo3pacrt mauuenra 1r. 2m. Ir.5m. |4r10oma | 8mec. | 13 yer | 12 er | 7 et | 6er | Saer | 12 ger | 4 roga | 11 aer
Mapkepsl KonuenTpanus, MM0JIb/M0JIb KPeATHHHHA

['yanun 0.00 2.20 1.54 1.76 0.97 2.43 1.21 2.43 1.76 1.97 0.87 0.66
Ypauun 7.34 3.65 12.76 | 12.37 | 14.53 | 2098 | 13.54 | 16.75 | 7.34 8.24 1.12 0.00
Jluruapoyparun 2.85 3.65 7.65 2.43 9.80 | 10.90 | 12.50 | 2.65 6.75 1.73 7.83 2.12
OpoToBasi KHCJI0TA 1.94 19.40 4.50 3.20 2.21 3.40 5.43 0.87 1.12 1.00 1.32 1.53
MoueBast KHCI0Ta 93.07 435.00 | 354.00 | 234.00 | 387.00 | 569.00 | 523.00 | 442.00 | 602.00 | 447.00 | 529.00 | 566.00
Kcantun 11.44 22.10 27.75 | 30.60 | 10.70 | 5.80 | 30.10 | 12.20 | 14.00 | 15.80 | 14.65 | 12.00
Ypennonpomnionosas 3.49 540 | 2.87 | 1910 | 254 | 6.70 | 15.60 | 3.44 | 2.15 | 465 | 7.89 | 223
KHCJI0TA

5-I'uApOKCUMETHITYpaIiI 0.18 0.00 1.20 4.30 2.50 6.20 8.70 3.40 5.20 1.76 0.00 1.76
AnenuH 0.47 0.65 1.12 0.88 0.54 0.23 0.00 | 0.123 | 0.432 | 0.769 | 1.43 1.23
HuTuaux 0.07 2.34 17.80 | 0.98 0.10 3.76 | 20.10 | 5.74 8.99 3.65 | 17.50 | 1.12
Jle30kcuaieHo3uH 0.00 0.80 0.12 0.00 0.34 0.77 0.97 0.12 0.43 0.00 0.12 0.00
Ypunux 4.06 2.30 3.10 0.43 1.76 1.89 1.62 0.65 0.88 0.71 0.13 0.00
Tumun 0.49 1.23 0.76 1.21 1.43 0.76 0.00 0.00 0.32 0.42 0.13 0.00
Jle3okcuypuavH 0.00 0.12 0.90 0.00 0.00 0.35 0.00 0.71 0.32 0.00 1.65 1.12
WHo3un 0.17 1.32 2.43 2.12 2.87 1.76 1.97 1.55 0.73 0.23 0.90 0.00
I'yano3un 0.07 0.98 0.94 0.00 0.00 1.20 1.43 0.64 0.00 0.00 0.00 1.21
Jle30KkcuryaHosus 0.13 0.97 0.34 0.54 0.75 0.97 0.35 0.13 0.00 0.21 1.76 1.98
Tumuaun 0.00 0.00 0.10 0.14 0.00 0.00 0.20 0.00 0.11 0.00 0.00 0.15
AJIeHO3MH 0.24 1.10 1.43 6.30 1.87 0.76 0.43 0.53 0.00 0.26 0.00 0.74
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IlaTosorus I'PYIIIIA CPABHEHUS

Ne i/ manmenTa 1 2 3 4 5 6 7 8 9 10 11 12 13
Bo3pacrt mauuenra 12 ger | 16 et | 14 et | 10 Mec. | 7 et | 2roma | S Jjer 9yger | 4roma | 5Jer S8uger | 4roma | 2roma
Mapkepsl KoHuenTpanusi, MM0Jib/MOJIb KPeaTHHHHA

I'yanun 0.8 1.6 2.1 0.5 2 1 0.7 2.5 1.8 0.9 0.3 2.4 2.8
Ypauun 19 5 19 3 1 21 22 13 9 24 3 25 20
Jlurnapoypanun 1.12 1.6 4.0 10 0.53 8.2 6.6 3.7 10.2 4.8 9.8 9.5 7.2
OporoBas Kuciora 5.5 1.6 2.8 4.6 4.7 3.5 4.4 0.6 3.2 53 2.7 3.6 5.1
MoueBast KHCIIOTa 672 466 530 236 284 385 458 256 224 656 343 220 663
Kcantun 20 14.8 234 17.4 24.3 19.8 7.9 26.4 18.9 8.8 20.6 14.7 6.6
¥ peHI0npOMHOHOBAs 9 9.5 2.7 3.8 2.7 9.6 5.7 8.2 7 6.7 8.8 1.6 42
KHCJIOTa

S5-I'mppoxkcumerninypamuyy 9.9 9.1 9.5 8.1 2.1 4.1 9.8 23 4.3 9.8 8.7 6 9.3
AJleHUH 0.2 1.8 0.7 1.9 0.7 2.6 2 2.4 2.3 1.6 2.2 1.5 0.3
Hutuaux 0.15 1.2 0.8 2.6 0.1 0.7 1.1 2.1 1.2 0.4 0.0 1.4 2.1
Jle3okcuaieHO31H 0.3 1.5 1.6 2.5 0.9 0 2.3 0.2 1.4 0.2 2.7 2 0.2
Ypuaun 0.7 1.8 0.6 2.8 0.6 1.9 2.8 0.7 1.9 2.1 1 1.4 2.3
Tumun 0.2 0.0 0.3 1 1.6 0.9 1.2 0.4 0.8 1.7 0.5 1 1.7
Jle3okcuypuana 0.2 1.9 0.2 1.7 1.2 0.6 0.7 0.6 0.1 1.9 0.5 0.7 1.6
WNHo3uH 2.1 0.4 3.1 3.1 0.1 1.3 3.1 0.4 2.1 2.9 2.2 3.1 0.3
I'yano3un 1 0.9 0.3 0.0 0.6 0.1 1.4 0.8 0.5 0.6 0.1 1 0.0
Jle3okcuryano3ux 0.33 1.6 1.8 1 0.6 1.4 0.5 1.6 2 1.4 1.2 1.3 0.3
Tumuaux 0.18 0.19 0.08 0.08 0.04 0.19 0.07 0.11 0.14 0.04 0.01 0.04 0.1
AJICHO3HH 0.16 1.1 0.5 1.6 0.1 0.1 1.7 2.3 0.5 1.5 0.6 1.1 0.3
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IaTosorus I'PYIIIIA CPABHEHUS

Ne n/m manueHTa 14 15 16 17 18 19 20 21 22 23 24 25 26
Bo3pacrt mauuenra Saer | 11aer | 3roga | 1ron | 3roma | 4rona | 10 mer | 6aer | 12 ger | 6yer | 3roga | 13 ger | 14 ger
Mapkepsl Konunenrpanus, MM0J1b/M0JIb KPeaTHHHHA

['yanun 0.1 0.4 2.8 1.5 2.6 1.6 1.6 1.1 0.9 2.1 0.3 2.1 0.9
VYparun 17 20 12 14 18 24 21 25 15 12 22 12 10
Jluruapoyparn 0.0 11.1 12.3 13 12 0.6 10.37 6.5 7.6 12.2 10 12.2 3.85
OporoBas Kuciora 2.3 4.7 4.5 1.6 5.6 3 0.6 5.7 3 1 2 1.2 2.8
MoueBast KHCIOTa 652 508 695 355 486 584 195 116 559 281 488 632 367
Kcantun 22.7 27.1 7.8 27.8 21.4 25.2 6.2 25.7 17.9 24.7 14.5 9.9 19.8
¥ PeHONpPOMHOHOBAS 25 6.6 6.8 8.7 5 9.1 7.6 6.3 3.6 9.7 0.5 44 | 51
KHCJIOTa

S5-I'mppoxkcumermnypaumy 9.5 4 9.1 5 4.8 8 8.5 0.2 9.5 6.3 0.5 8 3
AneHuH 0.2 0.4 2.5 0.0 1.9 0.8 1.4 23 1.6 0.4 0.9 0.2 1.8
Hutuaun 1.5 1.3 2.8 2.6 1.6 0.9 2.7 1.3 0.7 0.2 1.7 2.7 2.6
Jle30kcuaieHo3uH 23 0.8 0.6 0.6 1.5 0.4 2.2 24 1.4 0.0 2.6 2.1 0.8
Ypunux 1.4 1.2 0.7 0.7 3.2 0.8 1.6 2.5 1.3 0.5 0.7 2.1 1.4
Tumun 0.5 0.6 0.2 0.8 1.1 0.1 1.4 0.3 1.3 0.3 1.7 1.5 1.1
Jle30kcuypuanH 2 1.5 1.7 1 1.4 0.2 0.7 1.8 0.7 1.1 1.9 0.1 0.0
WNHo3uH 2 0.7 1.2 1.5 1.5 0.4 2.2 3 0.6 0.6 1.9 24 1.3
['yano3un 1.5 1.2 0.7 1.3 0.7 0.3 0.4 1.5 0.0 0.5 0.0 0.6 1.1
Jle30KcuryaHo3sus 0.1 0.4 1.1 2.1 1.3 1.1 1.9 1.2 1.6 0.7 1.7 0.2 1.6
Tumunux 0.01 0.11 0.0 0.0 0.12 0.16 0.04 0.16 0.09 0.07 0.0 0.02 0.12
AneHo3uH 2.2 1.5 1.1 0.5 0.2 1.4 1.8 1.9 2 1.5 2.6 0.2 1.1
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IMaTonorus I'PYIIITA CPABHEHUS

Ne n/m manmenTa 27 28 29 30 31 32 33 34 35
Bo3pacTt mauuenra 10er | 2roma | 7aer | 4roma | 12 ner | 11 et | 2Troma | 7 ger | 13 jer
Mapkepsl Konnenrpanus, MM0Jib/M0JIb KPeaTHHHHA

I'yanun 0.4 0.4 2.2 0.4 2.8 1.5 0.3 2.5 2.8
Ypauun 8 5 16 22 5 24 16 18 6
Jluruapoypanun 10.6 6.47 1.55 5.8 8.7 9.3 14 3.5 13
OpotoBast KucjaoTa 2.1 4.3 0.6 5.2 5.2 3.1 1.7 1.2 2
MoueBast KHCI0Ta 105 420 137 142 362 680 375 339 393
KcanTun 19.2 13 13.6 24.9 30.7 30.6 28.9 11.8 29.2
¥ PeHIONpPOMHOHOBAS 2.1 3.5 0.3 79 | 25 | 27 | 94 3 0.9
KHCJIOTa

5-I'mapokcumermnyparm 0.5 1 4.7 9 9.4 5 8.5 1.6 1.7
AneHuH 1.2 0.2 0.5 1.7 1.5 0.8 1.3 2.3 1.2
Hutuaun 09 2.7 2 2.3 0.2 2.5 2.7 2.2 0.5
Je3okcuameno3us 1 2.7 0.9 1.6 1.7 0.8 1.5 1.5 0.5
Ypunun 2 0.2 2.3 2.4 2.4 2.7 3.5 3.1 1.8
Tumun 0.2 0.9 1.5 0.9 0.9 0.9 0.1 1.1 0.5
Jle3okcuypuana 1 0.7 2 1.4 1.1 1.6 1 1.8 2
WHo3uH 2.9 2.1 3 2.7 2.1 1.5 1.3 0.7 2.8
['yaHo3un 1.1 0.1 0.9 0.0 1 0.6 0.1 1 1.5
Jle30kcuryano3uH 1.8 1.2 1.7 0.5 1 1.6 1 2.1 1.8
Tumuanx 0.01 0.05 0.12 0.0 0.06 0.12 0.01 0.07 0.0
AJICHO3HH 2.5 1.9 0.3 0.3 1.7 1.1 1.1 2.1 2
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Tabnuna A.8 — Pe3yabpTarsl aHaIM30B 00pa3lioB OMoMaTepralia MallMeHTOB U3 KOHTPOJIBHOM rPyMIIbI

