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OBHIASA XAPAKTEPUCTUKA PABOTBI

AKTYyaJIbHOCTDb TeMbl HCCJICI0BAHUS

Heonaranpnas runepammonniemust (I'A) — 310 cocTosiHue, XapaKTEpU3YIOILIEECs TOBBIILIEHHBIM CO-
nepxanueMm ammvuaka (NH3) B KpoBH HOBOPOXKIEHHOTO, SIBIISIFOIIEECS CIIECTBHEM HEKOTOPBIX OpdaH-
HBIX HACJeICTBEHHBIX Oonesnel oomena (HBO) wnmu Bo3HuKaromee Ha oHE TSKEION epUHATATHHON
natonoruu (Mayatepek E., 2017; Ni B., 2022). He3aBucuMo OT IpUYUHBI, IOBLIIICHNE YPOBHS aMMHUaKa
B KPOBH MOXET CTaTh KU3HEYT'POXKAIOIIMM, a TAaKXKe NMPUBECTH K HEOOPATUMOMY MOPa)KEHHUIO KJIETOK
rOJIOBHOTO MO3ra U Apyrux opraHoB (Eminoglu F., 2022). Crenenp TSKeCTH TOKCUKO-METa00INIECKOT0
noBpexaeHus 1eHTpaibHoi HepBHOUM cucteMbl (LIHC) u apyrux cucrem opraHuzMa KOppeinupyeT He
TOJILKO C YPOBHEM aMMMaKa B KPOBH, HO H ¢ pojioibkuTenbHocThio I'A (Dasarathy S., 2017).

Kmuanueckue nposisinenuss HBO He Bceraa cennuvHbl, 4T0 00YCIOBIEHO HAIMYUEM OOJIBIIIOTO
KOJINYeCTBa FeHO- M ()eHOKONM 3a00yeBaHuil U 3aTpyAHAET paHHIOW AuddepeHInanbHy0 AMarHo-
CTUKY MEXJy pa3UYHBIMU IpynraMu HapymieHuit oomena emects (Green N. S., 2006). [y MHOTHX
HBO runepaMmMoHHEeMUs SIBIISICTCS BXKHBIM JIAOOPATOPHBIM MapKEPOM, TTO3BOJISIOLINM 3aII0/J03pUTH 3a-
OosieBaHUE HAa paHHUX CPOKax, 710 pa3BUTUsA MeTabonuueckoro kpuza (Héberle J., 2013). Taxxe HeoHa-
TanbHas ['A MOKeT HOCUTB TPaH3UTOPHBINA XapaKTep U ObITh aCCOIMUPOBAHHOMN C TSHKEIIBIMU COCTOSIHU-
SMH B IEPUHATAIBHOM IIEPUOJIE, TAKUMH KaK: SKCTpeMalIbHO HU3Kast Macca tena (OHMT), nepenecen-
Has ac(UKCHUS B pPOAax, HEOHATAIBHBIE CYI0POTH, UTYHTHPOBAHUE KPOBH Yepe3 BEHO3HBIN MPOTOK, B 00-
X0 TeueHH, MH(EKLUs, BbI3BAaHHAS Ypea3a-MpoaAyLHPYIOIUMI MUKPOOPTaHU3MaMH M CETICUC, TIoYey-
Hasl WIK NMEeYEHOYHAs! HEAOCTaTOYHOCTh, CHHIPOM nonuopranHoit Hegoctarounoctu (CITOH) u npuem
npemnaparoB BajbpoeBoit kuciaotsl (Ni B., 2022). Tpansuropnas I'A uMeeT KIMHUUECKYIO 3HAYUMOCTb
HapaBHe ¢ HBO, nockonpky nokasaTesnn aMMuaka B KpOBH MOT'YT 3HAYUTEJIBHO NPEBBILIATE HOPMY U
MPUBOUTH K pa3BUTHIO MeTaboinyeckoro kpusza (Chung M., 2005; Ozanne B., 2012).

Hecmotpss Ha pa3paboTaHHbIE peKOMEHAAUWU Mo MeTabonmdeckoil koppekuuu ['A y pereit
(Héberle J., 2012), a Tak:ke MeTo bl maToreHeTnueckoi Tepanuu muorux Gopm HBO (Kyues C. u ap.,
2023), pannss nuddepeHuanbHas JMarHocThKa 3a00JIeBaHU, aCCOLMUPOBAHHBIX C HEOHATANBHOU ['A,
3aTpyAHEHA BBUAY HECHEIM(PUUHOCTH KIMHUYECKUX MPOSBICHUN B HEOHATAIBHOM IEPHOJE, a CyIlle-
CTBYIOIME AJTOPUTMBI JUATHOCTUKHN HE ONITHUMHU3UPOBAHBI JUIs1 HOBOPOXKACHHBIX AeTel. Takxke 10 cux
nop He copMHpOBaHa OOLIETIPUHATAS TAKTUKA BEJCHUSI HOBOPOXIEHHBIX ¢ ['A, HampaBiieHHas Ha CBOe-
BPEMEHHOE BBISIBIICHHUE €€ PUYMHBI U OIIPeIesIonIas JalbHEUIIYI0 MapIIpyTU3aLUI0 TAl[UEHTOB B 3a-
BUCHMOCTH OT 3THUOJIOTUH JAHHOTO COCTOSTHUSI.

Bce BbIIIEH3I0)KEHHOE OIPEEIIseT, YTO PaHHSSA IUAarHOCTHKA 3a00JIeBaHNH, aCCOLIMMPOBAHHBIX C
HEOHATAJILHON T'HIIepaMMOHHEMUEH, SIBIISCTCS BaXKHOM M aKTyalbHOM MPOOJIEeMOil, pelieHue KoTopoit
MO3BOJIMT MOCTABUTH AUATHO3 J0 Pa3BUTHUS TSDKEJIBIX M HEOOPATUMBIX MOCIEACTBUMN, ONPEAECTUTh HE0O-
XOJUMOCTh TPOBEJCHUS JOMOTHUTEIBHBIX 00CIEAOBAaHHUM Ul MAIlMEHTa U €r0 CeMbH, CBOEBPEMEHHO
HayaTh METa0OIMUYECKYIO KOPPEKIINIO, YTO HECOMHEHHO YIYUIIUT MPOTHO3.

Crenenb pa3paboTaHHOCTH TeMbl HCCJI€I0BAHUSA

[lepBoe HaclieACTBEHHOE HapylIeHne MeTabosm3Ma Obl1o Auarnoctuposano B 1902 r. (Garrod A.,
1902), Ha ceromnsmauii AeHp u3BectHO Oosiee 1000 pazmuunbix popm HBO (Illsinger S., 2010), a ¢
KaKJbIM T'OZIOM MX YMCIIEHHOCTb PAcTET U3-3a ONMCAHUs HOBBIX KIIMHUYECKUX MTPOSBICHUN U OTKPBITUS
MATOTEHHBIX BApUAHTOB B paznuuHbIX reHax (Saudubray J., 2012). B HacTosmiee BpeMs pazpaboTaHbl
KJIIMHUYECKHE peKoMeHAaluu 1o jeueHuto nereid ¢ HBO, onHako oHM HE aianiTUPOBAHBI 1J11 HOBOPOXK-
nennbix (Hiberle J., 2012). Kpome Toro, MHOTHE IeKapcTBEHHBIE MTPEIapaThl, PEKOMEHIOBAaHHbBIE K TIPU-
MEHEHHIO C IIeNBI0 METa0OIMUECKOM KOPPEKIMH B 3apyOSKHBIX MPOTOKOJIAX, HE 3apETUCTPUPOBAHBI Ha
teppuropuu Poccutickon denepanum.

