OBOPYNOBAHUE

@ &
HeoHaTanbHbIN CKPUHWHT:
BCEro HECKOJIbKO Kanenb
KPOBW Ha cTpa)Xe 340p0BbA
pebeHka

NMpocTtana n GbicTpan 06paboTKka pe3ynbTaToB CKPUHUHIa ¢ NOMOLLbIO
nporpammHoro o6ecnevyeHuna «Neonatal Solution»

HO HAaC/IeACTBEHHbIe 3a060/1e-  HUHT) C [[e/IbI0 PaHHEN IHarHOCTH-

H e BBIsIBJICHHbIE CBOEBPEMEH-  HX KM3HU (HEOHATA/IbHBII CKPH-

BaHMsA OOMEHaA BEIIIeCTB KM HaCJIe[ICTBEHHBIX 3a60/IeBaHHIT
MOTYT IIPUBECTHU K CEPbE3HBIM IPO6-  SIBJISETCS B HACTOSIILIEe BpeMst 00s1-

JIeMaM CO 3[0POBbEM WU Jake 3aTe/IbHBIM B GOJIBIIMHCTBE eBPO-
K CMEpPTH. IIEMCKUX CTPpaH. S3HAYUTE/IbHAS
YacTh aHA/JIM30B BBIIIOIHAETCA IPU
TToaTomy 06cenoBaHne HOBOPOXK- 9TOM C IIOMOIIIBIO TAHJIEMHOM XPO-
IEHHBIX B TEUEHHUE IIEPBBIX JHEN MaTOMAaCC-CIIEKTPOMETPUH PucyHok 1: TaHAEeMHbIN XUAKOCTHbIN Macc-cnekTpomeTp LCMS-8050
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(MC/MC). PazpaboTanHOe KOPIIO-
panueitr Shimadzu nporpamMmHoe
obecneuenne «Neonatal Solution»
II03BOJIAET MIPOCTO U OBICTPO 06pa-
60TaTh 60OIBIION MaCCUB JAHHBIX,
[I0JIyYeHHbIX B XOJle CKPHHUHTA.

BbiaBneHue HapylweHuin
meTabonusma Ha camon
paHHeln cTaguu

HeonaTanbHBIN CKPUHUHT — 3TO
naboparopHoe 00c/IeoBaHe HOBO-
POXKIEHHBIX Ha HACIEICTBEHHbBIE
3ab0sieBaHUsI OOMEHa BelecTB

C 1Ie/IbI0 CBOEBPEMEHHOT'O UX BbIAB-
JIEHUsI ¥ Havasia JiedeHus1 60TbHBIX
neTell. B eBpomeiickux cTpaHax aTa
MeTUIIMHCKAsl JUAarHOCTUYecKas
rpoueaypa siBiseTcst 06s3aTeNbHOI.
Hanpuwmep, B Iepmanuu ¢ 2005 Heo-
HaTaJbHBIN CKPUHUHT BK/IIOYEH

B TOCYIAapCTBEHHYIO IIPOTPAMMY
MEIUIIMHCKOTO 00CIeN0BaHUs Hace-
JIEHWSA, M KaXKIbI HOBOPOXKIEHHBIN
pebeHoK B HacTosiiee BpeMsi 0Ocie-
myetcst Ha 12 3a60/1eBaHUIT Ha OCHO-
BaHUU MMCbMEHHOTO COITIACUS
poxuTesneit (cM. BpesKy).

PucyHok 2: CtapToBoe OKHO

nporpammMmHoro o6ecrevyeHus
«Neonatal Solution»

B criicox Hanbostee pacmpocTpa-
HEHHBIX HACJIEICTBEHHBIX 3a60/1eBa-
HUIT 0OMeHa BEIeCTB BXOMAAT Hexy-
', IJIs1 KOTOPBIX XapaKTepHO Hapy-
HIeHre MeTaboaM3Ma aMUHOKUCIOT
(Hanpumep, G eHWIKETOHY PHSI