KOHTPOJIBHAS I'PYIIIIA
Ne /i manueHTa 1 2 3 4 5 6 7 8 9 10
Bospacr nanuenra | 2 roma | 10 jger | 4 roga |10 mec.2r. 7 M. 7 Mec. | Saer |3 roma |4 roma| 6 Jer
Mapkepsl KoHuenTpanus, MKMOJIb/JI
Amunokuciomol
Ala 206.58 | 275.14 | 249.66 | 226.31 | 146.19 | 341.51 | 236.33 | 298.94 | 233.92 | 247.68
Asp 64.82 | 127.32 | 114.19 | 77.15 | 45.83 | 95.16 | 97.23 | 143.13 | 99.01 | 65.04
Glu 181.37 | 212.56 | 173.90 | 199.51 | 130.37 | 292.62 | 187.42 | 229.35 | 187.19 | 194.98
Xle 42.30 | 92.30 | 92.50 | 104.50 | 72.40 | 85.70 | 107.54 | 142.88 | 103.40 | 109.98
Met 492 | 6.38 507 | 6.25 5.58 7.21 5.12 8.23 474 | 5.75
Phe 27.35 | 33.46 | 23.11 | 38.71 | 24.73 | 41.60 | 25.28 | 42.36 | 24.68 | 25.94
Tyr 37.07 | 39.94 | 3540 | 50.15 | 27.23 | 79.22 | 37.50 | 63.59 | 45.01 | 32.92
Val 95.36 | 144.21 | 94.38 | 185.36 | 69.80 | 138.39 | 104.00 | 129.52 | 104.95 | 98.36
Arg 24.67 | 41.29 | 26.73 | 31.61 | 39.77 | 28.31 | 25.85 | 43.97 | 31.79 | 24.34
Cit 25.86 | 28.50 | 35.77 | 13.52 | 25.27 | 19.67 | 16.35 | 29.04 | 21.14 | 28.63
Gly 210.49 | 226.17 | 203.96 | 227.01 | 133.84 | 358.42 | 249.54 | 308.96 | 236.68 | 200.40
Orn 53.17 | 58.61 | 87.22 | 69.54 | 53.83 | 137.45| 69.62 | 178.74 | 68.51 | 79.18
AyunkapuumuHsl u c60000HbBLIL KADHUMUH

Co 21.50 | 27.28 | 16.00 | 32.82 | 24.51 | 17.58 | 17.68 | 21.89 | 25.70 | 18.32
C2 14.58 | 21.20 | 18.50 | 26.31 | 0.62 | 18.73 | 20.26 | 20.46 | 22.43 | 15.10
C3 1.02 | 0.88 1.59 1.90 | 0.03 0.77 | 0.95 1.79 1.58 1.49
C3DC 0.07 | 0.15 004 | 0.14 | 0.00 | 0.14 | 0.13 0.17 | 0.08 | 0.12
C4 0.19 | 0.20 | 0.18 0.24 | 0.03 022 | 032 | 029 | 0.20 | 0.18
C4DC 0.58 0.59 | 0.89 1.72 | 0.08 0.78 0.71 0.81 0.57 1.36
C40H 0.07 | 0.13 0.05 0.22 | 0.01 0.16 | 024 | 0.06 | 0.11 0.07
C5 0.11 0.13 0.08 026 | 0.00 | 027 | 022 | 0.18 0.10 | 0.12
C5DC 0.08 0.19 | 0.08 0.21 002 | 022 | 0.23 0.12 | 0.08 | 0.08
Cs:1 0.03 0.05 0.01 0.07 | 0.01 0.06 | 0.07 | 0.02 | 0.02 | 0.01
C50H 0.25 0.17 | 0.16 | 0.53 002 | 027 | 030 | 026 | 038 | 0.24
Cé6 0.08 0.14 | 0.18 0.11 0.01 0.10 | 0.09 | 0.88 0.07 | 0.20
C8 0.08 0.23 0.04 | 0.09 | 0.00 | 0.09 | 0.09 | 0.16 | 0.06 | 0.20
C8:1 0.05 0.08 0.04 | 0.09 | 0.01 0.07 | 0.11 0.04 | 0.06 | 0.01
C10 0.11 0.25 030 | 0.12 | 0.02 | 0.11 0.08 044 | 0.08 | 0.92
C10:1 0.08 0.14 | 0.06 | 0.10 | 0.03 0.12 | 0.09 | 0.08 0.08 | 0.05
Cl12 0.09 | 0.12 | 0.09 | 022 | 0.02 | 0.13 0.08 0.10 | 0.17 | 0.07
Cl14 0.08 0.11 0.08 0.19 | 0.02 | 0.11 0.09 | 0.10 | 0.15 | 0.08
Cl4:1 0.10 | 0.14 | 0.09 | 026 | 0.01 0.13 0.11 0.11 0.16 | 0.07
Cl14:2 0.04 | 0.03 0.04 | 0.10 | 0.01 0.05 0.06 | 0.04 | 0.05 | 0.03
C140H 0.01 0.02 | 0.01 0.03 0.01 0.02 | 0.03 0.01 0.01 0.01
Cl16 0.56 | 0.78 0.72 1.14 | 0.04 | 0.83 0.56 | 0.79 149 | 0.59
Clé6:1 0.05 0.06 | 0.04 | 0.13 0.00 | 0.06 | 0.07 | 0.04 | 0.08 | 0.03
Cl16:10H 0.04 | 0.05 0.03 0.05 0.01 0.07 | 0.04 | 0.03 0.06 | 0.03
C160H 0.01 0.01 002 | 0.02 | 0.02 | 0.02 | 0.01 0.02 | 0.02 | 0.03
C18 0.28 056 | 034 | 059 | 004 | 040 | 036 | 050 | 097 | 0.40
C18:1 0.56 | 0.75 0.53 1.14 | 0.02 | 0.70 | 0.66 | 0.82 1.24 | 046
C18:10H 0.00 | 0.01 0.00 | 0.02 | 0.00 | 0.02 | 0.01 0.01 0.02 | 0.01
C18:20H 0.02 | 0.02 | 0.02 | 0.03 0.02 | 0.03 0.02 | 0.02 | 0.02 | 0.02
C180H 0.01 0.01 0.02 | 0.01 0.02 | 0.01 0.01 0.01 0.01 0.02
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KOHTPOJIBHAS I'PYIIIIA
Ne i/t naumenta | 11 12 13 14 15 16 17 18 19 20
Bospacr nanuenrta | 7 jieT | 8Jier |4r1roma |2 roma (1.6 romal 3 roma | 9 mec. | 3roma | 5aer | 6.Jer
Mapkepsl KonueHnrpanus, MKMOJIb/JI
Amunokuciomul
Ala 262.42 | 112.67 | 364.50 | 154.48 | 334.73 | 308.98 | 189.67 | 258.62 | 486.56 | 261.42
Asp 62.58 | 42.00 | 113.84 | 38.51 | 129.55 | 82.67 | 69.41 | 95.46 | 174.01 | 69.18
Glu 194.85 | 126.50 | 206.90 | 155.85 | 212.70 | 155.46 | 126.49 | 213.64 | 244.23 | 168.10
Xle 122.03 | 111.16 | 118.16 | 64.48 | 124.28 | 167.55 | 182.73 | 123.54 | 167.82 | 81.72
Met 5.89 2.12 8.01 3.23 8.28 9.33 5.70 5.06 7.73 4.30
Phe 40.98 | 24.17 | 47.53 | 20.15 | 48.81 | 32.49 | 26.22 | 20.63 | 41.02 | 34.52
Tyr 48.17 | 26.44 | 54.67 | 24.57 | 6446 | 33.25 | 37.86 | 23.76 | 63.95 | 43.92
Val 128.93 | 122.80 | 126.69 | 77.84 | 133.21 | 124.67 | 119.29 | 91.86 | 172.25 | 87.49
Arg 20.39 | 12.87 | 58.48 | 23.29 | 2532 | 5591 | 29.33 | 27.10 | 38.85 | 17.15
Cit 15.73 | 12.34 | 49.27 | 20.86 | 22.15 | 29.81 | 24.31 | 18.02 | 27.85 | 1943
Gly 191.00 | 87.57 | 245.92 | 138.18 | 237.73 | 224.95 | 200.43 | 256.01 | 329.30 | 202.65
Orn 60.51 | 37.75 | 63.45 | 39.34 | 82.87 | 61.73 | 4238 | 53.78 | 107.87 | 88.74
Ayunkapuumunsl u c60000HbLII KADHUMUH