Tpansutopnas ['A y HeIOHOIIEHHBIX HOBOPOXJIEHHBIX BIEpBble Obuta ommcaHa B 1978 r. R.
Ballard u coaBr., a B 1979 1. R. Goldberg u coaBT. mpeamnonoxuiu, 9to Tpan3utopHas ['A accouuupo-
BaHa C NepuHaTaIbHON achukcueil. B HacTosee BpeMs B IUTEpaType ONUCAHBI CIydau TPAaH3UTOPHOTO
MOBBIIICHUS YPOBHSI aMMHaKa B KpOBH Ha (poHe Ipyrux 3abosieBaHU, celM(pUUHBIX U1 IepUHATAIb-
Horo nepuoaa (Colomer B., 2013), oqHako quarHoCTHKa TPAaH3UTOPHOM HeoHaTanbHOM ['A 10 cux mop
3aHM)KEHA M 3aTPyJHEHA, 4TO 00yCIaBIMBaET OTCYTCTBHE MH(POPMALIUU O YaCTOTE BCTPEUAEMOCTH JIaH-
HOTI'O COCTOsIHUA. BMecTe ¢ TeM Ha CETOAHALIHUMI IEHb IIPOBEICHO Pl UCCIICIOBAHUN Y JETEM CTApIIETO
BO3pacTa U B3pOCIbIX, HAXOAALIUXCA MOJ HAOIIOACHUEM B OTAEJICHUSAX PEaHUMAllUU U UHTCHCUBHOMN
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tepanuu (OPUT), mocBsIeHHBIX UCCIEIOBAHUIO YPOBHS aMMHaka B KpoBU. Yao Z. P. u coasr. (2020)
orucaiy, 4yTo y 73% manueHToB B KPUTHUECKUX COCTOSIHUAX OblIa BbIsiBiIeHa ['A, He acconnupoBaHHAs
¢ HBO u natonorueii neyeHy, Npu 3TOM OTMEYaJIach KOPPEIALMSI MEXy 3HAUEHUEM aMMHUaKa U IOKa-
3aTeJIEM JIETAIBHOCTH. Y HOBOPOXKJIEHHBIX B KPUTUYECKUX COCTOSHUAX UCCIIEI0BAHUE YPOBHS aMMHUaKa
B KpPOBH NIPOBOJUTCS KpaliHE PEJIKO, OJHAKO KIIMHUYECKUE MPU3HAKU ['A MOTyT ocTaBaThCsl HE3aMEUEH-
HBIMHU U TIPOTEKATh MOJI MacKoi Jpyrux 3aboneBanuii. Bmecte ¢ Tem, Ozanne B. u coasrt. (2012) 6pu10
OIMCAHO, YTO y JETEH B BO3pACTe OT 3 MECSLEB 0 7 JIET IPU KOHLEHTPALlMM aMMHaKa B KPOBH BBIILE
200 MKMOJIB/JT OTMEYANIOCh HEOIArONMPUATHOE BO3/ICHCTBIE HA KIIETKU TOJIOBHOIO MO3Ta, U B 5 pa3 1mo-
BBIIIIAJICS PHCK JieTanbHOro ricxona. Li Y. (2022) Takxke mpoBen UCCIEOBaHNUE Y B3POCIBIX, HA0II01a-
foumuxcsi B OPUT, koTopoe neMoHcTpUpyeT, uto pazButue I'A Ha poHe Tsoxenbix 3a001eBaHMM SBIISIETCS
HEOJIaronpUsTHBIM MIPOrHOCTUYECKUM KPUTEPHEM.

C 2023 rona B Poccuiickoit @enepaniun BHEApEHa MPOrpaMMa pacUIMPEHHOT0 HEOHATAJIbHOTO
CKpPUHUHTA Ha 36 HACJIeZICTBEHHBIX 3a00JIeBaHMM, OOIBIIMHCTBO U3 KOTOPBIX OTHOCATCS K rpynne HBO
(Kyues C., 2023). [IpoBeeHne J7aHHOTO UCCIIE0OBAHUS 00ECTIEYMBAETCS TEXHOJIOTHEH TaHAEMHON Macc-
cnekrpomerpun (TMC, Tandem Mass Spectrometry). OnHako He A7 BceX 3a00JeBaHUN UyBCTBUTEIb-
HocTh U crnenupuyHocts TMC onuHakoBO BbICOKa. [Ipu HEKOTOPBIX 3a00JI€BaHUSAX B HEOHATAIHHOM
NIEPUOJIC MOTYT OTCYTCTBOBAThH 3HAUMMBIE TAOOPATOPHBIC N3MEHEHHS B CTIEKTPE CIeNU(UIHBIX METa0o-
nutoB. Bmecte ¢ TeM BbisiBIeHHE ['A B coueTaHMU ¢ KIMHUKO-TA00PAaTOPHBIM CUMITOMOKOMILIEKCOM
ABIISICTCS KPUTEPHEM OLIEHKH JUIst (hopMUpOBaHMs Tyl nosbimeHHoro pucka HBO (Mayatepek E.,
2017; Komuuna A., 2023), 4to omnpenenseT He0OX0IMMOCTh MTPOBEICHUS TOTIOTHUTEIHLHOTO 00CIe10Ba-
HUS: MCCIIeIOBaHNE CIIEKTpa OPraHMUECKUX KHCIOT B MOYe METOJIOM ra3oBoii xpomatorpaduu (Hampe
M., 2017), a Tak)Ke BBICOKOTIPOU3BOIUTEIHHOTO MAPAILICITBHOTO CEKBEHUPOBAHUS JIE30KCUPHUOOHYKIIE-
unoBoii kucnotel (JJHK) HOBOrOo mokonenus (new generation sequencing, NGS) (ITomepannena E.,
2022). B nacrosiee BpeMsi B OOJIBIINHCTBE CIy4aeB, IPH HEOHATANbHON Gopme manudecranun HBO,
XapakTep 3a00JIeBaHHSI IMEET MOJIHUCHOCHBIN XapaKTep ¢ BHICOKMM PUCKOM JIETAIBHBIX MCXO/0OB, YTO
OIpeAesAeT UCKIIIOUNTENBHYIO BaKHOCTh CBOEBPEMEHHON JMAarHOCTUKH U PAHHETO Hayala IaTOreHETH-
YECKOM Teparuu.

BeleckazanHOe ONpenesseT Heb HaCTOSAIET0 UCCIIEJOBAHMS ¥ TOAYEPKUBAET EPCIIEKTUBHOCTD
M3y4aeMOi TEMBI IO BBISIBICHUIO KPUTEPHUEB JIJIsl paHHEH THarHoCTUKY 3a00JI€BaHUMN, aCCOLIMMPOBAHHBIX
¢ HeoHatanbHOU ['A, ontumuzanuu anropurMa auddepeHnnanbHON JUarHOCTHKY U pa3paboTKe TaK-
THUKU BEJCHUS HOBOPOXKICHHBIX C JAHHOW I1aTOJIOTUEH.