1 60J1e3Hb KIEHOBOTO CHPOIIa),
3a60j1eBaHus, CBsI3aHHBIE C leUIn-
TOM pacIIeIUIeHHs >KUPHBIX KHCIIOT,
[IPY KOTOPOM TPAHCIOPT U OKUCIIe-
HHe JKUPHBIX KHC/IOT B MUTOXOH]I-
PUSIX lecTabUIM3UPOBAHbI (HAIIPH-
Mep, nepunut anwn-KoA-merumpo-
reHasbl KOPOTKHUX Ieriedt, neuuur
OYeHb JIMHHOLIEIIOYEYHOM allyI-
KoA-pmerunporeHnassl), a Takxxe
HeJ0CTATOYHOE COJep)KaHMe B opra-
HH3Me TOPMOHOB IIIUTOBU/IHOI
Keste3bl (rumorepuos). K 6oee
PenKO BCTPEYAIOIIUMCs 3a60/1eBa-
HHMSAM OTHOCHTCS Ta/laKTO3EMHUS,
00yC/IOB/IeHHAsI HApyIlIeHHeM YIJie-
BOJHOTO 0OMeHa, KOTOPasi XapaKTe-
pHU3yeTCcsi Ype3sMepHBIM HAKOTIIEHH -
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BbigeneHne cooTBeTCTBYIOLWMUX
¢dannos

Ecnu kKoHueHTpauma uenesoro
COeANHEHNA BbIXOAUT 3@ PamMkmn
3aflaHHbIX MOPOroBbIX 3HAYEHUN,

OBOPYAOBAHUE

LiBeT B 3aBUCMMOCTM OT 3aJaHHOTO
3HaYeHuA

KpacHbin: Ecnu 3HayeHune BbIXOaUT
3a paMKu NOPOroBOro ypoBHA
JKenTbin: Ecnu 3HavyeHue BbIXoauT

Setting File : Open -
mwr:m(: i — TO cooTBeTCTBYlOWME hannbl Bbige- 3a paMku npepynpexgpatwuiero
Py Updated date | NAKTCA onpeaesieHHbIM UBeTOM YPOBHA
|
Neonatal Solution *
Analysis Time 2012/9f/01
[ [TrayVial cio |
|Griteria Upper Limit (Gaution) |- / - 033
Criteria Upper Limit (Notice) |-/ - 0,03]
Griteria Lower Limit (Notice) - B - - -
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PucyHok 3: «Neonatal Solution» — 6bicTpasa n yao6Haa BU3yanusauma pe3ynstaTtoB aHanusa. PesynbTaTtbl, BbixogALme

3a paMKu 3a4aHHbIX YPOBHEWN KOHLEHTpauum, BblAENAOTCA LBETHbIMU MapKepamu.

€M B KPOBU TaJIaKTO3bI. BoabImH-
CTBO 3THUX 3a60/IeBaHUII IIPH YCIIO-
BUM BbISAB/IEHMS MX HA PaHHEN CTa-
IOUU ITOANAETCS YCIENTHOMY JIede-
HMIO C IIOMOIIBIO JUET, BUTAMUH-
HOM ¥ TOPMOHA/IbHOM TePaIuu.

LLinpokue Bo3MOXXHOCTM
HeoHaTasibHOro CKPUHUHra
C NpUMeHeHUeM TaHAEeMHOMN
Macc-cneKkTpomeTpum

OdeBHIHbIC YCIIEXH B PaHHEH JHar-
HOCTHKE HAC/IeICTBEHHBIX 3a60/IeBa-
HUII 06MeHa BellecTB ObUIU TOCTHUT-
HYTBI C BHE[PEHHEM TaHJeMHOM
Macc-CIIeKTPOMETPHH B MeIHIIHH-
CKYIO IIPaKTUKY PYyTHHHBIX 00C/Ie-
IDOBaHMIT (CM. BPe3Ky Ha CTP. 22).
Biarogapsi BOSMOXKHOCTSIM TaHEM-
HOTO MacC-CIEKTPOMeETpa B XOfie
OIIHOTO aHa/IM3a UIEeHTUDULIHPO-
BaTh ¥ KOJIMYECTBEHHO OIPEe/IsTh
MHOXKECTBO MHIMBH/YaTbHBIX
COeIUHEHHUM, CTa/la BOSMOYKHOI
OIHOBpPEMEHHAs! JUATHOCTHKA
LIMPOKOTO CIIeKTpa 3a00/IeBaHMUI.
IIpu aTom, onsATh-TaKK Garomapst
6BICTPOJICHICTBUIO COBPEMEHHOTO
aQHAIUTHYECKOTO 000PYIOBaHHUS,
I10/Ie3Hasl IPOM3BONUTEIBHOCTD
paboThl MEIUIIMHCKIX THATHOCTH-
YeCKUX TA00PaTOPUIL CYILIECTBEHHO
BO3pOCIa.