Co 2246 | 9.77 | 30.34 | 23.18 | 26.00 | 21.42 | 12.49 | 14.58 | 28.12 | 15.26
C2 16.36 | 29.97 | 23.90 | 18.61 | 22.10 | 15.80 | 16.54 | 14.57 | 31.48 | 22.24
C3 1.54 1.90 2.58 1.31 1.74 1.78 0.87 0.99 4.32 1.35
C3DC 0.13 0.19 0.00 0.18 0.26 0.00 0.07 0.08 0.21 0.21
C4 0.23 0.13 0.18 0.09 0.16 0.14 0.09 0.19 0.53 0.12
C4DC 1.21 0.74 0.74 0.48 0.89 0.48 0.99 0.10 0.66 0.58
C40H 0.04 0.30 0.07 0.07 0.06 0.06 0.06 0.04 0.12 0.09
C5 0.14 0.10 0.18 0.07 0.15 0.09 0.06 0.06 0.22 0.08
C5DC 0.06 0.11 0.10 0.10 0.12 0.19 0.09 0.09 0.15 0.13
C5:1 0.02 0.02 0.02 0.03 0.01 0.01 0.01 0.01 0.04 0.02
C50H 0.24 0.19 0.20 0.19 0.25 0.14 0.14 0.14 0.38 0.18
Cé6 0.03 0.05 0.05 0.04 0.08 0.08 0.03 0.03 0.06 0.05
C8 0.02 0.09 0.04 0.03 0.08 0.21 0.05 0.05 0.05 0.07
C8:1 0.03 0.03 0.03 0.04 0.05 0.04 0.03 0.02 0.04 0.05
C10 0.03 0.16 0.06 0.05 0.12 0.30 0.06 0.05 0.08 0.10
C10:1 0.02 0.10 0.04 0.05 0.10 0.17 0.06 0.04 0.07 0.09
CI12 0.05 0.20 0.17 0.08 0.16 0.11 0.05 0.07 0.17 0.15
Cl4 0.06 0.15 0.17 0.07 0.13 0.07 0.05 0.06 0.13 0.11
Cl4:1 0.04 0.28 0.17 0.11 0.20 0.13 0.06 0.08 0.14 0.17
Cl14:2 0.02 0.11 0.07 0.02 0.06 0.06 0.03 0.03 0.06 0.06
C140H 0.01 0.02 0.01 0.01 0.01 0.01 0.01 0.01 0.01 0.01
Cl6 0.43 0.69 0.80 0.42 0.73 0.54 0.36 0.53 0.79 0.70
Cle:1 0.03 0.08 0.06 0.04 0.05 0.04 0.03 0.04 0.08 0.05
C16:10H 0.03 0.05 0.04 0.03 0.03 0.02 0.02 0.03 0.04 0.03
C160H 0.01 0.02 0.01 0.01 0.01 0.01 0.01 0.01 0.02 0.01
C18 0.19 0.43 0.60 0.23 0.52 0.36 0.15 0.39 0.31 0.36
C18:1 0.29 0.65 0.70 0.41 0.80 0.58 0.37 0.73 0.57 0.65
C18:10H 0.01 0.01 0.01 0.02 0.01 0.01 0.00 0.01 0.01 0.01
C18:20H 0.01 0.02 0.04 0.02 0.02 0.02 0.01 0.01 0.03 0.02
CI80OH 0.01 0.01 0.01 0.01 0.01 0.01 0.00 0.00 0.02 0.01
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KOHTPOJIBHAS I'PYIIIIA
Ne n/nm mauenTa | 21 22 23 24 25 26 27 28 29 30
Bospacr nauuenta| 10 jger | 11 j1eT | 4 roga | 2 roga | 10 xer | 11 jer | 15 1eT | 6 JeT | 2 roga | 3 roga
Mapkepsl KoHueHnTpanus, MKMOJIb/JI
Amunokuciomul
Ala 434.32 | 217.83 | 335.36 | 184.71 | 247.68 | 298.94 | 509.43 | 199.38 | 293.55 | 203.71
Asp 133.05] 77.43 | 96.88 | 81.01 | 65.04 | 143.13 | 122.28 | 55.06 | 54.15 | 177.73
Glu 195.99 | 157.92 | 353.64 | 173.58 | 194.98 | 229.35 | 232.72 | 159.31 | 169.22 | 228.93
Xle 205.26 | 144.15 | 107.52 | 123.94 | 109.98 | 142.88 | 129.48 | 148.87 | 88.77 | 111.56
Met 9.96 644 | 12.71 | 7.16 5.75 8.23 0.36 4.58 4.71 5.96
Phe 44.65 | 25.62 | 50.77 | 28.43 | 2594 | 42.36 | 34.01 | 38.00 | 24.42 | 39.63
Tyr 69.72 | 3229 | 60.48 | 40.21 | 32.92 | 63.59 | 53.16 | 29.83 | 35.75 | 38.29
Val 120.54 | 107.00 | 158.19 | 54.60 | 98.36 | 129.52 | 137.69 | 110.19 | 95.93 | 109.68
Arg 38.70 | 18.83 | 16.63 | 29.68 | 24.34 | 43.97 | 36.49 | 17.59 | 24.00 | 21.04
Cit 29.95 | 18.33 | 25.84 | 25.80 | 28.63 | 29.04 | 32.20 | 12.51 | 20.03 | 32.96
Gly 233.13 | 146.93 | 311.61 | 215.17 | 200.40 | 308.96 | 322.32 | 108.68 | 199.31 | 306.11
Orn 99.79 | 42.19 | 76.65 | 69.82 | 79.18 | 178.74 | 99.89 | 46.51 | 50.72 | 66.78
AYUnKapHumuHsl U c60000HbLIL KAPHUMUH
Co 3441 | 2433 | 33.01 | 15.67 | 1832 | 21.89 | 40.01 | 18.41 | 14.21 | 22.60
C2 42.66 | 20.24 | 60.47 | 26.43 | 15.10 | 20.46 | 25.67 | 25.17 | 13.78 | 38.94
C3 1.81 1.70 243 1.90 1.49 1.79 2.30 1.00 1.02 3.34
C3DC 0.06 0.24 0.09 0.44 0.12 0.17 0.04 0.12 0.07 0.10
C4 0.19 0.23 0.38 0.18 0.18 0.29 0.51 0.14 0.12 0.24
C4DC 0.83 0.72 0.02 0.88 1.03 0.81 0.11 0.66 0.53 1.13
C40H 0.12 0.09 0.18 0.15 0.07 0.06 0.09 0.10 0.05 0.12
C5 0.07 0.11 0.30 0.19 0.12 0.18 0.24 0.05 0.07 0.10
C5DC 0.07 0.08 0.07 0.11 0.08 0.12 0.26 0.08 0.06 0.10
C5:1 0.00 0.01 0.03 0.03 0.01 0.02 0.04 0.01 0.00 0.02
C50H 0.20 0.26 0.29 0.43 0.24 0.26 0.32 0.16 0.16 0.55
Cé6 0.03 0.05 0.04 0.06 0.06 0.04 0.07 0.04 0.03 0.06
C8 0.04 0.07 0.09 0.08 0.03 0.06 0.06 0.06 0.05 0.05
C8:1 0.05 0.02 0.17 0.04 0.01 0.04 0.09 0.03 0.01 0.05
C10 0.06 0.09 0.11 0.10 0.03 0.07 0.09 0.09 0.06 0.08
C10:1 0.05 0.07 0.04 0.08 0.05 0.08 0.10 0.08 0.03 0.07
Cl12 0.15 0.08 0.09 0.10 0.07 0.10 0.13 0.08 0.12 0.12
Cl14 0.15 0.08 0.10 0.09 0.08 0.10 0.09 0.10 0.09 0.11
Cl4:1 0.17 0.09 0.09 0.09 0.07 0.11 0.09 0.11 0.08 0.17
Cl14:2 0.05 0.04 0.04 0.03 0.03 0.04 0.05 0.05 0.03 0.06
C140H 0.01 0.01 0.02 0.01 0.01 0.01 0.01 0.01 0.01 0.01
Cl16 1.22 0.50 0.61 0.55 0.59 0.79 0.64 0.70 0.67 0.65
Clé6:1 0.07 0.03 0.05 0.06 0.03 0.04 0.04 0.04 0.02 0.07
Cl16:10H 0.06 0.03 0.03 0.05 0.03 0.03 0.04 0.03 0.03 0.05
C160H 0.01 0.01 0.02 0.01 0.03 0.02 0.02 0.01 0.01 0.01
CI18 0.79 0.38 0.32 0.26 0.40 0.50 0.40 0.67 0.33 0.42
C18:1 1.13 0.54 0.79 0.55 0.46 0.82 0.61 0.80 0.42 0.79
C18:10H 0.01 0.01 0.01 0.01 0.01 0.01 0.01 0.01 0.01 0.01
C18:20H 0.03 0.02 0.00 0.02 0.02 0.02 0.02 0.01 0.01 0.02
C180H 0.01 0.01 0.01 0.01 0.02 0.01 0.02 0.00 0.01 0.01
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KOHTPOJIBHAS I'PYIIIIA
Ne n/m manmenta | 31 32 33 34 35 36 37 38 39 40
Bospacr nanuenta |11 mec.| 1rox |2roma |4roma| 6.aer |10 aer | 8Jyer | Saer | 3rona |4 roma
Mapkepsl Konuenrpanus, MKMOJIb/JI
Amunokuciomaul
Ala 185.35 | 324.83 | 234.31 | 249.66 | 235.27 | 368.18 | 278.56 | 247.92 | 214.11 | 609.31
Asp 86.69 | 83.82 | 142.42 | 114.19| 73.69 | 47.38 | 67.71 | 70.94 | 51.18 | 81.18
Glu 164.83 | 126.64 | 292.45 | 173.90 | 207.00 | 209.00 | 140.32 | 164.80 | 146.67 | 374.16
Xle 108.07 | 84.06 | 115.31 | 92.50 | 102.11 | 150.04 | 134.44 | 167.83 | 146.24 | 537.80
Met 4.87 6.66 5.10 5.07 8.28 5.14 5.46 4.74 6.68 | 13.74
Phe 29.08 | 20.80 | 47.55 | 23.11 | 32.37 | 25.54 | 25.69 | 29.37 | 27.35 | 45.46
Tyr 39.67 | 34.87 | 40.26 | 3540 | 49.73 | 34.85 | 33.07 | 38.14 | 39.83 | 65.21
Val 143.45 | 90.44 | 138.61 | 94.38 | 102.97 | 94.26 | 99.02 | 111.76 | 125.51 | 134.03
Arg 21.95 | 29.73 | 43.67 | 26.73 | 23.47 | 38.19 | 31.97 | 21.24 | 21.15 | 31.73
Cit 30.34 | 30.59 | 23.11 | 35.77 | 28.76 | 26.05 | 19.20 | 18.45 | 24.95 | 2291
Gly 149.92 | 234.09 | 306.04 | 203.96 | 232.61 | 371.55 | 149.96 | 130.33 | 149.37 | 294.95
Orn 48.25 | 60.11 | 118.82 | 87.22 | 100.67 | 52.53 | 53.39 | 44.79 | 63.18 | 116.65
AYUnKapHumuHsl U c60000HbBLIL KAPHUMUH
Co 24.77 | 26.32 | 13.11 | 16.00 | 20.36 | 46.64 | 25.35 | 28.07 | 23.12 | 27.06
C2 28.28 | 21.37 | 24.99 | 18.50 | 27.55 | 48.79 | 19.94 | 25.08 | 13.12 | 29.15
C3 2.08 1.82 1.75 1.59 0.73 0.79 1.73 2.74 1.14 2.60
C3DC 0.09 0.09 0.15 0.04 0.03 0.02 0.13 0.10 0.21 0.07
C4 0.13 0.18 0.23 0.18 0.12 0.36 0.20 0.21 0.03 0.09
C4DC 0.78 0.25 1.14 0.89 0.73 0.30 1.39 0.76 0.45 0.99
C40H 0.07 0.06 0.13 0.05 0.10 0.10 0.04 0.07 0.06 0.19
C5 0.07 0.07 0.09 0.08 0.19 0.03 0.06 0.12 0.12 0.10
C5DC 0.08 0.07 0.08 0.08 0.09 0.07 0.06 0.08 0.08 0.10
C5:1 0.01 0.01 0.00 0.01 0.00 0.01 0.02 0.01 0.03 0.02
C50H 0.20 0.19 0.20 0.16 0.14 0.07 0.17 0.22 0.87 0.18
Cé6 0.04 0.03 0.09 0.05 0.09 0.08 0.04 0.04 0.05 0.10
C8 0.06 0.05 0.07 0.04 0.06 0.11 0.06 0.05 0.06 0.14
C8:1 0.05 0.02 0.09 0.04 0.11 0.05 0.02 0.02 0.03 0.28
C10 0.08 0.06 0.08 0.04 0.09 0.13 0.05 0.06 0.08 0.15
C10:1 0.08 0.06 0.06 0.06 0.08 0.13 0.03 0.04 0.07 0.09
Cl12 0.09 0.10 0.21 0.09 0.08 0.17 0.11 0.13 0.08 0.20
Cl14 0.08 0.07 0.19 0.08 0.08 0.12 0.12 0.12 0.07 0.16
Cl4:1 0.11 0.09 0.23 0.09 0.10 0.22 0.09 0.14 0.05 0.19
Cl14:2 0.06 0.03 0.06 0.04 0.04 0.10 0.03 0.05 0.02 0.09
C140H 0.01 0.01 0.03 0.01 0.01 0.02 0.01 0.01 0.00 0.03
Cl16 0.72 0.59 0.91 0.72 0.63 1.19 0.80 1.11 0.43 0.53
Clé6:1 0.05 0.03 0.08 0.04 0.04 0.13 0.04 0.06 0.03 0.06
Cl16:10H 0.03 0.01 0.06 0.03 0.05 0.04 0.06 0.04 0.02 0.02
C160H 0.01 0.02 0.03 0.02 0.01 0.02 0.01 0.01 0.01 0.03
C18 0.34 0.32 0.56 0.34 0.47 0.46 0.50 0.66 0.23 0.27
C18:1 0.82 0.48 0.74 0.53 0.60 1.44 0.60 0.98 0.35 0.64
C18:10H 0.01 0.01 0.03 0.00 0.01 0.01 0.01 0.01 0.01 0.02
C18:20H 0.01 0.01 0.04 0.02 0.02 0.03 0.03 0.02 0.03 0.03
C180H 0.01 0.02 0.03 0.02 0.02 0.01 0.00 0.00 0.01 0.01
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KOHTPOJIBHASA I'PYIIIIA
Ne /i manueHTa 1 2 3 4 5 6 7 8 9 10 11 12 13
Bo3pact nauueHTa 2rona | 10 ger | 4 rona |10 mec.2 1. 7M. 7mec. | Suer |3rona |4rona | 6qer | 7Jer | 8uer |4 roga
Mapkepsl Konnenrpanus, MM0JIb/M0JIb KPeaTHHHHA

Opzanuueckue Kuciomol

MoJiouHasi KUCJIOTa 130.29 | 123.17 | 92.55 | 18.08 | 836 | 145.66 | 18.31 | 41.81 | 38.76 | 23425 | 96.28 | 24.41 | 21.58
['mukonreBast KUCIOTa 117.75 | 58.53 | 136.96 | 32.21 | 41.81 | 177.75 13526 | 53.11 | 14.13 | 122.04 | 74.24 | 23.50 | 39.78
3-I'mapokcumaciisiHasi KHCJIO0Ta 0.00 1.13 3.84 | 40.68 | 3.28 2.41 0.00 3.39 2.37 1.42 1.70 1.70 2.49
I'muniepuHoBast KMCIOTa 0.00 2.95 14.01 3.05 7.23 3.37 0.00 4.41 8.81 2.38 542 2.26 9.94
3-Metun-2-okcoBaniepuanoBas kuciota | 0.00 1.37 0.23 0.00 0.23 1.33 0.00 0.00 0.00 0.00 0.00 0.00 0.00
[IupoBuHOrpagHasi KUCIOTA 7.06 475 | 2599 | 37.29 | 18.08 | 153.57 | 13.90 | 31.64 | 791 7.01 9.27 12.54 | 6.89
W3oBanepuanoBast KHCI0Ta 1.15 1.13 | 40.34 | 10.62 | 2.60 1.90 0.00 4.18 4.63 0.00 1.24 1.70 | 10.62
AIMITUHOBAsI KUCIIOTA 17.18 | 289.28 | 542 | 5424 | 68.03 | 185.55| 29.95 | 3842 | 81.70 | 49.95 | 22.94 | 17.06 | 36.16
3-MeTuiriytapoBasi KHCJIOTa 0.00 4.29 0.68 1.13 2.60 2.46 0.00 0.68 2.94 0.43 0.00 1.81 0.00
OTUIMaNoHOBask KUCIO0Ta 0.00 0.72 3.28 3.84 3.05 0.53 2.79 0.34 0.68 1.41 2.49 0.79 0.45
MeBajioHOBas1 KHCIIOTa 0.00 1.36 0.11 2.26 0.23 2.19 0.00 0.11 0.11 0.64 0.23 0.23 0.34

3-T'uapokcu-3-MeTwarnnyraposas Kuciaora | 2.94 7.01 9.27 50.85 | 23.28 | 16.35 | 14.46 4.75 2543 3.63 6.33 8.14 | 21.02

2-Metun-3-rugpokcuMacisinas kucinora | 0.34 0.00 0.00 0.00 3.28 4.09 0.00 1424 | 9.04 0.00 0.00 0.00 0.00