Ieas uccaenoBanusa

OnTUMU3MpPOBaTh IMArHOCTHUKY 3a00JI€BaHUH, ACCOLMMPOBAHHBIX C HEOHATAIBHOM THIIEPaMMOHU-
eMHeH C LeNIbI0 MOBBIIICHUS 3(P(PEKTUBHOCTH UX JIEUECHUSI.

3angaum ucciaeroBaHus

1. MU3yunth nepuHaTagbHble (PaKTOPhI, CIOCOOCTBYIOUINE PA3BUTHUIO TPAH3UTOPHON THUIIEPAMMO-
HUEMUH Y HOBOPOXIEHHBIX AETEH Pa3IMUHOIO reCTallMOHHOTO BO3pacTa.

2. OnpenenuTte 4acToTy pa3BUTHS TPAaH3UTOPHOW T'MIIEPAMMOHUEMUH y JOHOIIEHHBIX JETEH, PO-
JMBILUXCS B COCTOSIHUU aC(hUKCUU, U3YUUTh €€ KIMHUYECKUE MPOSBICHUS, @ TAKXKE MIPOBECTH OLICHKY
OTAAJIEHHBIX HEBPOJIOIMUECKUX UCXOOB y JIeTEN paHHETO BO3pPacTa.

3. OxapakTepu30BaTh 0COOEHHOCTH KIMHHUKO-Ta00paTOPHBIX MPOSIBICHUH HACIEICTBEHHBIX 0O-
Jie3Hei oOMeHa BeleCcTB, aCCOIMMPOBAHHBIX C THIIEPAMMOHUEMHUEH B HEOHATAILHOM TEPHOJIE.

4. TlpoBecT CpaBHMUTENbHBIM aHAJIM3 KIMHHUKO-TAa00paTOPHBIX HPOSIBICHUHA 3a00ieBaHHS M3
IPYIIBl HAPYIICHUH IIUKJIa MOYEBUHBI B 3aBUCUMOCTH OT CPOKOB MaHU(eCTalnH.

5. ONTUMHM3HPOBATh U BHEAPUTH B KIMHUYECKYIO MPAKTUKY aIropuT™ auddepeHnuanbHoi aua-
THOCTHKH 3a00JIeBaHUH, aCCOLIMUPOBAHHBIX C HEOHATAJbHOW THIIEpaMMOHUEMHEH U pa3padoTaTh Tak-
TUKY BEJIEHUSI HOBOPOXJACHHBIX C JAHHBIM COCTOSIHUEM.

HayuyHast HOBH3HA

BrniepBble npoBeieHa KOMILIEKCHAS OLIEHKA CIIEKTPa MaTOJIOrMYE€CKUX COCTOSHUMN, aCCOLMUPOBAH-
HBIX C Pa3BUTHEM TPaH3UTOPHOU ['A y HOBOpOXKIEHHBIX. YCTaHOBIIEHO, YTO TpaH3uTopHas ['A B 60ib-
IIIMHCTBE CITy4aeB SIBJISCTCS MOTUITHOIOTHYECKUM COCTOSTHUEM, Pa3BUBAIOIIUMCS Ha (POHE TSHKENIOH Ie-
pPHHATAJIBHOM MaTOJNIOTUHU. BBISBICHBI paHee HEONHUCAHHBIC NIepUHATAIbHbBIE (PAKTOPHI, ACCOLUUPOBAH-
HbIE ¢ pa3BuTHEM ['A.
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Omnpenenena yactora pa3Butus ['A cpeau JOHOIIEHHBIX HOBOPOXKACHHBIX C IIEPEHECEHHOM Cpel-
HETSDKENION U Tskesoi achukcuei. IIpoBeneHa oreHKa B3aMMOCBSA3HU MEXK/Ty HAJTMYMEM THIIEPaMMOHU-
€MHHU U CTENICHBIO TUITOKCUYECKU-UIIIEMUYECKO AHIIe(haonaTuu BCIECTBHE IEPEHECEHHON ac(hUKCUH.
Hayuno 060cHOBaHO, 4TO y J1eTei, pOAMBIIUXCS B COCTOSHUM acPUKCUU MpH pa3BUTUU ['A oTmeuancs
OoJiee TSHKENbI HeBPOJIOTHUECKUN TE(UITUT HA MOMEHT MEPBUYHOTO OCMOTPA 110 CPAaBHEHHIO C IPYTIITON
KOHTpOJIS, a IPU U3yYE€HUHU OTIAJIEHHBIX HEBPOJIOTMUYECKUX UCXOJI0B YCTAaHOBIIEHO, UTO y AETEH C Iepe-
HECEHHOI HeoHaTalabHOU ['A yalle pa3BUBaJIMCh NPU3HAKK MaHyaJIbHOM AMCIPAKCUU U 33JEpHKKa pas-
BUTHSI DKCIIPECCUBHOM peyH.

VY nereit ¢ HeoHaranabHOHM (opmoit manupecranun HBO, accounnpoBanubix ¢ ['A onpeneneHbl
KpUTEpHH paHHeH nudepeHnanIbHON TUarHOCTUKYA MEX/y OCHOBHBIMU TpyIIIaMH 3a00JIeBaHUMA, Oc-
HOBaHHBIE HA aHAJIN3€E KITIOYEBBIX KIMHUKO-JIA00PATOPHBIX MPOSBICHUI B MOMEHT MaHU(ecTannu. Bme-
CT€ C TE€M BBISIBICHO, YTO MPH PAa3BUTUU META0OIMUECKOTO KpH3a KIMHUKO-Ia00paTOPHBIE MPOSBICHUS
3a00J1eBaHUsl UMEIOT HeCeU(UIHBIN XapaKTep U COOTBETCTBYIOT TEUEHUIO CHHAPOMA MOJIHOPTraHHOM
HEJOCTAaTOYHOCTH.

BrrsiBiieHBI 1 HAyYHO 000CHOBAHBI Pa3IUYMsl MEKIY KIMHUUECKUMU MPOSBICHUSIMH M UCXOIAaMHU
Ipy HeoHaTaJabHOU U Oonee nmo3nHuMu popmamu mManudecranun HBO u3 rpynmsl HapylieHuil nukia
MOYEBHHBI (HEIOCTATOYHOCTh OPHUTHH-TPAaHCKapOaMHIIa3bl).

Teopernueckasi M NpaKTHYeCKas 3HAYUMOCTDb HCCJIETOBAHUSA

Omnpenenensl Hauboiee YacTo BeTpevaromuecs (GakTopbl, aCCOLUUPOBAHHbIE ¢ pa3BuTHEM ['A 'y
JIOHOILIEHHBIX ¥ HEIOHOUIEHHBIX HOBOPOKICHHBIX, B TOM YHCJIE pPaHEE HEOIIMCAHHBIE.