CHenyeT TAaK>XE€ OTMETHUTH, UYTO
KOJIMYECTBO JIOKHO-TTOIOKUTETh-
HBIX pesyanaTOB 3HAYUTEJIbHO
YMEHBIIIIIOCH C BHEPEHHEM

B 1a60PAaTOPHYIO MIPAKTUKY Macc-
CHCKTpOMeTpI/I‘-IGCKI/IX METOJ0B
aHaym3a. Bor moyemy Komurer
mo ckpuHuHry Hemenxoro O6iie-
crBa Ilemnarpun u IlompocTkoBoit
MenuiuHe! moTpeboBa onpene-
JIATH METOJ, TAaHJIEMHOU

ckpuHuHra B Fepmanun

e BpoxaéHHaa runepnnasua
HagnoyeyHukos (CAH)

e HonesHb KIEHOBOrO cupona
AN BanuHNenunHypuma
(MSUD)

e HenocTaToYHOCTb OMOTUHN-
nasbl

e HapylwieHna meTabonuama
KapHUTUHOB
® HegoCTaTOYHOCTb KapHUTUH

nanbMuTounTpaHcdepassbl |
(CPT-I)

® HefoCTaTOYHOCTb KapHUTUH
nansMuToMnTpaHcdepassbl Il
(CPT-I1)

e CuHapom aecduumTa KapHu-
TUHa—aUWIKapHUTUHA TpaHCc-
loKa3bl

e [[anakTo3emus

e [nyTapoBaa aumaemua, Tun 1
(GA1)

e [MnoTupeonanam

e |I3oBanepunaHoBana aumaeMmna

e [lebnumnT ANMHHOLENOYEYHON
aunn-KoA-gervaporeHasabl
(LCHAD)

e [lebnumnt cpenHeLeno4eyHomn
aunn-KoA-pervaporeHasbl
(MCAD)

e [ledbnumnT o4eHb ANMHHOLEMO-
yeyHon aumn-KoA-gerngpore-
Ha3sbl (VLCAD)

e OeHunkeToHypua (PKU)

n runepdeHnnanaHnHeMma

(HPA)

Bce obAzaTenbHbie K CKPUHUHTY
3aboneBaHNA OTHOCATCA K BPOXK-
LEHHBbIM hepMeHTONaTUAM.

HacnepactBeHHble 3a6oneBaHnA, o6A3aTenbHble ANA

PasBuTre 6onbLUIMHCTBA U3 HUX
ABNAETCA CNeACTBMEM OedekTa
onpenenéHHbix hepMeHTOB,
KOTOpbIE, B CBOIO oYepesb,
BJ/INAKOT Ha MGT860J‘II/I3M TEX NN
NHbIX COG,EI,I/IHGHVIVI B OpraHunsme.
Takxe, xapakTepHbIM ABNEHUEM
npu Takux 3abonesaHuAx ABNA-
€TCA HAaKOoMMeHNe TOKCUYHbBIX
NMPOMEXYTOYHbIX NPOAYKTOB
MeTabonnama, a TakxKe HU3KO-
MOJIEKYNAPHbBIX OPraHUyYeckmnx
KWCNOT, YTO MOXET MPUBECTU

K CEpbE3HOMY OTPaB/IEHUIO
opraHuama 1 gaxe nopaxeHuto
BHYTPEHHNX OPraHoB.

OfHUM 13 Hambonee 4acTo
BCTPeYaloLLMXCA BPOXAEHHbIX
HapyLleHun obmMeHa BeLLecTB
ABnAeTcA MEeHUNKETOHYPUA, 4YTO
BbI3BaHO HapyLUeHVeM MeTabo-
IM3Ma aMUHOKUCIOT, FMaBHbIM
obpasom, peHnnanaHvHa. 3abo-
fnieBaHve NpUBOAUT K TAXENOMY
nopaeHuio LleHTpanbHON HepB-
HOW cUcTeMbl, B YaCTHOCTU

K cnaboymuto.

OpfHako npu CBOEBPEMEHHOM
omnarHoctuke 3aboneBaHna

1N CBOEBPEMEHHO HayaToMy
NIeYeHWIo ero NaToNornyeckmnx
NoCcCNeACTBUA MOXHO MOSHO-
CTbio n3bexaTtb (Hanpumep,
€C/IN C POXAEHMA OrpaHN4YMBaTb
nocTynfneHne B opraHnam dheHu-
nanaHuHa [Hmskobenkoeas
onetal).
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OBOPYNOBAHUE

UcTtopuueckana cnpaBka

B 1934 rony Hopeexckuii Bpay ViBap AcObEPH QENAMHI OTKPbIN
deHNNKeTOHYpUIO, 0OHapPYXXMB B MOYe AETen ¢ pa3BuBaloLLenca
YMCTBEHHOW OTCTaNOCTblO MNOBLILLEHHOE COAepXKaHue heHnnnu-
POBMHOIPaAHOM KMCNOTbl. [locneaHiolo OH onpeaenan npu
MOMOLLY LUBETHOW peakLuy ¢ TPEXXTOPUCTLIM XENE30M U YKCYC-
HOW KucroTon (Tak HasbiBaemana npoba PEénnuHra).