MeTuiManoHOBasi KUCIIOTa 0.00 2.12 5.76 1.36 1.47 0.86 1.29 0.45 0.57 1.04 0.34 0.23 0.68
DEeHUIMOJIOUHAsI KUCIIOTa 0.00 12.66 1.70 0.23 6.67 0.75 0.00 7.01 3.05 0.24 0.00 0.40 0.23
4-T'mppokcudenunnmornounas kuciora | 1.11 3.28 2.71 4.52 5.31 4.02 2.71 2.37 2.60 1.84 542 2.37 2.71
N-aneTunacnapTUKOBasi KUCJIOTa 0.00 0.00 0.45 0.00 0.11 0.00 0.00 4.18 0.11 0.00 0.00 0.11 0.11
CyKIMHOBasI KHCIO0Ta 32.35 | 17.06 | 0.68 | 97.18 | 3.16 17.58 | 7.80 1.92 | 1627 | 7.80 | 18.42 | 14.69 | 11.41
['oMOreHTH3MHOBasE KMUCJIOTA 2.94 0.00 8.59 2.71 1.92 1.86 0.00 7.35 0.90 1.89 1.81 1.92 2.83
['unmypoBast KUCIIOTa 118.91 | 143.40 |1614.54| 444.66 | 120.57 | 198.09 | 112.55 | 610.88 | 468.39 | 1765.06| 141.93 | 197.07 | 196.39
CebanmHOBast KUCIIOTA 0.00 0.00 2.03 16.95 1.92 0.37 0.00 0.68 0.23 8.36 0.00 1.92 0.68
2-I'nipoKCUM30KapPOHOBask KUCIOTa 1.36 1.47 6.67 1.70 2.83 3.96 1.83 1.24 1.13 0.70 2.03 2.94 1.47
['myrapoBasi KUCJIOTa 0.26 4.29 0.79 4.97 6.33 0.72 0.00 4.75 1.70 0.26 0.73 0.23 0.96
DeHUITUPOBUHOTPAIHAS KUCIOTA 0.73 1.81 4.52 2.15 1.36 3.37 0.00 1.47 2.71 1.82 0.00 0.53 2.49
CybGepuHoBas KHCIIOTa 0.61 2.18 0.23 0.45 1.92 2.12 0.00 0.23 0.23 4.63 1.58 0.23 0.23

4-Tuapoxcndennmmuposunorpaznas kuciaora | 0.00 0.00 0.11 0.00 0.57 0.00 0.00 0.00 0.57 0.00 0.68 0.34 0.57

4-T'mppokcudenunykcycHas kuciaora | 29.72 | 111.76 | 10.17 | 83.62 | 73.45 | 84.94 | 53.34 | 29.38 | 50.85 | 3.88 | 23.28 | 20.79 | 36.16

4-Merui-2-okcoBanepuanonas kuciora | 0.00 0.00 0.23 0.34 0.34 0.41 0.00 0.45 0.34 0.00 0.00 0.11 0.45
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KOHTPOJIBHASA I'PYIIIIA
Ne i/l nauuenTa 14 15 16 17 18 19 20 21 22 23 24 25 26
Bo3pact nanueHTa 2roma 1.6 romal 3roma | 9 mec. | 3roma | Saer | 6jger | 10 et | 11 jger | 4 roga | 2 roma | 10 ger | 11 aer
Mapkepsl KoHuenTpanusi, MM0JIb/MOJIb KpEaTHHHHA

Opzanuueckue Kuciomol

MoJio4Hast KHCIIOTa 836 | 103.73 | 52.88 | 10.06 | 22.26 | 4.86 | 14.87 | 29.15 | 29.72 | 58.76 | 16.72 | 12.54 | 211.54
['mukonreBast KUCIOTa 9.04 | 9345 | 2644 | 9.83 | 171.08 | 98.42 | 37.18 | 13.90 | 71.82 | 44.07 | 26.10 | 32.62 | 107.24
3-I'mapokcumaciisiHasi KHCJIO0Ta 0.34 3.62 0.66 2.37 1.81 8.59 | 183.40| 2.80 | 90.72 | 3.16 18.53 4.07 0.67
['munepuHoBasi KUCIOTa 8.14 6.22 5.09 | 20.68 | 6.78 9.04 5.54 6.89 6.80 | 62.15 1.58 | 2091 | 0.00
3-Metun-2-okcoBaniepuanoBas kuciota | 0.00 0.07 0.07 0.00 0.11 0.11 40.84 | 0.00 0.00 0.00 0.11 0.00 0.00
[TupoBUHOrpaiHasl KUCIOTA 6.78 | 4949 | 4136 | 7.68 5.20 8.59 19.78 | 3096 | 83.16 | 12.43 | 8.81 0.00 | 94.81
W3oBasiepuaHoBas KUCIOTa 2.03 7.73 16.16 1.36 | 21.36 | 25.65 | 241.71 | 0.00 | 23.69 5.65 7.46 3.08 6.41
AIMITUHOBAsI KUCIIOTA 2735 | 53.56 | 51.08 | 7.80 | 30.96 | 35.03 | 108.03 | 52.88 | 120.96 | 24.63 | 61.02 | 9.98 | 55.26
3-MetunriyrapoBasi KHCIOTa 1.02 4.75 1526 | 2.26 1.92 1.70 5.09 1.72 2.52 9.04 2.15 0.00 0.07
ODTUIMAIOHOBAs KHCJIOTa 0.23 4.72 4.19 1.02 1.41 2.03 0.72 0.96 8,57 3.05 1.92 0.25 2.71
MeBajnioHOBasi KUCIIOTa 0.11 2045 | 6.51 0.11 0.23 0.34 0.79 1.68 5.04 2.26 0.90 0.00 1.66
3-T'uapokcu-3-merunrnyraposast kuciaora | 4.97 6.80 6.80 5.88 18.08 | 15.37 | 58.65 | 17.42 | 113.40 | 3.62 11.07 | 31.81 7.01
2-Metun-3-rugpoxkcumacisinas kucnora | 0.00 0.00 0.00 0.00 0.00 0.00 5.88 0.00 0.00 0.00 0.00 0.00 0.00
MetuamanoHoBas KUCIIOTa 1.02 0.86 0.93 1.36 0.34 1.02 1.45 1.72 3.02 2.37 0.68 0.00 1.83
DeHnsIMOoJI0uHas KUCIIO0Ta 1.36 0.72 9.33 1.24 1.92 4.86 1.97 0.00 0.50 5.65 2.94 0.00 0.00
4-T'mppokcudenunnmosiounas kuciora | 2.37 4.07 3.10 2.83 4.86 3.84 2.20 0.00 10.08 0.45 8.36 2.49 3.21
N-aneTunacnapTUKOBasi KUCJIOTa 0.11 0.00 0.00 0.23 0.68 0.23 1.92 0.00 0.00 0.00 0.00 0.00 0.23
CyKIMHOBasI KHCIOTa 0.45 1898 | 19.66 | 15.03 | 2.94 2.60 040 | 66.67 | 216.71 | 18.08 | 16.95 | 0.06 | 20.68
['oMOreHTH3MHOBAsI KMUCIIOTA 10.17 | 2.94 0.38 1.36 1.70 2.03 1.34 0.00 6.05 0.00 1.24 4.10 0.00
['unmypoBast KUCIIoTa 135.60 | 185.89 | 438.44 | 71.98 | 473.58 | 721.39 |1563.00{2982.07| 991.58 | 925.47 | 220.12 | 50.85 | 568.28
CebauuHoBasi KUCIIOTa 0.23 0.69 1.99 0.45 0.34 1.58 0.36 0.00 5.99 1.81 0.68 10.51 1.24
2-I'nipoKCHM30KapPOHOBask KUCIOTa 1.47 1.74 1.74 0.68 1.36 1.92 0.72 0.00 3.78 15.82 1.36 0.42 1.24
['myrapoBasi KUCJIOTa 0.79 6.10 1040 | 4.29 1.70 1.81 0.90 1.56 11.09 | 6.78 4.52 0.15 5.76
DeHUITUPOBUHOTPATHAS KUCIOTA 542 242 4.29 2.94 2.26 4.97 4.84 3.03 4.79 4.18 1.24 15.82 | 3.08
CybGepuHoBas KHCII0Ta 0.23 1.11 1.49 0.57 0.57 0.45 2.08 0.00 10.74 1.70 0.23 0.00 2.03
4-Tunpokcudenunuposunorpaunas kuciora | 0.11 0.07 0.10 0.11 0.45 0.00 0.53 0.00 0.00 0.00 0.45 0.00 0.23
4-T'mppokcudenunykcycnas kuciora | 11.30 | 22.71 | 20.79 | 23.05 | 124.87 | 108.48 | 72.66 | 13.90 | 186.47 | 22.94 | 87.01 | 14.86 |1962.81
4-Metun-2-okcoBasiepuanonas kuciora | 0.00 0.09 0.05 0.11 0.23 0.34 2.14 0.03 0.76 0.00 0.11 1.31 0.00
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KOHTPOJIBHASA I'PYIIIIA
Ne /i manueHTa 27 28 29 30 31 32 33 34 35 36 37 38 39 40
Bospact manuenrta 15 aer| 6 net |2 roga|3 roga|ll mec.| 1 roa |2 roga|4 roga| 6 jger |10 ger| 8 jger | Saer |3 roga|4 roga
Mapkepsl KoHuenrpanusi, MM0JIb/M0JIb KPEATHHHHA

Opzanuueckue Kuciomol

MoJio4Hast KHCIIOTa 88.59 | 14.24 | 14.92 | 14.92 | 25.65 | 13.33 |236.17|107.80| 42.71 | 27.63 | 40.00 | 68.50 | 120.00| 42.75
['mukonreBast KUCIOTa 49.72 | 85.77 1 7040 | 8.59 |117.52] 11.98 |117.97| 68.25 | 7.80 |[105.25|202.50]131.25|141.25] 21.13
3-I'mapokcumaciisiHasi KHCJIO0Ta 1096 | 3.28 1.40 1.13 142 | 407 | 298 | 599 | 6.44 | 14.01 | 1875 | 2.18 | 4.63 | 24.50
['munepuHoBasi KUCIOTa 1.36 | 237 | 023 | 520 | 3.01 | 836 | 1.53 | 13.00 | 5.65 | 39.63 | 50.00 | 0.00 | 8.75 | 6.4l
3-Metun-2-okcoBaniepuanoBas kuciota | 0.23 | 0.00 | 0.00 | 0.00 | 1.39 | 0.11 1.37 | 0.00 | 0.00 | 13.63 | 0.00 | 0.26 | 0.00 | 0.00
[TupoBUHOrpaiHasl KUCIOTA 9.04 | 11.64 | 1045 | 1.47 | 260 | 3.16 | 836 | 7.01 | 565 | 7.50 | 20.00 | 443 | 31.25 | 8.59
W3oBanepuanoBast KHCIOTa 57.63 | 893 | 0.00 | 3.73 | 0.00 | 2531 | 0.00 | 0.00 | 486 | 1.20 | 6.25 | 390 | 16.25| 7.13
AIMITUHOBAsI KUCIIOTA 8.48 | 31.53 | 22.94 | 72.77 | 51.42 | 9.94 | 50.51 | 20.68 | 30.74 | 20.00 | 8.75 | 35.25 | 22.75 | 8.88
3-MetunriyrapoBasi KHCIOTa 1.70 | 0.79 | 476 | 057 | 428 | 023 | 431 | 0.00 192 | 454 | 000 | 0.00 | 513 | 7.31
OTHIMAIOHOBAs KHCIIOTA 090 | 599 | 0.00 | 045 | 140 | 090 | 3.06 | 5.83 | 3.16 | 139 | 1875 | 1.54 | 438 | 2.44
MeBajioHOBasi KHCIIOTa 0.23 1.36 | 0.00 | 0.00 | 0.71 | 0.23 1.62 | 1.81 0.23 1.61 3.75 | 313 | 3.75 | 2.50
3-I'mapokcu-3-meTmirayrapoBas kucnora| 8.36 | 24.07 | 3.62 | 588 | 294 | 1198 | 0.00 | 475 | 870 | 3.75 | 3.75 | 2.50 | 3.88 | 0.00
2-Merui-3-ruapokcumMacisinas kucnora | 3.28 | 0.00 | 0.00 | 0.23 | 0.00 | 0.00 | 0.00 | 0.00 | 0.00 | 0.00 | 0.00 | 4.88 | 0.00 | 0.00
MetuamanoHoBas KUCIIOTa 1.36 | 2.15 1.70 | 0.57 1.05 | 0.68 1.04 | 1.48 | 4.07 | 2.36 1.56 | 1.63 | 2.25 | 0.29
DeHnsIMOoJI0uHas KUCIIO0Ta 1.70 | 0.11 | 0.00 | 396 | 024 | 0.79 | 042 | 217 | 226 | 244 | 3.75 | 2.09 | 2.12 | 4.25
4-T'mapoxkcueHHIIMOIOUHAs KUCIOTa 384 | 554 | 0.00 | 226 | 1.01 | 2.15 | 3.13 | 537 | 565 | 0.00 | 0.00 | 2.36 [440.00| 0.00
N-aneTunacnapTUKOBasi KUCJIOTa 0.11 | 0.11 | 0.00 | 0.57 | 0.00 | 0.11 0.00 | 0.00 | 0.00 | 0.28 | 0.00 | 1.86 | 0.75 | 0.00
CyKIMHOBasI KHCIOTa 565 | 17.29 | 592 | 5.65 | 799 | 11.30 | 3.73 | 3249 | 9.04 | 7.76 | 12.50 | 5.63 | 27.50 | 17.75
['oMOreHTH3MHOBAsI KMUCIIOTA 0.68 | 1.70 | 0.00 | 1.24 | 0.00 | 045 | 297 | 0.00 | 396 | 0.00 | 0.00 | 0.33 | 0.00 | 3.13
['unnyposas Kuciiora 101.93] 46.33 |183.40]115.71]113.90]102.60]370.75|2463.40 | 193.00 | 204.38 | 1237.50| 80.50 | 878.75]168.25
CebanmHOBasi KUCIIOTA 045 | 124 | 0.68 | 0.79 | 0.87 | 0.57 | 087 | 1.54 | 1.13 | 0.85 | 225 | 0.00 | 0.00 | 1.43
2-I'nipoKCHM30KapPOHOBask KUCIOTa 090 | 192 | 0.00 | 034 | 0.72 | 0.79 | 0.78 | 294 | 1.58 | 698 | 875 | 0.00 | 2.13 | 2.06
['myrapoBasi KUCJIOTa 0.79 | 045 | 0.11 1.92 | 2.08 | 147 | 345 | 1.13 | 058 | 3.76 | 5.00 | 195 | 12.50 | 6.38
DeHUITUPOBUHOTPATHAS KUCIOTA 475 | 192 | 0.00 | 6.55 | 1.84 | 6.55 1.90 | 0.00 | 090 | 2.45 | 0.00 | 4.55 | 3.38 | 4.50
CybGepuHoBas KHCII0Ta 1.24 | 023 | 036 | 0.11 | 0.13 | 0.23 140 | 0.63 | 045 | 136 | 225 | 0.00 | 0.00 | 2.35
4-Tunpokcudenunnuposunorpanas kuciora | 045 | 1.02 | 0.00 | 045 | 0.00 | 0.11 | 0.00 | 0.00 | 0.23 | 0.00 | 0.00 | 0.00 | 0.00 | 0.00
4-T'mapokcupeHUITyKCyCHasl KUCI0Ta 12.54 1109.38| 12.70 | 24.86 | 30.17 | 23.84 | 38.14 | 0.00 [292.67| 25.75 [402.50| 78.33 | 25.38 | 15.16
4-Merui-2-okcoBanepuanonas kuciaora | 0.17 | 0.57 | 0.00 | 0.00 | 0.00 | 1.02 | 0.00 | 0.00 | 0.24 | 0.00 | 0.00 | 0.00 | 0.00 | 0.00
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KOHTPOJIBHASA I'PYIIIIA