MeTonoM CTaTUCTUYECKOTO aHAIN3a HOMMHAJIBHBIX JAHHBIX C MCIIOJIb30BaHUEM XH-KBaapara [Tup-
COHa U ToyHOTO Kputepus duinepa onpeneneHa 3HA4UMOCTD BIUAHUA [’A Ha HEBPOJIOTUYECKUI CTATyC
peOeHKa B HEOHATAIBHOM IMIEPHOJIE, U BBISIBICHBI HEOIArONpUATHBIC OTAAJIEHHBIE HEBPOIOTMYECKUE HC-
XOJIbl y JIETEH C MepeHECEHHON TpaH3uTopHOM I'A.

OmnpeneneHbl paHHUE KIMHUKO-Ta00paTopHble MposiBiieHUs: ocHOBHBIX rpyni HBO, conpoBoxna-
foumxcst A npu HeoHaraabHOHM Gopme MaHUpecTaIHH.

Ha ocHOBaHMYM MOMYyYEHHBIX JAHHBIX Pa3pa0dOTaHbl M BHEAPEHBI B KIMHUYECKYIO MPAKTHKY ajro-
puT™ panHel nuddepeHnnanbHON AMarHOCTUKY 3a00€BaHNH, aCCOLMMPOBAHHBIX ¢ ['A 'y HOBOPOXKICH-
HBIX U TaKTHUKA BEACHUS IeTell ¢ HeoHaTaILHOU [A.

[ToaroToBieHsl METOANYECKUE PEKOMEHIAINH 110 JUATHOCTUKE U BEIECHUIO HOBOPOXIECHHBIX Jie-
TEU ¢ TUIIEPAMMOHMEMUEN PA3IIMYHON ITUOJIOTHUHU JUIsl IIPAKTUKYIOLIUX BpA4Yeil.

[Ipumenenne pa3pabOTaHHBIX aNTOPUTMOB B KIMHUYECKOW MPAKTUKE MO3BOJIUT CBOCBPEMEHHO
NPOBOAMTH JU(PepeHINATBHYIO JUATHOCTUKY MEXK Y 3a00JIeBaHUSIMHE, accolnupoBaHHbIMHU ¢ ['A, obec-
MEYUT BO3MOXKHOCTh PaHHEro Havaja MaTOreHeTUYEeCKOM Tepanuu B 3aBUCUMOCTH OT 3THOJIOTHH 3a00-
JIEBaHUS, a TAK)KE ONPENEIUT TAKTUKY BEIECHUS HOBOPOXKAECHHBIX ¢ T'A.

MeTon0/10rusi 1 METOABI MCCIETOBAHUS

MeTomonorn4eckoil OCHOBOH JJIsl IPOBECHUS HACTOSIIETO MUCCIEAOBAHMS CTAIN PabOTHI 3apy-
OEXHBIX M OTEUECTBEHHBIX aBTOPOB I10 JaHHOU TeMe uccienoBanust. O0beKTOM UCCIIeI0BaHHS SIBIISTHCh
JIOHOIIIEHHBIE U HEJOHOIIEHHbIE HOBOPOK/ICHHBIE C TMIIEpAMMOHMEMHUEN Pa3nuuHON sTHonoruu. Ilpn
MIPOBEICHUH UCCIIC0OBAHMS UCTIOIb30BaHbl KIIMHUKO-aHAMHECTHYECKHUE, JTa00PaTOPHO-UHCTPYMEHTAITb-
HbIE METOJbl. B mccnenoBanue ObLTO BKIIIOUEHO 157 HOBOPOXIEHHBIX C JUAarHoctupoBaHHou ['A, B
rpymniy cpaBHeHHs B 3aaue Ne 2 6bu10 BKIHOUeHO 50 HOBOpoXAeHHBIX 0e3 ['A, B rpynimy cpaBHEHHS B
3amade Ne 4 ObLI0 BKIIFOUEHO 19 neteid ¢ mianeHdeckoi u nmo3aHent popmoit manudecranun HBO. O6-
paboTKa pe3yabTaToOB OCYLIECTBISIIACH C TIOMOLIBIO0 METO/I0B MAaTEMAaTHYECKON CTATUCTHKU. CTaTUCTH-
yeckas 00paboTKa JaHHBIX BBIMOJIHEHA ¢ MOMOIbIo porpammel IBM SPSS Statistics v.26.0. momy4en-
HBIE pE3yJIbTaThl CUCTEMAaTHU3UPOBAHbI, U3JI0KEHBI B IJ1aBax cOOCTBEHHbIX HccienoBanuit. Chopmynu-
POBaHbI BBIBO/IbI, IPAKTUUECKUE PEKOMEHIAIUH.

JlaHHOE KIIMHWYECKOe UccieoBanue Obu1o o00peHo Komuccueit mo aTuke OnoMeTMIMHCKUX HCCIie-
noBaHui (rmpotokosoM Ne 3 ot 13 anpens 2023 rona), yreepxkaeHo B PI'BY «HMULL AI'TI um. akanemuka
B. 1. KynakoBa» Munszapasa Poccun Ha YueHnoM cosere 30 mast 2023 roza (mpotokosom Ne 3).
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OcHoOBHBIE 110J10KeHNS, BBIHOCHMbIE Ha 3aLUTY

1. Pa3Butue Tpan3utopHoii ['A y HOBOPOX/IEHHBIX JIeTel MOXKET OBITh CBA3aHO KaK C paHee ONUCaH-
HBIMH, TaK ¥ C HEOITMCAHHBIMU MEPUHATAIBHBIMU (PAKTOPAMH, CPEI KOTOPBIX: MEPCUCTUPYIOIIAS JIEro4-
Hasl TUIIEPTEH3Us], BHYTPHXKEIYI0YKOBOE KPOBOU3IMSHUE 2-3-11 CTENEHH, IEPUHATAIbHBIN UILIEMUYECKUN
MHCYJIBT, BPOXKICHHBIA TUIEPUHCYIUHU3M M BPOXKJICHHAS KapIuoMHoONaTHs. B OOJbIIMHCTBE CiydacB
TPaH3UTOpPHAsI TUIIEPAMMOHHUEMHS y HOBOPOXKIEHHBIX SIBIISETCS MOJIMITHOJIOTUYECKHMM COCTOSTHUEM
(88%). YacToTa pa3BUTHS TPAaH3UTOPHOU [’A y JOHOIIEHHBIX HOBOPOXKIEHHBIX, IEPEHECIINX CPETHETSAKE-
JYI0 M TSDKENYI0 ac(UKCHIO MPU POXKAESHUU M MOTPEOOBABIINX MPOBEICHHS TEPANEBTUYECKON THUIIOTEp-
Mmum, coctaBmia 35,8%, y GonpimHcTBa U3 HUX (86%) MaHu(ecTalys oTMedanach B niepBbie 24 daca
XKU3HU. B criekTpe HEBPOJIOIMUYECKMX CHMITOMOB Y HOBOPOXAEHHBIX C I’A MO CpaBHEHUIO C Tpynnoin
cpaBHeHUs JocTOBepHO yatie (p < 0,05) oTMeuanoch BhIpaKEHHOE CHIXKEHUE UITH OTCYTCTBUE JIBUTATEIb-
Hoii aktuBHOCTH (O = 1,57) 1 yruerenue 6e3ycinoBHO-pedrexroproii nestensHocTr (O = 5,0), 3Ha-
gumMo yauie (p < 0,05) BbIBISIMCH OTJAJIEHHBIE HEBPOJIOTMYECKHE HApYIIEHUS B BUJIE IIPU3HAKOB MaHy-
anbHOM qucnipakcuu (OLL = 9,9) u 3anepxku pazsutus 3xcnpeccuBHor peun (OLLI = 16,2).