Yepes 20 net Hemeukun negmatp XopcT bukkens paspabotan
mMeToA neyeHndA heHUNKETOHYPYM NYTEM CYLLECTBEHHOMO
orpaHW4yeHna NocTynneHnAa B opraHu3mM deHunnananmHa. OgHako
3P dEKTUBHOCTb NEeYeHWA CyLLEeCTBEHHO 3aBucesna oT Toro,

B Havane 1960 romoB amepukaHckun neguatp P. MaTpu paspa-
60Tan aKcnpecc-MeTon No OMNpPefeeHnto coaepkaHna henHnn-
anaHvHa B CyXOM MATHe KpoBu. ITO hakTUYEeCKn CTano Havasnom

HEOHaTaJIbHOro CKpUHUHra.

HauynHaa ¢ 1969 roga Bce HOBOPOXAEHHbIE B [TepmaHuu cTanu
obcnenoBaTbcA B 06A3aTENIbHOM MOPAAKE Ha Hannyne dheHnnke-
ToHypuyn no meTody Fatpu. Cnncok 3aboneBaHuii MOCTOAHHO
paclnpAncA, HanpumMmep, Bcnes 3a MeHNNKeToOHypu1en B Hero

Oblfla BKJIlOYEHA ranakTo3emuA.

Ha Kakol cTtaguu 3aboneBaHune GbIO BbIABIEHO.

Haunydlive peaynstaTbl 4OCTUrannch NWllb B TOM Clyyae,
Koraa nevyexve 6bI10 HAYaTo eLé [0 NPOABAEHUA KITUHNYECKNX
npu3HakoB 3abofieBaHnA, TO €CTb Ha CaMOWl PaHHEeNn cTaduu.

3a npoleline rogpl CNUCoK eLé 6onee paclunMpunca n Tenepb
BKktoYaeT 12 3abonieBaHnin. Ycnexu nevyeHma CBUAETENbCTBYIOT

O Ba>XHOCTWU MMEHHO I'Ipe,D,CI/IMI'ITOMaTMHeCKOI;I ANarHOCTUKN

HacnencTBeHHbIX 3aboneBaHu.

Macc-CIeKTPOMeTPUU B KaueCcTBe
OCHOBOIIOJIATAOIIIETO JIIS IUAarHOC-
THKM HACAeNCTBEHHBIX 3a00/1eBaHMIt
emé B 2002 ropy.

MpocTtana n yno6Han
o6paboTKa U UHTepnpeTauuna
pe3ynbTaToB aHanuM3a ¢ NOMo-
Wbl0 NpOrpaMmMHOro nakera
«Neonatal Solution»

Ha rpetnit neHb XU3HHU Yy HOBO-
POXIEHHOTO pebeHKa OTOMPAIOT

13 MATKU HEMHOTO KPOBH, HAHOCST
eé Ha CrlelnaIbHYIO OyMary U BbICY-
LIMBAIOT HAa BO3AyXe. BoicylieHHbIe
[IATHA KPOBHU B 9TOT XK€ [JCHb JO-
CTaBJ/LIIOTCS B TAGOPATOPHIO, T/ie

U IIPOBOJUTCS AUATHOCTHIECKOE
HCCIeTOBaHHe.

C IOMOIIIBIO TAaHJEMHOTO Macc-
CIeKTpoMeTpa B KpaTyaiIiue
CPOKH B 06pasiie OTHOBPEMEHHO
omnpenenseTcs 6onee ABaIIATH
TaKUX MeTa60IHTOB KaK aMUHOKHC-
JIOTBI ¥ ALIMIKAPHUTHHBL. UyBCTBH-
Te/IbHOCTh COBPEMEHHBIX Macc-
CHEKTPOMETPOB MO3BOJIsACT UCK/IIO-
YUTb TPYNOEMKHE U JVIUTETbHbIE
IIPOIiefly PbI IOATOTOBKH IPOOEI

K aHa/IU3Y, HaIlpUMep, IepUBaTH3a-
IIHUIO, a IPUCYIIAasA METOY BbICOKAA
Ce/IeKTUBHOCTD JAET BOBMOXKHOCTD
060MTHCH 63 IIPeNBaPUTEIBHOTO
xpomarorpadnuueckoro pase/eHus
KOMITOHEHTOB 06pasiia. Beé ato
obecreynBaeT BEICOYANIIYIO ITPO-
U3BOIUTEIbHOCTD aHA/IU3A.