Ne /1 manueHTa 1 2 3 4 5 6 7 8 9 10 11 12 13
Bospact manuenrta 25rona| Saer | 3roma | 8aer |1.5roma| 4roma | 7 et 9 ger |3.5roma| 2roma | Sager 7 aer |1.5rona
Mapkepsl KoHueHnTpanus, MKMOJIb/JI

Jlnunnoyenoueunvle ycupHvie KUC10mul
C22:0 100.30 | 115.00 | 90.86 84.96 75.52 | 62.54 | 73.16 112.10 | 11446 | 92.04 80.25 66.20 82.4
C24:0 38.94 88.50 44.84 | 60.18 69.62 | 51.92 | 38.94 94.40 46.02 60.18 55.9 41.72 64.1
C26:0 1.37 1.12 0.94 1.39 1.48 0.65 0.61 0.99 1.50 0.60 0.70 0.58 0.72
C24:0/ C22:0 0.39 0.77 0.49 0.71 0.92 0.83 0.53 0.84 0.40 0.65 0.41 0.74 0.69
C26:0/ C22:0 0.01 0.01 0.01 0.02 0.02 0.01 0.01 0.01 0.01 0.01 0.02 0.02 0.01
DuTaHOBas KUCIIOTA 0.13 1.42 1.83 1.21 1.02 1.38 1.66 2.33 1.77 1.44 1.28 0.85 1.54
TlpucTanoBas KMCIOTa 3.10 2.10 2.90 2.62 2.10 3.28 1.77 3.32 2.78 3.34 2.97 1.94 2.8
Ne ni/n manmeHTa 14 15 16 17 18 19 20 21 22 23 24 25 —
Bo3pact nauueHTa 6aer | 2roma [1.5rona| 4rona | 7qer | 8mec. | 10 mec. | 8iger | 4roma |1r.2m.| 3roga 7 mec. —
Mapkepsl KoHueHnTpanus, MKMOJIb/JI

Jlnunnoyenoueunvie sxcupHnovle KUciomol
C22:0 83.78 | 104.30 | 94.40 87.32 64.90 |105.02 | 112.00 | 55.46 75.52 101.48 82.6 68.26 -
C24:0 62.54 93.22 73.16 | 76.70 5546 | 63.72 | 69.62 47.20 53.10 87.32 47.2 70.58 -
C26:0 0.70 0.92 1.05 1.01 0.90 0.99 0.74 0.52 1.64 1.22 0.97 1.62 -
C24:0/ C22:0 0.75 0.89 0.78 0.88 0.85 0.61 0.62 0.85 0.70 0.86 0.74 0.35 -
C26:0/ C22:0 0.01 0.01 0.01 0.01 0.01 0.01 0.01 0.01 0.02 0.01 0.01 0.02 -
duraHoBas KUCIOTA 0.89 1.38 0.98 243 0.61 1.54 1.81 0.92 2.00 1.57 2.21 231 -
IIprcTaHoBas KHCIOTA 2.15 2.92 2.90 2.20 2.34 2.22 3.10 2.47 3.18 3.36 2.69 3.06 -
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KOHTPOJIBHAS I'PYIIIIA

Ne /i1 nanuenTa 1 2 3 4 5 6 7 8 9 10 11 12 13 14 15
Bo3pact nanuenra Saer |2roga |Ir.7m.|3roga | 1rox | Saer | 7uer |12 jner | 8jer |2 roxa 2.5 roaa 8 mec. | 10 ger | 9 mec. |1.5 rona
Mapkepsl KoHuenrpanus, MM0JIb/M0JIb KpeaTHHHHA

Hypunoevie u nupumuounoeble 0CHOGANUS
['yanun 1.06 2.11 2.77 0.66 2.64 1.32 0.92 1.30 2.38 1.19 0.40 1.15 1.70 0.13 0.53
Ypauun 15.02 6.60 13.15 3.96 1.32 17.21 9.32 17.16 | 11.88 | 16.21 3.96 1321 | 1648 | 14.21 | 16.21
Juruapoypanui 1.48 2.11 5.28 13.20 0.70 10.82 8.71 4.88 13.46 6.34 12.94 | 12.54 9.50 0.00 12.62
OpotoBast KucjaoTa 7.26 2.11 3.70 6.07 6.20 4.62 5.81 0.79 4.22 7.00 3.56 4.75 6.73 3.04 6.20
MoueBas KucjaoTa 887.04 | 615.12 | 699.60 | 311.52 | 374.88 | 508.20 | 604.56 | 337.92 | 295.68 | 865.92 | 452.76 | 290.40 | 875.16 | 860.64 | 670.56
Kcantun 2640 | 19.54 | 30.89 | 22.97 | 22.08 | 26.14 | 1043 | 1485 | 2495 | 11.62 | 27.19 | 19.40 8.71 29.96 5.77
Kylfff(i‘fpo“mm’saﬂ 11.88 | 532 | 356 | 5.02 | 356 | 627 | 7.52 | 1082 | 924 | 884 [ 11.62 | 2.11 | 554 | 330 | 8.71
S5-Tunpokcumermnypammn | 13.07 | 12.01 | 12.54 | 10.69 2.77 541 12.94 3.04 5.68 1294 | 11.48 7.92 12.28 | 12.54 5.28
Anennn 0.26 2.38 0.92 2.51 0.92 243 2.64 1.17 2.06 2.11 1.90 1.98 0.40 0.26 0.53
Hutuauna 0.20 1.58 1.06 3.43 0.13 0.92 1.45 2.77 1.58 0.53 0.00 1.85 2.77 1.98 1.72
Jle3okcuaneHo3uH 0.40 1.98 2.11 3.30 1.19 0.00 1.46 0.26 1.85 0.26 1.67 1.56 0.26 1.67 1.06
Ypunux 0.92 2.38 0.79 3.70 0.79 2.51 3.70 0.92 2.51 2.77 1.32 1.85 3.04 1.85 1.58
Tumun 0.26 0.00 0.40 1.32 2.11 1.19 1.58 0.53 1.06 2.24 0.66 1.32 2.24 0.66 0.79
Jle3okcnypuivH 0.26 1.51 0.26 1.48 1.58 0.79 0.92 0.79 0.13 1.55 0.66 0.92 1.24 1.00 1.98
NHo3un 2.77 0.53 4.09 4.09 0.13 1.72 4.09 0.53 2.77 3.83 2.90 4.09 0.40 2.64 0.92
['yano3un 1.32 1.19 0.40 0.00 0.79 0.13 1.85 1.06 0.66 0.79 0.13 1.32 0.00 1.98 1.58
Jle30kcuryano3ns 0.44 1.91 1.83 1.32 0.79 1.85 0.66 1.21 1.67 1.85 1.58 1.72 0.40 0.13 0.53
Tumuaun 0.24 0.25 0.11 0.11 0.05 0.25 0.09 0.15 0.18 0.05 0.01 0.05 0.13 0.01 0.15
Anenosun 0.21 1.45 0.66 1.61 0.13 0.13 1.18 1.46 0.66 1.98 0.79 1.45 0.40 1.90 1.98




IIpooonscenue mabauyot A.8

258

KOHTPOJIBHAS I'PYIIIIA

Ne i/ nanuenTa 16 17 18 19 20 21 22 23 24 25 26 27 28 29 30
Bo3pact nanueHTa 4roma| 7aer | 1rog | 6 mer |4roma |3 romga |11 der| 5aer R2.5roxa 9 mec. | 6 mec. | Saer | 8 aer | 10 jer | 12 Jer
Mapkepsl KoHuenTpanusi, MM0JIb/MOJIb KPEaTHHHHA

Ilypunogvle u nupumuouHoevle 0CHOBAHUA
['yanun 3.70 1.98 2.43 2.11 2.11 1.45 1.19 2.18 0.40 2.30 1.19 0.53 0.53 1.95 0.53
Ypauun 1584 | 1848 | 17.62 | 1821 | 17.16 | 13.21 | 19.80 | 1584 | 19.33 | 15.84 | 13.20 | 10.56 6.60 12.24 | 15.21
Juruapoypanui 6.24 7.16 12.53 0.79 13.69 8.58 10.03 6.89 13.20 8.28 5.08 13.99 8.54 2.05 7.66
OpotoBast Kucjaota 5.94 2.11 7.39 3.96 0.79 7.52 3.96 1.32 2.64 1.58 3.70 2.77 5.68 0.79 6.86
MoueBas KuCI0Ta 917.40 | 468.60 | 641.52 | 770.88 | 257.40 | 153.12 | 737.88 | 370.92 | 644.16 | 834.24 | 484.44 | 138.60 | 554.40 | 180.84 | 187.44
Kcantun 10.30 | 26.63 | 28.25 | 13.21 8.18 13.26 | 23.63 | 10.26 | 19.14 | 13.07 | 26.14 | 2534 | 17.16 | 17.95 | 20.17
Kylfff(i‘fpo“mm’saﬂ 898 | 1148 | 6.60 | 632 | 10.03 | 832 | 475 | 821 | 0.66 | 581 | 673 | 2.77 | 462 | 040 | 10.43
S-T'uppoxcumermnypauun | 12.01 6.60 6.34 10.56 | 11.22 0.26 12.54 8.32 0,66 10.56 3.96 0.66 1.32 6.20 11.88
AJneHuH 1.32 0.00 2.51 1.06 1.85 2.01 2.11 0.53 1.19 0.26 2.38 1.58 0.26 0.66 2.24
Hutuauna 3.70 343 2.11 1.19 3.56 1.72 0.92 0.26 2.24 3.56 343 1.19 3.56 2.64 3.04
Jle3okcuaneHo3uH 0.79 0.79 1.98 0.53 2.90 1.24 1.85 0.00 1.43 1.75 1.06 1.32 1.62 1.19 1.91
Ypunux 0.92 0.92 422 1.06 2.11 3.30 1.72 0.66 0.92 2.77 1.85 2.64 0.26 3.04 3.17
Tumuna 0.26 1.06 1.45 0.13 1.85 0.40 1.72 0.40 2.24 1.98 1.45 0.26 1.19 1.98 1.19
Jle3okcnypuivH 1.55 1.32 1.85 0.26 0.92 2.38 0.92 1.45 2.51 0.13 0.00 1.32 0.92 2.64 1.85
NHo3un 1.58 1.98 1.98 0.53 2.90 3.96 0.79 0.79 2.51 3.17 1.72 3.83 2.77 3.96 3.56
['yano3un 0.92 1.72 0.92 0.40 0.53 1.98 0.00 0.66 0.00 0.79 1.45 1.45 0.13 1.19 0.00
Jle30kcuryano3ns 1.45 1.84 1.72 1.45 1.59 1.58 1.73 0.92 1.24 0.26 1.62 1.85 1.58 1.49 0.66
Tumugna 0.00 0.00 0.16 0.21 0.05 0.21 0.12 0.09 0.00 0.03 0.16 0.01 0.07 0.16 0.00
AJeHO3uH 1.45 0.66 0.26 1.85 1.19 1.52 1.65 1.98 1.43 0.26 1.45 3.30 2.51 0.40 0.40
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Tabmuna A.9 — Crartuctuyeckue mapamerpbl, pacCUMTAaHHBIC IO PE3YJIbTaTaM 0OC1e008aAHHbIX U3
2pynnbl CPAGHEHUA ONA Nepeoll Zpynnbvl NAYUEHmMOE C TOAO03DECHHEM Ha aMHHOALUIONATHH,
OpraHUYecKue aluaeMun/auuaypin (YMciIo 0OCcIeI0BaHHbIX B TPYIIIE CpaBHEHUS 35, T0BepUTENbHAs
BEPOSITHOCTB 95%)