2. PaHHMMU NpU3HAKaMH HACJIEICTBEHHBIX OoJie3Hel 0OMeHa, aCCOIMMPOBAHHBIX C TUIIEPAMMO-
Huemuel, aBisatoTcs cuaapoM yraerenus [IHC, HapymieHne BckapMiIMBaHUS WM CPBITMBAHUS B COYE-
TaHUU: a) C PAHHUM Pa3BUTHEM JbIXaTEJIbHOM HEJOCTAaTOYHOCTH, IPU3HAKAMHU PECIMPATOPHOIO ajKa-
J103a U U3MEHEHUSMHU B CHEKTPE aMUHOKHUCIIOT U allUJIKAaPHUTUHOB B KPOBU U CIEKTPE OpraHUYECKUX
KHCJIOT B MOY€ C BepOATHOCTBIO 56% 1 73,5% cOOTBETCTBEHHO — [t 3a00JI€BaHNI M3 TPYIIIIbI HAapyIle-
HUH LMKJIa MOYEBUHBI; 0) C METAOOIIMYECKUM JIAKTaT-alli030M, HAIMYMEM KETOHOBBIX TeNl B MOYE U
crienn(pUIEeCKUM 3araxoM oT peOeHKa, HAIMYMEeM U3MEHEHUH B CIIEKTPE aMUHOKHUCIIOT B KPOBHU U CIIEK-
Tpe OPraHMYECKUX KHCIOT B MOYE — /7151 3a00JIEBaHUM U3 TPYMIIBI OPraHMUECKUX alluypHii; B) ¢ Hapy-
IICHUEM pPUTMa CEpALla/aCHCTOIHMEH, CMEIIAaHHBIM JIAKTaT-aI[l/1030M, TUIIOKETOTHYECKOW THITOTIIHKe-
MUEH, TOBBIIIEHUEM TPAHCAMHUHA3 U KpeaTHH(POCPOKUHAZEI U U3MEHEHUSIMH B CIIEKTPE aMHUHOKHUCIIOT U
AIIMIIKAPHUTHHOB B KPOBHU — JUIs 3a00JI€BaHUN U3 TPYIIIBI Je(PEKTOB MUTOXOHIPHAIBHOTO [3-OKHCICHHS
KUPHBIX KHCIIOT; T) CO CTOMKUM METa0OIMYECKUM allu030M, JaKTaTeMHel U Hecenn(pUIHbBIMUA H3Me-
HEHUSIMU B CIIEKTPE AMUHOKHUCIIOT U ALMJIKAPHUTUHOB B KPOBH U CIIEKTPE OPraHUUYECKHUX KUCIIOT B MOUE
— JUTSI MUTOXOHPUAIBHBIX 3a00JIeBaHHIA.

3.V nereil ¢ HeoHaTanbHOU (opMON MaHU(ECTAMN HEJOCTATOYHOCTH OPHUTHUHTpaHCKapOaMu-
Ja3bl B CIIEKTPE KIIMHUYECKUX MPOSBICHUN MPpeobiagany KU3HEYTPOKAIOIIIEe HEBPOJIOTMYECKUE HApy-
wenust: cynoporu (OIII = 3,4) u koma (O =30) B coueTaHuu ¢ pa3BUTHUEM CHUHIPOMA MOJUOPTaHHOM
Henpocratounoctu (OILL = 5,4) u Beicokas yacTora ietanbHbIX ucxonoB (Ol = 8,8). V nereit ¢ MnaneH-
YeCKOM U mo3Hel Gpopmoil MaHM(ecTalnu B CIIEKTPe KIMHUYECKUX MPOSBICHUN Tpeoliagany HexXu3-
HEYIPOXKaIOIEe HEBPOJIOTMUECKHE HAPYLIEHHs] B COUETAHUU C [1aTOJIOTHEN ITEYEHH.

CreneHb JOCTOBEPHOCTH U anipodanus pe3yJbTATOB HCCJIe0BAHUSA

JI0CTOBEPHOCTD pe3yabTaTOB AAHHOI'O MCCIIENOBAHUS MOATBEPHKAAECTCA KOIMUECTBOM NAI[MEHTOB,
BKIJIFOYCHHBIX B HcclieoBaHue (226), UCMONB30BAaHUEM BBICOKOTEXHOJIIOTUYHBIX METOMIOB JIA00paTOPHOI
Y UHCTPYMEHTAJIbHOW JUarHOCTHKH, B TOM YHUCIIE MOJIEKYISIPHO-TEHETUYECKUX METO0B UCCIIEJOBAHNUS,
a TaK’Ke COBPEMEHHBIMH METOAAMHU CTaTUCTUYECKOI 00pabOTKH JaHHBIX.

OcCHOBHBIE Pe3yJIbTaThl UCCIIE0BAHMS, IPOBEACHHOTO B paMKaxX JIaHHOHW JHccepTanuu, ObLTH J10-
noxensl 1 npeacrasiensl Ha XIV, XV, XVI u XVII Bcepoccuiickux o0pa3oBaTelbHbIX KOHTPECCax
«AHecTe3us U peaHuMalus B akyllepcTBe U HeoHarosnorun» (Mocksa, 2021, 2022, 2023, 2024), Ha 11
Bcepoccuiickom HayduHO-00pa3oBaTenbHOM KoHrpecce «IIpaBo Ha »xku3Hb» (Mocksa, 2023), na IX Moc-
koBcKoM ['opoackoM Cresfie meauaTpoB ¢ MEKPETMOHAIBHBIM U MEXIyHAPOIHBIM y4yacTueM « [pyaHbIit
nuartos B neauarpum» (Mocksa, 2023).

Arnpobanusi paboThI IPOBE/ICHA Ha 3aceJaHUU alpoOAIIMOHHONW KOMHUCCUN MHCTUTYTA HEOHATOJIO-
ruu 1 neauarpun ®I'bY «HMMUL AT'TI um. ak. B. U. Kynakoa» Munsapasa Poccun. IIporokon 3ace-
JaHus anpoOallMOHHON KOMUCCHM MHCTUTYTa HeoHatosnoruu u neguarpuu ®I'BY « HMULL AT'TI um. ak.
B. U. Kynakoa» M3 P® Ne 3 ot 28 mas 2024 .