ITpu aTOM 06'bEM aHATUTHICCKHUX
IaHHBIX, KOTOPBII HEOOXOIUMO
06paboTaTh Bpady, MHOTOKPaTHO
Bo3pacraeT. COOTBETCTBEHHO, MHO-
FOKPaTHO BO3PacTaeT IOTPeGHOCTD
B IIPOCTOM U yI0GHOM IIpOTpaM-
MHOM HMHCTPYMEHTE, KOTOPbIH M03-
BOJISIT GBI OBICTPO 06PAGATHIBATH
STOT MAaCCUB JaHHBIX. Brarogaps
mporpaMmMHOMY makeTy «Neonatal
Solution» mobp3oBaTeIb UMEET BO3-
MOYKHOCTD BBIOPATh HHTEPECYIOLIIIe
€ro IMarHoCTHYEeCKHe MapKepPbl

U B Jla/IbHEIIIIeM PaboTaTh TOIBKO
C HUMMH.

ITporpamma o3BosIsAeT 6yKBaIbHO
3a CYMTAHHbBIE CEKYH/IbI IIOTy4aTh
KOJIMYeCTBEHHBIE Pe3y/IbTaThl aHa-
JTM3a: IVIOL[AM MacC-TIIKOB IIesie-
BbIX COEIMHEHMIT U BHYTPEHHUX
CTaHIAPTOB, KOHIIEHTPALIUNU IieJIe-

Applications, Products and

from Shimadzu - Get it nowi -~

BbIX COeIUHEHUIT, UX COOTHOIIIeHUS
¥ T.01. [l HarIAgHOM BUSyannsa-
LMY Pe3y/IbTaTOB BO3MOXKHO IIpe[i-
BapUTE/IbHO 3a/1aTh IOPOTOBbIE
YPOBHHU KOHII€HTPAILIUH 11€/IeBbIX
coenuHennit. Eciu pesynbraTsl aHa-
JIN3a BBIXOJAT 32 PAMKH 3aJJaHHBIX
KOHIIEHTPaIlMOHHBIX IIOPOTOBBIX
3HAYEHMUI, TO TAKUE Pe3yIbTaThl
ABTOMATHYECKH BBIZIEIAIOTCA OIpe-
Ne/IEHHBIM IIBETOM.

3aknioyeHue

HeoHaTta/bHbII CKPUHUHT [TO3BO-
JIs1eT BBIABJ/IATH HaC/IeACTBEHHBIE
3aboeBaHus 0OMeHa BEIECTB

Ha CaMOil paHHEN CTAIUU YKU3HU
pe6énka, Toraa, Korna HuKakue K-
HHUYeCKHe IPOSIBIEHNUS 3a60IeBaHUs
e1ré He 0OHAPY)KUBAIOTCS. B 60/1b-
LIIMHCTBE CIyIaeB 9TO MO3BOJISET
eCc/Iu He OKOHYATeIbHO M06eIuTh
60/1€3Hb, TO C IIOMOIILIO COOTBET-
CTBYIOILIETO JIeYeHHUS 06eCIIeYnTh
MaJIbIIIY HOPMaJIbHOE Pa3BUTHE.

)1)'[51 JUATrHOCTHUYECKUX naéopaTo—
pI/II;I BAaKHBIMU aCII€EKTAaMHU ABJIAIOT-
CA Ka9€CTBO M CKOPOCTb aHa/In3a,
BeOb UCCIENOBAHME JOKHO OBITD

IIPOBENEHO B IeHb 3a60pa KPOBU

y massiira. 3 geenanaru sabore-
BaHMUIL, IUATHOCTHKA KOTOPBIX 0051~
3aTenbHA B lepmaHuy, TaHAeMHAS
MacC-CIIEKTPOMETPHsI II03BOJISIET

B HacTosiIIlee BpeMsi ObICTPO U Ha-
I[é)KHO I[I/IaTHOCTI/IpOBaTI) BOCEMb.
Bilaronapst paciuMpeHHbIM BO3MOX-
HOCTSIM 110 06paboTKe 6O/IBIIOro
00'beMa KOMIeCTBEHHbIX Pe3yIbTa-
TOB MacC-CIIEKTPOMETPUYECKOTO
aHa/M3a, IporpaMMHOe obecrede-
Hue «Neonatal Solution» cymre-
CTBEHHO YIPOIIaeT U HHTeHCU(U-
LupyeT paboTy MepcoHasa JHarHoc-
TUYECKUX 1A6OPATOPHIL.

For Research Use Only. Not for use in
diagnostic procedures. Not available in
USA, Canada and China.
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