= ﬁ

D Q L =

£z = | 5¢| | = | EE| 2| 2| §| | E| & | §| =
5 £ 2| 28| = | £ | EE| B| | 5| E| E| E| 2| =&
o E o o3 > > O3 = o < = > > o >

Amunoxuciaomol

Ala 369.13| 22.88 | 328 135 118330| 0.88 | 091 | 621 [140.83|761.63|12920| 46.51
Asp 113.02| 7.39 [103.34 43.71 | 1911 | 0.32 | 0.85 |174.02] 48.14 |222.16] 3956 | 15.01
Glu 0.13 | 0.01 | 0.12 0.04 0 -0.32 | 0.68 | 0.18 | 0.06 | 0.24 | 4.56 | 0.02
Xle 0.12 | 0.01 | 0.11 0.05 0 8.05 | 244 | 026 | 0.06 | 032 | 424 | 0.02
Met 0.02 0 0.02 0.01 0 0.87 | 1.04 | 0.03 | 0.01 | 0.04 | 0.63 0

Phe 228 | 0.18 | 2.17 1.08 | 1.16 | 1.07 | 1.04 | 454 | 086 | 54 | 799 | 0.37
Tyr 0.26 | 0.02 | 0.23 0.14 1 0.02 | 245 | 1.39 | 0.63 | 0.04 | 0.67 | 9.12 | 0.05
Val 0.14 | 0.01 | 0.12 0.08 | 0.01 | 1.13 | 1.13 | 0.33 | 0.04 | 0.37 | 5.01 | 0.03
Arg 3593 | 2.23 | 31.72 132 | 174 | 1.28 | 1.15 | 57.01 | 16.09| 73.1 | 1258 | 4.54
Cit 29.8 | 1.73 | 28.98 1022 ] 104 | 095 | 0.8 | 46.1 |12.21]58.31| 1043 | 3.51
Gly 0.93 | 0.06 | 0.83 0.36 | 0.13 4 1.75 ] 1.8 | 045 | 2.25 3242 0.12
Om 32321 2.22 | 31.24 1312 172 | 2.52 | 1.47 [59.19]| 164 | 75.59 | 1131 | 4.51

Ayunxaprumunsl u c60000HbLII KAPHUMUH

Co 0.08 | 0.01 | 0.07 0.04 0 8.62 | 2.54 | 0.24 | 0.02 | 0.26 | 2.79 | 0.01
C2 832 | 0.52 | 7.96 308 | 949 | 149 | 1.02 | 1452 ] 2.66 | 17.18 | 291 | 1.06
C3 89.99 | 6.3 |78.98 37.24 | 1387 | 339 | 1.55 | 176 47 223 | 3150 | 12.79
C3DC 0.16 | 0.02 | 0.13 0.11 | 0.01 | 471 | 1.77 | 0.53 | 0.03 | 0.56 | 5.18 | 0.04
C4 40.89 | 1.95 | 36.71 11.55] 133 | -1.09 | 0.47 |38.27|25.19] 63.46 | 1431 | 3.97
C4DC 1.17 | 0.08 | 1.1 047 |1 022 | -0.16 | 0.51 | 1.97 | 0.37 | 2.35 [40.92 | 0.16
C40H 0.11 | 0.01 | 0.1 0.07 0 6.26 | 2.14 | 0.33 | 0.04 | 0.37 4 0.02
C5 53.82 | 2.68 | 49.59 1586 | 252 | -0.68 | 0.59 |57.45| 29.7 | 87.15| 1884 | 545
C5DC 154.76| 12.94 [149.12 76.58 | 5865 | 21.48 | 4.12 | 488 | 60.29 | 549 | 5417 | 26.31
C5:1 0.02 0 0.02 0.02 0 104 | 2.67 | 0.11 0 0.11 | 0.77 | 0.01
C50H 0.31 | 0.03 | 0.25 0.18 | 0.03 | 9.19 | 2.69 1 0.09 | 1.09 | 10.78 | 0.06
Cé6 0.06 0 0.06 0.03 0 -0.16 | 079 | 0.1 | 0.02 | 0.12 | 2.21 | 0.01
C8 180.15| 16.24 |155.35 96.05 | 9225 121.04 | 4.13 | 592 | 80.6 | 672 | 6305 | 32.99
C8:1 0.06 | 0.01 | 0.04 0.06 0 134 1339 1] 034 | 0.01 | 035 | 2.18 | 0.02
C10 0.11 | 0.01 | 0.1 0.06 0 11.52 | 2.84 | 034 | 0.03 | 038 | 3.75 | 0.02
C10:1 0.08 | 0.01 | 0.08 0.04 0 222 | 1.16 | 0.18 | 0.03 | 0.21 | 2.97 | 0.01
Ci12 0.15 |1 0.01 | 0.14 0.06 0 -0.77 | 0.48 | 0.21 | 0.06 | 0.27 | 5.17 | 0.02
Cl4 31.48 | 1.48 | 31.85 876 | 76.76 | 297 | 0.9 [46.17|1542]61.59| 1102 | 3.01
Cl4:1 0.15 | 0.01 | 0.13 0.07 0 0.67 | 098 | 03 | 0.05 | 0.35 | 532 | 0.02
Cl14:2 0.06 0 0.06 0.03 0 1.24 1 1.13 1 0.12 | 0.02 | 0.14 | 2.12 | 0.01
CI140H 0.02 0 0.01 0.01 0 2.79 | 1.42 | 0.04 0 0.04 | 0.53 0

Clé6 248.25| 12.56 |243.57 7431|5522 | 203 | 1.4 | 310 | 158 | 468 | 8689 | 25.53
Clé6:1 0.06 0 0.06 0.03 0 376 | 1.57 | 0.13 | 0.03 | 0.16 | 2.24 | 0.01
C16:10H | 0.05 0 0.04 0.02 0 705 2.1 | 011 | 0.02 | 0.13 | 1.68 | 0.01
CI60H |279.52] 14.73 1268.96 87.14 | 7594 | -0.66 | 0.14 | 355 | 109 | 464 | 9783 | 29.93
C18 0.54 | 0.03 | 0.5 02 ] 0.04 | 0.12 | 0.59 | 0.81 | 0.19 1 18.73 | 0.07
C18:1 0.87 | 0.06 | 0.81 033 | 0.11 | 2.83 | 143 | 1.52 | 0.36 | 1.88 |30.28 | 0.11
C18:10H | 0.01 0 0.01 0.01 0 253 | 1.16 | 0.03 0 0.03 | 0.47 0

C18:20H | 0.03 0 0.02 0.01 0 0.16 | -0.01 | 0.05 0 0.05 | 0.89 0

CI180H 0.01 0 0.01 0.01 0 1.84 | 1.32 | 0.04 0 0.04 | 0.45 0
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Tabmuna A.10 — CtatucTruyeckue napameTpbl, paCCUUTAHHBIC TIO PE3YJIbTATAM RAUUECHMOE U3 NEPBOLL
2pynnbl C TIOJIO3PEHUEM Ha aMHHOAIMIOTIATHH, OPTaHUUECKUE AllUIEMUN/alluyPHH C 8bIA6T1EHHBIMU
namono2uaAMu 00MeHa AMUHOKUCIOM U AUUIAKAPHUMUHOE (YUCIO0 NMAUUEHTOB 54, NOBEpUTENbHASA
BEPOSITHOCTB 95%)

= ﬁ

5 Q L =

&+ = | E¢| E| g | EE| E| E| | 5| g8| §| | £
E g 8| 25| E| S| EE| E| E| §E| E| 2| 2| E| =
o E o o3 > = O3 = o < = = > o >

Amunoxuciaomol
Ala 405.73] 28.91|336.16] 309.6 |212.42] 45123| 4.37 | 2.11 | 998.63| 202.68| 1201.31] 21909| 57.98
Asp 109.73] 4.69 | 113.68] 81.3 | 3446 | 1188 | 0.5 | 0.48 | 174.84] 30.7 | 205.54] 5925 | 9.41
Glu 276.16] 10.96 | 264.96| 243.72| 80.56| 6490 | 2.87 | 0.14 | 5249| 0.61 | 525.51| 14913 21.99
Xle 187.09] 15.85| 154.57| 137.48] 116.46| 13564| 3.03 | 1.78 | 552.06] 0.61 |552.67| 10103| 31.79
Met 1321 3.14 | 7.81 | 7.19 | 23.08| 533 | 16.15]| 4.09 | 123 | 0.61 [123.61] 714 | 6.3
Phe 121.13] 34.34| 39.59| 32.42|252.38| 63694| 11.03 | 3.39 | 122429 0.61 | 1224.9] 6541 | 68.89
Tyr 86.89 | 17.79| 50.08 | 41.15|130.74| 17092| 11.97| 3.54 | 661.32] 0.61 | 661.93] 4692 | 35.68
Val 146.77| 6.33 | 145.97] 122.95| 46.54| 2166 | 1.07 | -0.51 |236.22| 0.61 |236.83] 7926 | 12.7
Arg 41.93| 6.28 | 30.43| 3043 | 46.12| 2127 | 892 | 3.1 |222.02| 3.23 |225.24] 2264 | 12.59
Cit 31.19| 2.57 | 27.82| 35.79| 18.88| 357 | 14.37| 3.18 | 128.37| 0.61 | 128.98| 1685 | 5.15
Gly 337.76] 19.7 | 304.32| 250.5 | 144.76] 20957| 3.69 | 1.37 | 880.65 0.61 | 881.26| 18239| 39.51
Om 102.67| 6.93 | 98.98| 98.98| 50.95| 2596 | 395 | 1.6 |296.51] 0.61 |297.12] 5544 | 1391
Ayunkaprumunsl U c60000HbLII KAPHUMUH

Co 3296 | 1.61 |30.63| 229 |11.83] 140 | 1.21 | 1.12 | 59.08 | 12.2 | 71.28 | 1780 | 3.23
C2 27.44 | 1.64 [ 2539 18.87|12.04 |14493| 3.18 | 1.33 | 67.38 | 0.61 | 67.99 | 1481 | 3.29
C3 434 |1 1.05 ] 2.01 | 1.86 | 7.74 |59.97 | 11.65| 3.45 [39.54| 0.56 | 40.1 | 234 | 2.11
C3DC 0.13 1001 | 0.11 | 0.14 | 0.1 | 0.01 |11.12] 3 0.6 | 0.01 | 0.61 | 6.73 | 0.03
C4 0.29 | 0.02 | 0.26 | 0.23 | 0.14 | 0.02 | 3.82 | 1.77 | 0.68 | 0.11 | 0.8 |15.49 | 0.04

C4DC 102 | 0.05 | 1.01 | 1.7 | 036 | 0.13 | 0.87 | 0.61 | 1.83 | 0.32 | 2.15 | 5524 | 0.1
C40H 0.14 1 001 | 012 ] 009 | 01 | 001 | 92 |2.62 | 0.57 | 0.04 | 0.61 | 7.82 | 0.03