JInunblii BkJaa aBropa. VccnenoBanue ObIJIO OPraHW30BaHO M MPOBEICHO aBTOPOM, KOTOPBIN
JMYHO MPUHUMAJ y4acTHE B JI€4eOHO-AUArHOCTHUECKUX MEPOTIPUATHSX, COOMPA IEpBUYHbIE KITMHUKO-
nabopaTopHbIe JaHHbIE, AaHATU3UPOBAJI U HHTEPIIPETUPOBAI MOJTYUYSHHbIE pe3yabTaThl. B pamkax uccie-
JIOBaHMsI ObUTN MPOBEIEHBI PETPOCIIEKTUBHBINA aHATN3 METUIIMHCKONW TOKYMEHTAMN U POCIEKTUBHOE
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MCCIICIOBAHUE B COOTBETCTBUH C 3aIUTAHUPOBAHHBIM TUIAHOM OOCIIEIOBAaHMS M HAOMIONEHUS 32 JETbMU.
ABTOp JIMYHO MPUHUMAJ yyacTue B 00CIeJOBaHUH U JICUCHUH JIETEeH, BKIIOUEHHBIX B HccienoBaHue. B
IIEJIOM, ABTOP BBIMOJIHUII MTOJTHBIA KOMIUIEKC pabOT, CBA3aHHBIX C OpraHU3aliel U IpoBeICHHEM UCCIie-
JIOBaHUsI, BKJIIOYAsl ONpeieNieHHe 1eJiei 1 3a/1a4, pa3paboTKy au3aiiHa, cOop JaHHBIX, aHATU3 U UHTEp-
IIPETALNIO PE3YIBTATOB.

BHeapenne pe3yabTaroB Hcciae10BaHMs B MPAKTHKY. [lomyyeHHbIe pe3yabTaTbl HAyYHO-UCCIIEN0-
BaTeNIbCKOM paboThl ObUIM BHEAPEHBI B KIMHUYECKYIO NMPAKTUKy MHCTHTYTa HEOHATOJIOTUH U TEAUATPUN
OI'bY «<HMUILL AT'TI um. akanemuka B. . KynakoBa» Munsnpasa Poccun u oTaeneHust peaHuMaluuu 1
MHTEHCUBHOW Tepanuu HoBopoxieHHbIX I BY Pecnyonmuku [larectan «PIIL um. OmapoBa C.-M.A.».

CooTBeTcTBHE 1M CCEPTANMY NACIIOPTY HAYYHOH CIIelaIbHOCTH. J{rccepTallioHHOE HCCIeno0-
BaHHE COOTBETCTBYET MAcopTy HayyHoH criermanbHoctd 3.1.21. [leauatpust; popmyne cnenuaabHOCTH
— 0051acTh KIIMHUYECKOM MEIUIIMHBL, H3ydalonias 3710pOBbe peOCHKa B MPOLIECCE €ro pa3BUTHS, (HU3UO-
JIOTHIO U MATOJIOTHIO IETCKOTO BO3pAcTa, a TakKe pa3paboTKy METOAOB AUArHOCTHKH, MPOQUIAKTUKY U
JIeYeHUs JeTCKUX Oose3Hel. Pe3ynabraTel nCCiieIoBaHHUsI COOTBETCTBYIOT OOIACTSIM MCCIIEIOBaHUS CIIe-
[IUAJILHOCTH, @ UIMEHHO 1. 3 — ()U3MOJIOTHS U MATOJIOTHUS JIeTel Iepruoaa HOBOPOXKACHHOCTH, PAHHETO,
JOLIKOJIBHOTO M IIKOJIBHOTO BO3PACTa; I1. 5 — KIIMHUKA, TMarHOCTUKA U JIEYEHNUE BPOXKIECHHBIX U HACIE-
CTBEHHBIX 00JIe3HEH; 1. 6 — BHyTpeHHUE OOJIE3HU Y JAeTeHl.

IIy6aukanuu no teme quccepraumu. [lo reme auccepranuu onyOIUKOBaHO 7 EYaTHBIX PadoT,
B TOM uncie 1 crathsi 0030pHasi, HHACKCHpYyeMasl B MEXIIyHapOAHOH 06a3e Scopus; 6 HayyHBIX cTarei,
OTpa’kKarollue OCHOBHBIC PE3YNbTAaThl IUCCEPTAIIMU: 2 CTAaTbU OMYOJIMKOBAHBI B KYpHAJE, BKIIOYCHHOM
B IIEPEUYEHb PELEH3UPYEMBIX HAYyUHBIX M3JaHul, pekoMeH1oBaHHbIX BAK npu MunucrepcTse Hayku u
BbIcIIero oopa3oBanus Poccuiickoit @enepanuu A myOIUKaIli OCHOBHBIX HAYYHBIX PE3YyJIbTaToB JIUC-
CepTallMOHHBIX UCCIIEOBaHUH U 4 CTaThU B U3IAHUSIX, MHACKCUPYEMBIX B MEKIyHapOIHOHI 6a3e Scopus.

CrpykTtypa n 00bem auccepranmnu. J(ucceprauus nznoxena Ha 180 cTpaHuLiax, COCTOUT U3 BBE-
JIEHMs1, YETBIPEX IVIaB, BBIBOAOB, IPAKTUUECKUX PEKOMEHAALINMN, yKa3aTelsl JUTEPaTypbl, BKIIOYAIOIIETO
133 ucroynuka, u3 HUX 18 oTeyecTBeHHBIX U 115 3apyOeKHBIX HCTOUHUKOB. PaboTa mimmocTpupoBaHa
33 pucyHkamu u 23 TabIuIamu.

OCHOBHOE COAEP)KAHME PABOTbI
O030p JuTEpaTYpHI

B 00630pe npencraBieHs! 6 pa3zenos, BKIIOYAONINX BCECTOPOHHHUI aHAIM3 OTEUECTBEHHOM U 3apy-
Oe)XHOHU JIUTEepaTyphl MO acreKTaM 3a00JIeBaHUM, acCOIMUPOBAHHBIX C MOBBIIICHUEM YPOBHS aMMHaKa B
KPOBH Y JIeTeil M B3pOCibIX. B 3THX pa3zienax mpou3BeAeHO JeTalbHOE ONHMCaHWe 0COOEHHOCTEH MeTabo-
JM3Ma aMMHaKa B OpraHu3Me, IPUYMH TPAH3UTOPHOTO MOBBIIICHUS YPOBHS aMMHAKa U T€HETHUECKU-00Y-
CJIOBJICHHBIX 3200JIeBaHHI, aCCOLMUPOBAHHBIX C THIIEPAMMOHUEMHUEN U UX KIIMHUKO-Ta00paTOPHBIX Xapak-
TepucTHK. [IpencraBneHs MexaHU3MBbI TATOTeHE3a THIIEpaMMOHUEMIH, JIAOOPATOPHBIE METOBI ONpeesie-
HHS YPOBHS aMMHaKa B KPOBH, a TAKKe IIUPOKUI CHIEKTP 00CIIeIOBaHNH, TPUMEHSEMBIX TP AUATHOCTUKE
HacJIeACTBeHHBIX Oosie3Hel oOMeHa BeriecTB. [IpoBeneHo neTanbHOe OMMcaHKe MPUHLIMIIOB MeTaboye-
CKO KOPPEKIMH THIIEPAMMOHHUEMHH B 3aBUCUMOCTH OT 3THOJIOTUH JAHHOT'O COCTOSIHUSL.