(O8] 024 | 0.04 | 0.16 | 0.15 | 0.29 | 0.09 | 25.61 | 4.72 | 1.93 | 0.05 | 1.98 | 12.76 | 0.08
C5DC 037 1 015 | 0.12 | 0.1 1.1 1.2 12128 ) 4.66 | 585 | 0.03 | 5.89 |19.99| 0.3
Cs:1 0.04 | 0.01 | 0.02 | 0.01 | 0.08 | 0.01 [43.32 | 6.31 | 0.61 0 0.61 | 2.29 | 0.02
C50H 032 1002 | 029 ] 031 | 0.17 | 0.03 | 468 | 1.74 | 092 | 0.09 | 1.01 | 17.19| 0.05
Cé6 0.22 | 0.08 | 0.07 - 0.59 | 034 |23.53| 472 | 356 | 0.04 | 3.6 |11.64] 0.16
C8 026 | 0.1 | 0.08 - 0.75 | 0.56 | 16.96 | 4.18 | 3.97 | 0.03 4 1429 | 0.2
C8:1 0.07 | 0.01 | 0.05 | 0.02 | 0.08 | 0.01 |35.62| 5.54 | 0.59 | 0.02 | 0.61 | 3.93 | 0.02
C10 0.25 | 0.09 | 0.1 - 063 | 04 [2194| 459 | 376 | 0.04 | 3.8 | 13.5 | 0.17
Cl10:1 0.1 | 0.01 | 0.09 | 0.06 | 0.08 | 0.01 |32.72| 5.16 | 0.58 | 0.03 | 0.61 | 539 | 0.02
Cl12 0.13 1 0.01 | 0.12 | 0.09 | 0.08 | 0.01 | 19.57| 3.66 | 0.57 | 0.04 | 0.61 | 7.2 | 0.02
Cl14 0.13 1 0.01 | 0.12 | 0.11 | 0.05 0 -0.16 | 0.65 | 0.21 | 0.04 | 0.25 | 6.94 | 0.01

Cl14:1 0.14 | 0.01 | 0.13 | 0.09 | 0.09 | 0.01 | 1538 | 3.27 | 0.57 | 0.04 | 0.61 | 7.66 | 0.02
Cl14:2 0.06 | 0.01 | 0.05 | 0.04 | 0.08 | 0.01 |47.13| 6.66 | 0.59 | 0.02 | 0.61 | 3.49 | 0.02
C140H 0.03 | 0.01 | 0.02 | 0.01 | 0.08 | 0.01 |53.06| 7.26 | 0.6 | 0.01 | 0.61 | 1.62 | 0.02
Clé6 097 1005|092 1074 | 04 | 016 |-044| 047 | 1.66 | 0.21 | 1.87 | 5242 | 0.11
Cl6:1 0.08 | 0.01 | 0.06 | 0.04 | 0.08 | 0.01 |3536| 549 | 0.59 | 0.02 | 0.61 | 425 | 0.02
C16:10H | 0.06 | 0.01 | 0.05 | 0.04 | 0.08 | 0.01 | 44.05]| 635 | 0.6 | 0.01 | 0.61 | 3.42 | 0.02
C160H 0.03 | 0.01 | 0.02 | 0.04 | 0.08 | 0.01 |53.12| 7.26 | 0.6 | 0.01 | 0.61 | 1.57 | 0.02
CI18 0.6 | 004 | 053 | 05 | 028 | 0.08 | 0.53 | 092 | 1.22 | 0.18 | 1.4 |32.38] 0.08
C18:1 095 1 005 | 0.86 | 0.57 | 036 | 0.13 |-0.03 | 0.73 | 1.52 | 0.32 | 1.84 | 513 | 0.1
CI18:10H | 0.03 | 0.01 | 0.02 | 0.01 | 0.08 | 0.01 |53.43 | 7.29 | 0.61 0 0.61 | 1.39 | 0.02
C18:20H | 0.04 | 0.01 | 0.03 | 0.02 | 0.08 | 0.01 |52.86| 723 | 0.6 | 0.01 | 0.61 | 2.08 | 0.02
CI180H 0.02 | 0.01 | 0.01 | 0.02 | 0.08 | 0.01 [53.52] 7.3 | 0.61 0 061 | 1.1 | 0.02
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Tabmuma A.11 — Cratuctudeckue TapaMeTphl, PacCUMTAaHHBIC IO PE3YJIbTaTaM 00C1e006AHHBLIX U3 ZPYNNbL CPAGHEHUA O] NEPEoll Zpynnl
nayuenmog C TOJO3PCHUEM Ha HapyIIeHHs OOMEHa OpPraHMYECKUX KHUCIOT (YHCIO OOCIIeOBAaHHBIX B TPYMIE CpPaBHEHUs 35, MOBEpUTEIbHAS
BEPOSITHOCTB 95%)

. = L oa = = g, =
. g 5 z 2 2 8 S5 g g g . 5
CratucTuyecKkuii napamerp = ‘E E = £ 2 : E E 5 = b 2 =
S | 58| = s S = & | 25| = s : S s
MosouHasi KUCTIOTa 53.79 | 9.78 25.8 13.2 | 57.83 | 3345 1.62 1.54 | 204.7 4.3 209 |1882.56| 19.87
I'mukonmeBas kucioTa 58.31 7.27 47 #H/O | 42.99 1849 -0.5 0.67 150.4 6.9 157.3 12040.93| 14.77
3-I'mapokcuMacisHas KHCI0Ta 10.69 5.08 248 2.9 30.04 903 20.51 4.39 162.3 0 162.3 | 374.16 | 10.32
['muneprHoOBas KUCIIOTA 6.68 1.61 4.8 0 9.53 9091 | 20.08 | 4.11 55 0 55 23393 | 3.28
3-MeTun-2-okcoBajgepuaHoBas KHCI0Ta 1.2 1.03 0 0 6.09 37.1 34.7 5.88 36.14 0 36.14 | 42.1 2.09
[TupoBrHOrpaiHAs KUCIOTA 19.33 4.68 8 6.2 27.7 767 9.37 291 135.9 0 1359 167639 | 9.51
W3oBanepuanoBas KHCI0Ta 13.73 6.19 3.7 0 36.59 | 1339 28.2 512 | 2139 0 2139 | 4804 | 12.57
AJWMnMHOBAs KUCIIOTa 46.36 8.2 32 20.3 48.53 2355 10.39 2.93 251.2 4.8 256 |1622.47| 16.67
3-MeTuarmyTapoBas KHCIOTa 2.1 0.45 1.52 0 2.65 7.03 9.78 2.75 13.5 0 13.5 73.48 0.91
OTUIMarIoHOBas KUCIOTa 1.87 0.3 1.25 0 1.75 3.05 2.16 1.41 7.58 0 7.58 65.37 0.6
MeBanoHoBas KHCIOTa 1.37 0.54 0.3 0.2 3.17 10.04 | 24.2 4.67 18.1 0 18.1 47.85 1.09
3-I'mapokcu-3-metunrayrapoas kuciora | 14.28 3.18 7.4 3.2 18.79 353 13.05 3.31 |100.35 0 100.35 | 499.64 | 6.46
2-Metmi-3-ruipokcuMacisiHas KHCI0Ta 1.02 0.45 0 0 2.68 7.16 10.93 3.2 12.6 0 12.6 | 35.72 0.92
MeTuamManoHoBas KHCI0Ta 1.18 0.17 0.92 1.2 1.01 1.01 6.39 2.19 5.1 0 5.1 4144 | 035
PeHnnMonoyHas KUCI0Ta 1.9 0.44 0.7 0 2.62 6.87 4.17 2.02 11.2 0 11.2 | 66.41 0.9
4-T'uapoxcueHIUIIMOIOYHAs KHCIO0Ta 2.98 0.32 2.5 24 1.87 3.48 2.33 1.13 8.92 0 8.92 1104.23 | 0.64
N-auernnacnapTHKOBas KHCIOTa 0.24 0.11 0 0 0.68 046 | 21.52 | 447 3.7 0 3.7 8.3 0.23
CyKIMHOBasI KHCIIOTa 18.83 5.82 10.1 5 34.45 1187 | 19.62 | 4.18 192 0.05 | 191.78 | 659 11.83
['oMoreHTH3MHOBAs KUCIOTA 1.95 0.37 1.5 0 2.19 4.79 3.15 1.79 9 0 9 68.16 | 0.75
l'unmypoBas kuciora 457.8 | 105.81 | 174.1 | #H/J | 616.97 | 380653 | 5.27 2.34 2598 41 2639 | 15565.24 | 215.27
CebanmHoBas KHCIOTa 1.7 0.52 0.61 0 3.07 941 10.98 3.21 15 0 15 59.41 1.05
2-I'nIpOKCUH30KANIPOHOBAs KUCIIOTA 1.81 0.41 1.3 1.2 24 577 12032 | 4.18 14 0 14 63.31 0.83
['mytapoBas kuciora 2.37 0.43 1.38 0.7 2.54 6 1.7 1.45 9.81 0 9.81 83.02 0.87
DeHUITIMPOBUHOTPaAHAs KHCIOTa 2.7 0.43 2.14 0 2.55 6.51 10.66 | 2.65 14 0 14 94.39 | 0.88
CyOepuHOBasi KUCIIOTA 1.03 0.29 0.4 0.2 1.7 2.9 18.61 3.97 9.5 0 9.5 35.93 0.59
4-T'unpoxcudenmmmuposuHorpaanas kuciaora | 0.18 0.04 0.09 0 0.23 0.05 0.98 1.25 0.9 0 0.9 6.32 0.08
4-I'mapoxcueHMITYKCYCHAsl KUCIIOTa 96.78 | 49.04 | 263 184 | 290.14 | 84182 | 32.57 5.63 1737 0 1737 |3387.16] 99.67
4-Metuii-2-0KkcoBajIepHaHOBas KMCI0Ta 0.25 0.07 0.1 0 0.39 0.15 8.77 2.73 1.89 0 1.89 8.69 0.14
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Tabmuna A.12 — CratucTiueckue mapameTphbl, paCCUNTaHHBIC [0 PE3yJIbTaTaM RAUUEeHMO08 U3 HePEoill 2pyRnbl C IOJO3PEHIEM HAa aMHUHOAIU/IOTIATHH,
OpPraHUYeCKUe alUJEMUN/ALUUAYPUN C 6bIAGICHHLIMU HAPYWEHUAMU O00MEHA Op2AHUYecKuX Kucaom (4UCilo TManueHToB 34, NOBepUTENbHAs
BEPOSITHOCTB 95%)

. = L oa = = g, =
. g 5 z 2 2 8 S5 g z g . 5
CratucTuyecKkuii napamerp = ‘E E = £ 2 : E E 5 = b 2 =
S | 58| = s S = & | 25| = s : S s
MosouHasi KUCTIOTa 72.49 | 1024 | 46.5 22.1 60 3565 | -0.37 0.95 200 4.8 205 2465 | 20.83
['mukonueBas KucioTa 80.3 11.19 | 65.88 113 65 4255 2.83 1.63 279 11.3 291 2730 | 22.76
3-I'mapokcuMacisHas KHCI0Ta 9.67 3.83 2.65 2.7 22.34 499 2172 | 4.44 124 0 124 329 7.79
['muneprHoOBas KUCIIOTA 7.76 1.64 3.36 2.9 9.56 | 9144 | 4.04 2.15 40 0 40 263.79 | 3.34
3-MeTun-2-okcoBajgepuaHoBas KHCI0Ta 1.39 0.54 0.01 0 3.17 10.02 | 10.08 3.15 14.35 0 14.35 | 47.16 1.1
[TupoBrHOrpaiHAs KUCIOTA 11.96 | 2.18 6.84 16 12.71 162 6.7 2.36 61 0.97 62 407 4.44
W3oBanepuanoBas KHCI0Ta 10.17 | 4.36 1.91 0 25.44 647 19.57 | 4.21 137 0 137 346 8.88
AIMIIMHOBAs KUCIIOTA 13095 | 47.78 | 33.1 18.2 279 | 77626 | 10.63 3.23 1305 7 1312 | 4452 | 97.21
3-MeTuarmyTapoBas KHCIOTa 2.98 0.61 2.64 0 3.58 12.85 8.44 2.37 18 0 18 101.25 | 1.25
OTUIMarIoHOBas KUCIOTa 107.54 | 46.85 2.31 0 273 74623 | 9.16 3.04 1205 0 1205 3656 | 95.31
MeBayioHOBasI KHCIIOTA 3421 | 19.83 | 0.69 0 115.63 | 13370 14 3.71 558 0 558 1163 | 40.35
3-I'mapokcu-3-metuaraytaposad kuciora | 40.96 | 24.97 | 4.79 0 146 | 21196 | 31.72 5.56 852 0 852 1393 50.8
2-Metmi-3-ruipokcuMacisiHas KHCI0Ta 1 0.35 0 0 2.03 4.11 4.26 2.16 8 0 8 33.88 0.71
MeTuamManoHoBas KHCI0Ta 673.14 | 346.79 | 1.65 0 2022 14089009 | 8.54 3.11 8120 0 8120 | 22887 | 705.55
PeHnnMonoyHas KUCI0Ta 2.52 0.68 1.26 0 3.96 15.65 10.2 3.16 18 0 18 85.8 1.38
4-T'uapoxcueHIUIIMOIOYHAs KHCIO0Ta 70.21 | 41.35 1.98 0 241 58143 | 13.01 3.68 1089 0 1089 | 2387 | 84.13
N-auernnacnapTHKOBas KHCIOTa 133.84 | 81.57 0 0 475.61 | 226201 | 12.62 3.66 2021 0 2021 [4550.49| 165.95
CyKIMHOBasI KHCIIOTa 14.17 2.44 9.51 22 14.25 | 202.95 4.7 2.09 59.47 0.53 60 481.71 | 4.97
['oMoreHTH3MHOBAs KUCIOTA 21.29 | 20.14 1.09 0 117.46 | 13797 | 33.99 5.83 686 0 686 724 40.98
l'unmypoBas kuciora 745.73 | 217.57 | 445 445 1269 1609389 | 21.58 | 4.32 7223 0.32 7223 | 25355 | 442.64
CebanmHoBas KHCIOTa 3.45 1.02 1.17 0 5.95 3544 | 9.05 2.83 28.4 0 284 | 117.21 | 2.08
2-I'nIpOKCUH30KANIPOHOBAs KUCIIOTA 5.24 1.7 1.64 0 9.93 98.65 8.06 291 42.1 0 42.1 | 178.12 | 3.47
['mytapoBas kuciora 276.99 | 131.68 | 3.06 0.26 768 | 589585 | 143 3.63 3815 0 3815 9418 | 267.91
DeHUITIMPOBUHOTPaAHAs KHCIOTa 2.25 0.47 1.66 0 2.76 7.64 5.87 2.32 11.5 0 11.5 76.55 0.96
CyOepuHOBasi KUCIIOTA 18.95 8.93 1.48 0 52.1 2714 | 23.07 | 4.55 289 0 289 644 18.18
4-TunpokcudenunnupoBrHorpagaas kucimora | 18.14 | 15.58 0 0 91 8248 | 31.99 5.6 525 0 525 617 31.69
4-I'mapoxcueHMITYKCYCHAsl KUCIIOTa 52.28 | 12.06 | 21.35 20.3 70 4944 6.98 2.63 322 0 322 1778 | 24.53
4-Metuii-2-0KkcoBajIepHaHOBas KMCI0Ta 0.69 0.34 0 0 1.99 3.96 14.43 3.7 9.8 0 9.8 23.33 0.69
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Tabmuma A.13 — Craructudeckue mapaMeTphl, PacCUMTaHHBIE MO pPE3ybTaTaM 00C/1€006AHHBIX U3 ZPYNRbL CPABHEHUA 01 6MOPOU ZPynnbl
nayuenmos C NoJI03PCHUEM Ha TIEPOKCUCOMHBIE 00JIe3HH (YUCIIO 00CIICIOBAHHBIX B IPYIIE cpaBHEHUS 35, TOBEepUTEIbHAS BEPOSTHOCTL 95%