Martepuanbl M1 METOABI HCCJIEI0BAHUS

Pa6ora Beimonnena B ®I'bY «HMULL AT'TI um. B. 1. KymnakoBa» Munzapasa Poccun (nupexrop
—axkanemuk PAH, 1. m. H., npodeccop Cyxux I'. T.). HaGnronenue nereii ¢ TpaH3UTOPHOM HEOHATATBHOM
rUIepaMMOHMEMUEH U feTelt ¢ HeoHaTanbHOU (popmoit manudecrarmu HBO ocymiectBisinocs B oTxe-
neHuax VHCTUTyTa HEOHATOJIOTUH U MEIUaTpUH (IUPEKTOp MHCTUTYTa 1. M. H., podeccop 3yOKkoB
B. B.). B uccrnenoBanue BKIIOUYEHHI I€TU ¢ HeoHaTanbHOU hopmoit manudectarmu HBO u3 apyrux pe-
T'MOHOB M cy0bekToB Poccuiickoit @enepaninu, IMarHOCTHKA U JICUeHHE NAllMEHTOB MPOBOMIIACH O Ka-
HATy TEJIEMETUITMHCKUX KOHCYJIbTAllUi, KaTAMHECTHUECKOE HAOIOICHHE IETEH C IMepEeHECEeHHON TpaH-
suropHoii I'A u nereii ¢ HBO ocyiectisuiocs B oTaene neauatpun MHCTUTYTAa HEOHATONOT MM U TIEAN-
aTpuM (3aBEIYIOLINIA OT/IENIOM — 1. M. H., mpoeccop Jertsapesa A. B.), uccinenoBanue crieKTpa aMMHO-
KHUCJIOT M AIWJIKAPHUTUHOB B KPOBH OCYIIECTBISUIOCH B KIMHHMKO-JAMArHOCTUYECKON J1abopaTopuu
OI'bY «HMUIL AI'TI um. B. U. KynakoBa» (3aBenyrommii 1aboparopueit a. M. H. MBanen T. }0.) u B
naboparopun HacleICTBEHHBIX Oose3Helt oomeHa BemectB PIBHY «Meauko-reHeTHUeCKUi HayYHBIHA
neHTp umenu akagemuka H.IT. boukoBay (3aBemyrouuii mabopatopueii 1. M. H. 3axaposa E. 10.), Ha 6aze
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JTaHHOM TabOpaTOPHH TAaK)Ke MPOBOJMIOCH UCCIIEOBAHUE CIIEKTPa OPraHMUECKUX KHCIOT B Moue. Mo-
JEKYJISIPHO-TeHETUYECKHUE METO/IbI UCCIIEIOBAHUS OCYIIECTBIISUIMCH HAa 0a3e MHCTUTYTa PENPOSYKTHUB-
Hoil reHeTukn PI'BY «HMMULL AI'TI um. B. M. Kynakoa» Munsnpasa Poccun (qupekTop HHCTUTYTa
1. 6. H., uneH-koppecnonieHT PAH Tpodumon . }O.) u B nabopaTopuu Haciae1CTBEHHBIX 0oJe3Hei 00-
MeHa Bewects PI'bHY «Menuko-renetndyeckuil Hay4Hbld HeHTp uMeHH akagemuka H.II. boukoBay.

Kpumepuu exnouenus 6 uccnedosanue: 1) TOHOIIEHHBIE W HEAOHOUICHHBIE HOBOPOXKACHHBIE C
TPaH3UTOPHON IMIIEpaMMOHMEMHUEN; 2) HOBOPOKIECHHBIE C TOATBEPKACHHBIMHI, HA OCHOBAaHUHU MOJIEKY-
JSIPHO-TEHETUYECKOr0 00CeI0BaHuUs, HACIEICTBEHHBIMU O0JIE3HSIMU OOMEHA BEIIECTB, COIPOBOXKIAI0-
IIMMUCS THIIEpaMMOHHUEMUEH; 3) HHPOPMHUPOBAHHOE COTTIACHE 3aKOHHBIX NPECTaBUTENCH NalMeHTa Ha
ydacTue B UCCIIEA0BAHNN.

Kpumepuu uckmouenus u3z uccnedosanus: 1) 1eTu ¢ TSHKETBIMU COUETAaHHBIMH ITOPOKAMHU Pa3BH-
THUSI, HECCOBMECTUMBIMH C KHU3HBIO, A€TH ¢ Topokamu pa3Butus [IHC, XxpoMOCOMHBIMU NTATOJIOTUSMU;
2) HEJOCTATOYHOE KOJIMYECTBO JAHHBIX /IS aHAJIN3a;

Jlia penieHus epBoOy 3aauu MPOBEACHO PETPOCHEKTUBHOE MCCIIEN0BAHUE CEPUU KIMHUUECKUX
Habmonenuit ¢ 2016 roma mo 2023 roz. B xone uccnenoBanus ObLT MPOBEACH aHAIM3 UCTOPHIA OONIE3HU
112 HOBOPOXJEHHBIX PA3IMYHOrO recTarMoHHOro Bo3pacta (I'B) ¢ moaTBep:kI€HHON TPaH3UTOPHOM
I'A. YuuTtsiBas oTinume peepeHCHbIX HHTEPBAJIOB YPOBHS aMMHUaKa B KpOBHU y JieTeit paznuunoro ['B,
BCE HCCIelyeMble MallMeHThI pa3/iesieHbl Ha Be rpynmsl: | rpynma (n = 87) Bkitoyana B ce0s TOHOIIEH-
HBIX (n = 78) ¥ MO3JHUX HEJOHOIICHHBIX HOBOPOXIEHHBIX (n = 9), Bo Il rpymmy (n = 25) ObUIH BKITIO-
yeHbl HeoHomeHHble ['B 23-33 nenenu. Y Beex aereit Obun onpeiesieHbl CPOKU MaHU(pECTAluH U U~
TenbHOCTh ['A, a Takke MpOBEIEH aHaJN3 CTPYKTYpPbI 3a00JIeBaHUM, aCCOUMUPOBAHHBIX C Pa3BUTHEM
nanHoro cocrostaud. Jletn ¢ HBO Obutn HCKITIOYEHBI U3 BEIOOPKH MIPU PELICHUH TaHHOU 3a1a4H.

Jlia pemieHust BTOpo# 3a/1a4ul IPOBEAEHO MPOCHEKTUBHO-PETPOCIIEKTUBHOE MCCIEIOBAHUE «CIIY-
qaif — koHTpoJb» ¢ 2016 roga no 2023 roa. B qanHoe uccie0BaHNue BKIIIOUEHO 78 JOHOIIEHHBIX HOBO-
POXIEHHBIX C IEPEHECEHHOW CPEHETSIKENION U TsDKeNOoH acukcueil, moTpeOoBaBIINX TPOBEACHUS Te-
paneBTHUecKoi runotepMun. Onpezensiaach 4acTOTa BCTPEYaEMOCTH TpaH3UTOpHOH ['A cpenu naHHOM
IpyNIbl NAUEHTOB, 3aBUCUMOCTb YPOBHS aMMHAaKa B KPOBU OT CTENEHHU T'MIIOKCUYECKU-UIIEMUYECKON
sauedanonatuu ('MNI), 0cOOEHHOCTH KIMHUKO-Ta00pAaTOPHBIX U UHCTPYMEHTAIBHBIX MPOSIBICHUH 3a-
OoJsieBaHUS B 3aBUCUMOCTH OT Haluuus 1 oTcyTcTBUs ['A, a Takxke ucxon 3abonesanus. [Ipoananusupo-
BaH CHEKTP OTAAJEHHBIX HEBPOJIOTUYECKUX UCXOJ0B Y JOHOLIEHHBIX HOBOPOXK/IEHHBIX C [IEPEHECEHHOMN
acukcueil B couetannu ¢ ['A B Bo3pacTe 110 IBYX JIET.