= Loa = = g, =
. 8 g g 3 2 b1 ) 5 2 ; £ « c%:(
CraTucTtnyeckuii mapamerp % ‘E ‘5 ) E g % E E § = ; : T
S | S8 | = s S = 3 25| S s : S s
C22:0 84.16 4.16 89.38 106.2 | 24.59 | 604.69 | 0.13 -0.89 95.52 21.3 116.82 | 2945.5 8.45
C24:0 60.22 3.25 60.66 | 56.58 19.23 | 369.77 | -0.90 0.12 67.7 27.88 | 95.58 |2107.63 | 6.6l
C26:0 0.83 0.06 0.79 0.96 0.35 0.13 0.38 0.88 1.52 0.20 1.72 29.12 0.12
C24:0/ C22:0 0.73 0.04 0.72 - 0.23 0.05 1.48 0.93 1.06 0.38 1.44 25.69 0.08
C26:0/ C22:0 0.01 0 0.01 - 0 0 2.53 1.5 0.02 0.01 0.02 0.37 0
PuraHoBasi KUCIOTA 2.7 0.9 1.61 2.72 5.31 28.16 | 23.58 4.72 30.36 0.07 30.43 94.5 1.82
[IpucraHoBas KMcI0Ta 2.35 0.36 2.15 - 2.1 4.43 23.8 4.44 13.18 0.25 13.43 82.2 0.72

Tabmuma A.14 — CratucTudeckue mapameTpbl, pacCUuTaHHBIC TI0 PE3yJIbTaTaM HAUUEHMO8 U3 6MOPOIL ZPynnbl C TIOJO3PECHUEM Ha MEePOKCHUCOMHBIC
0O0JIC3HU € 6bIAGICHHBIMU RAmMOoNocuAMU (IUCIO TAIIMEHTOB 17, noBepuTenbHas BEPOSTHOCTh 95%)

= ; = = 2 =
o g s g § §. 51 ) é 2 ; ; = c%:(
CraTucTtnyeckuii mapamerp % ‘E ‘5 ) E g % E E § = ; : T
S | S8 | = s S = 3 25| S s : S s
C22:0 83.47 5.72 84 84 23.59 | 556.64 0 0.54 87 45 132 1419 12.13
C24:0 66.06 4.06 62 62 16.73 | 279.93 1.16 0.99 67 38 105 1123 8.6
C26:0 2.63 0.83 0.91 - 342 11.72 4.75 2.25 12.22 0.58 12.8 44.79 1.76
C24:0/ C22:0 0.81 0.04 0.82 0.84 0.15 0.02 -0.39 0.45 0.50 0.59 1.09 13.76 0.08
C26:0/ C22:0 0.03 0.01 0.01 - 0.03 0 7.57 2.65 0.12 0.01 0.13 0.45 0.02
PuraHoBas KUCIOTA 425.32 | 120.96 128 - 498.73 |248734.49] -0.66 0.83 145582 ] 2.18 1458 |7230.38 | 256.42
[IpucraHoBas KMcI0Ta 4.95 1.70 1.14 0.36 7 49.02 1.25 1.52 22.6 0.2 22.8 84.08 3.60
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Tabmuma A.15 — CraTucTrueckue mapaMeTpbl, PACCUUTAHHBIC TIO PE3yJbTaTaM 0OCIe008AHHBLIX U3 ZPDYNNbL CPAGHEHUA 011 mpembvell ZPynnvl
nayuenmog ¢ MOJNO3PCHHEM Ha HapyIIeHHe OOMEHa MypWHOB M MUPUMHUAMHOB (YMCIO OOCIENOBAHHBIX B TPYIIE CpPaBHEHHS 35, MOBEpUTEIbHAS
BEPOSITHOCTB 95%)

. g L oa = = g, =

N g g E 2 g g £ 5 g g z = g
CratucTuyeckuii mapaMmerp % & 2 s 3 2 Z : E g E 2 z -
S | 5% s = S = 3 2E| = s s S £

['yanun 1.45 0.15 1.5 2.8 0.9 0.8 -1.42 0.10 2.7 0.1 2.8 50.7 0.31
VYparun 15.03 1.22 16 5 7.23 52.21 -1.06 -0.39 24.0 1.0 25.0 526 248
Jurunpoypanui 7.48 0.7 8.2 10 4.16 17.29 -1.08 -0.34 14.0 0.0 14.0 | 261.89 1.43
OpoToBast KHCIOTa 3.17 0.28 3 0.6 1.63 2.66 -1.29 0.00 5.1 0.6 5.7 111 0.56
MoueBast Kuciora 407.54 | 30.36 385 179.62 | 32262 | -1.07 0.04 590 105 695 14264 61.7
Kcantun 19.32 1.24 19.8 19.8 7.32 53.54 -1.01 -0.26 24.5 6.2 30.7 676.2 2.51
YpenaonponnoHoBasi KHCIOTa 5.36 0.5 5.1 2.7 2.96 8.75 -1.32 -0.03 9.4 0.3 9.7 187.7 1.02
S-I'mapokcruMeTHITY paliI 6.02 0.56 6.3 9.5 3.32 11.01 -1.35 -0.40 9.7 0.2 9.9 210.8 1.14
AnenuH 1.29 0.13 1.4 0.2 0.79 0.63 -1.30 -0.05 2.6 0.0 2.6 453 0.27
Hutnana 1.5 0.16 1.4 2.7 0.92 0.85 -1.36 -0.06 2.8 0.0 2.8 52.45 0.32
Je3okcuaieHo3nH 1.31 0.14 1.4 1.5 0.85 0.72 -1.21 0.11 2.7 0.0 2.7 45.7 0.29
Ypuaun 1.69 0.15 1.8 0.7 0.89 0.79 -0.98 0.19 3.3 0.2 3.5 59.1 0.31
Tumun 0.83 0.09 0.9 0.9 0.52 0.27 -1.09 0.13 1.7 0.0 1.7 29.2 0.18
Jle30KcuypuarH 1.1 0.11 1.1 0.7 0.65 0.42 -1.29 -0.14 2.0 0.0 2.0 38.6 0.22
Wno3un 1.79 0.17 2 2.1 0.98 0.96 -1.29 -0.17 3.0 0.1 3.1 62.6 0.34
I'yano3un 0.67 0.08 0.6 0.00 0.49 0.24 -1.13 0.13 1.5 0.0 1.5 23.4 0.17
Jle30Kcuryano3us 1.22 0.1 1.3 1.6 0.58 0.33 -0.91 -0.39 2.0 0.1 2.1 42.73 0.20
Tumuann 0.07 0.01 0.07 0 0.06 0.00 -0.91 0.40 0.19 0.0 0.19 2.61 0.02
AZICHO3MH 1.22 0.13 1.1 1.1 0.77 0.59 -1.24 0.01 2.5 0.1 2.6 42.56 0.26
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Tabmuna A.16 — CratucTuyeckue napaMeTphl, paCCUUTaHHbIE MO PE3yJIbTaTaM HAUUEHMO08 U3 mpemvell ZPynnsl C TOJ03PCHUEM Ha HapYLICHHUS

o0MeHa NYPHUHOB M MUPUMUIMHOB C 8blAGeHHbIMU RaAmMono2uamu (YUCIIO MaUueHToB 18, noBeputenbHas BEposiITHOCTh 95%)
. g 3 2 3 : g | 5% : : : . :
CraTucTnyeckuii mapamerp % é E s E % % E E § = ; : E
& S = = S o 8 < = s = & >
I'yanun 0.34 0.14 0.00 0.00 0.58 | 0.33 -0.68 | 1.14 1.4 0 1.4 6.2 0.29
Vparun 38.7 21.31 1.12 0.00 90.4 | 8173 6.47 | 2.65 325 0 325 697 | 44.96
Jurunpoyparun 39.95 19.58 5.67 2.6 83.07 | 6901 2.87 | 2.08 261.72 1.28 263 719 | 4131
OpoToBasi KHCIIOTA 222.29 | 114.55 3.9 3.6 486 1236194 4.09 | 2.26 1539 0.98 1540 | 4001 | 241.68
MoueBas kuciaora 427.41 93.76 |325.05| 3652 |397.81 |158251| 2.13 1.73 1315.8 95.2 1411 | 7693 | 197.83
Kcantun 2491 5.81 13.22 11.6 24.64 | 607 3.78 | 2.07 87.5 10.5 98 448 12.26
YpenaonponnoHoBasi KHCIOTa 1.89 0.85 0.38 0.00 3.62 | 13.13 9.53 2.92 14.67 0.00 14.67 | 34.07 1.8
S-I'uapOKCUMETHITY paIHI 1.57 0.36 0.89 0.00 1.51 2.27 -1.17 | 0.63 4.16 0.00 4.16 | 28.21 0.75
AneHun 1.74 0.58 0.81 0.72 244 | 596 5.62 2.6 8.07 0.53 8.6 31.29 | 1.21
Lutnaun 1.72 0.56 0.49 0.00 237 | 5.62 3.23 1.83 8.5 0.00 8.5 31.04 | 1.18
Jle30kcHuaieHo3uH 1.01 0.25 0.78 0.00 1.07 1.15 0.26 1.11 3.24 0.00 324 | 1826 | 0.53
Ypuaun 0.32 0.15 0.00 0.00 0.66 | 043 4.01 2.1 23 0.00 2.3 5.7 0.33
Tumun 6.45 2.28 1.59 0.00 9.67 | 93.52 0.89 1.52 29 0.00 29 116.05 | 4.81
Jle3okcuypuauu 0.85 0.33 0.34 0.00 1.39 1.93 10.1 297 5.8 0.00 5.8 1531 | 0.69
NHo3uH 2.85 1.75 0.09 0.00 7.41 | 54.86 | 10.05 | 3.16 29 0.00 29 5122 | 3.68
['yanosun 4.18 24 0.93 0.00 10.16 | 103 894 | 3.04 39 0.00 39 75 5.05
J1e30KCUryaHo3uH 3.43 1.86 0.49 0.00 791 | 62.57 5.81 2.65 26 0.00 26 61.65 | 3.93
Tumnaun 0.11 0.1 0.00 0.00 042 | 0.18 17.62 | 4.18 1.8 0.00 1.8 1.97 0.21
AneHo3uH 0.99 0.23 0.36 0.36 098 | 097 0.8 1.15 3.5 0.00 3.5 17.86 | 0.49