[Mockonbky HOBOpOoXxkAeHHBIE ¢ [ 1D 2 1 11D 3 He MOTYT OBITH COMIOCTABUMBI 10 TSHXKECTH KIIMHU-
YECKOT'0 COCTOSIHUS U TSKECTH MOPa)KEeHHsI TOJIOBHOT'O MO3Ta, JA€TH ObUIM pa3/ielieHbl Ha 2 IPyMIbl, a B
3aBHCUMOCTH OT HAJHMYUS TUIIEPAaMMOHUEMHH KaXKAas rpymra Obuia pasjeneHa Ha 2 MOArpynmbl: 1-s
rpynmna — 63 pedenka ¢ ['MD 2-i1 crenenu: la noarpynmna — 39 nereit 6e3 runepaMmoHueMuu, 16 mos-
rpynmna — 24 pebeHka ¢ runepaMMoHueMueii; 2-a rpynna — 15 nereii c 'O 3-i crenenn: 2a moarpymnmna
— 11 nereit 6e3 runepammonueMun, 20 noarpynmna — 4 pedeHka ¢ runepamMmmonuemueii. IlanuenTs! u3
pa3HBIX NOATPYNH OBUIM CONOCTaBUMBI IO YaCTOTE CTPYKTYpHBIX nopaxenuid [ITHC u TspkecTH comyt-
CTBYIOLIMX 3a00JI€BaHUI.

Jlia penieHust TpeTbel 3a1a4y IPOBEACHO PETPOCIEKTUBHOE UCCIIEJOBAHUE CEPUN KIIMHUYECKUX
Habmonenuit 45 nereii ¢ 2012 mo 2023 rr. ¢ HeoHaranbHOM Manudectanueir HbO, accoummupoBaHHBIX C
I'A. TIpoBomMIIOCH M3y4YE€HUE PAaHHUX KIIMHUKO-TA00paTOPHBIX MPOSBICHUHN 3a00/IeBaHUNA U3 pa3IHUHBIX
rpynn HBO, accounupoBansbix ¢ I'A. B uccienoBanue BKIIOUEHBI IETH ¢ HanboJee 4acTo BCTpeyaro-
IIMMUCS B TOMYJISAUH 3a00JI€BaHUSAMU, TPYTIIUPYIOMIUMUCS 110 MTATOT€HETHYECKOMY IPU3HAKY.

Jlist pelieHre 4eTBepTON 3aau IPOBEACH PETPOCIIEKTUBHBIN CPABHUTEIbHBIN aHAIN3 KIIMHUKO-
nmabopaTOPHBIX MPOSBICHUH y JeTell ¢ HeoHaTtanbHOU (< 28 cyTok *ku3HHU) (n = 18) u Gonee mo3THUMHU
(> 6 mecseB) (n = 19) bopmamu manudecranuu 3a0oneBaHus (MIaJeHYECKas U O3THSS hopMa MaHU-
¢dectanmun) U3 rpynnsl HapymeHus nukia MoueBUHbI (HLIM) — He1oCcTaT0OYHOCThI0 OPHUTHUH-TPAHCKAP-
O6aMuIassl.

C y4eToM oCTaBIIEHHOM 11€JIN UCCIIEI0BaHMs B paMKax ISTOU 3a/1a4i, Ha OCHOBaHUM IOJIYUYEHHBIX
Pe3yJIbTaToB, ObUT ONITUMHU3UPOBAH ANTOPUTM AU (HepeHIInaTbHON AMArHOCTUKY 3a00JIeBaHHA, aCCOIIH-
MPOBaHHBIX C HEOHATAJILHOW TUIIEPaMMOHUEMHEH, a TakKe pa3padoTaHa U BHEJpPEHA B KIMHUYECKYIO
IIPAKTUKY TAKTHUKA BEJAECHHSI HOBOPOKIEHHBIX C JAHHBIM COCTOSTHUEM.
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[IpoBonuics aHanM3 KIMHUKO-aHAMHECTHYECKUX IaHHBIX, KOTOPBIH BKIIOYAN B CEOS: MCXOJ
NpebIIYIINX OepeMEHHOCTEH, TeCTAallHOHHBIN BO3paCT, Macca MpHU POXKIAECHUH, OLICHKY 110 ATIrap, CPOKH
MaHH(ecTaM1 U MPOJODKUTEIIEHOCTh THIIEPAMMOHMEMHUH, CIIEKTP COIYyTCTBYIOIIEH NepuHaTaIbHON
[IaTOJIOTUH, NPOBOAMJIACH OIIEHKA HEBPOJOTMYECKOTO CTAaTyca y HOBOPOXKACHHBIX M y JAETEd B Ka-
TaMHe3€e, ONPE/IEeICHbI UCXObI 3a00JIeBaHUS.

HccnenoBanue ypoBHsl aMMHUaKa B KPOBH IPOBOAMIIOCH HA aBTOMAaTHYECKOM OMOXUMHUYECKOM aHa-
mu3atope BA-400 (Biosystems, VMcnanusi) ¢ ucnonp3oBaHnueM Habopa peareHToB S/17660 Ammonia
Ultra (Sentinel, Mtamus).

B ananu3 nabopaTopHBIX TaHHBIX OBLIM BKIIOUEHBI: UCCIIEOBAHUE KUCIOTHO-OCHOBHOTO U I'a30-
BOTO COCTaBa KpPOBHU, KIIMHUYECKUH, OMOXMMHUYECKHI aHAJIM3 KPOBH, a TaKXKe IMOKa3aTeNd Koaryo-
rpaMMBbl; KIMHUYECKUH aHalu3 MOYM. /laHHbBIe UcCle10BaHHs POBOJMINCH B MOMEHT BBISIBJICHUS THU-
IIEpaMMOHHUEMUH, Jajlee IPU HAIMYMU NoKa3aHui. Pacmmpennas nuarnoctuka Ha HBO Britouana B
ce0s1 aHaJIM3 CIIEKTpa aMHUHOKHUCIIOT U allWIKAPHUTHHOB B KPOBH METOOM TaHIAEMHOM Macc-CHEKTpO-
METPUH M aHAJIU3 OPTaHMYECKUX KHCIOT B MOUE METOAOM T'a30BOM Xpomarorpaduu-macc-crieKTpoMeT-
PHH.

IIpn Hammuuu I'A BceM AETSIM MPOBOIUIIOCH MOJIEKYJIIPHO-TEHETUUECKOE MCCIIEI0BAaHUE Ha Ia-
Henb HBO win BBICOKONPOM3BOANUTENBHOE MapaiuienbHoe cekBeHupoBanue JIHK HoBoro noxoseHus
(NGS). I'A pacueHeHa Kak TpaH3UTOpPHAsi HA OCHOBAaHMM OTPULIATEIbHBIX PE3YJIHTATOB JTONOJHUTEIND-
HOTro 00CIJIeZIOBaHUS M HOPMAJIM3AIIMH YPOBHS aMMHUaKa B KPOBH B TUHAMUKE.

NHucTpyMeHTaIbHBIE METOIBI OOCIIEIOBAaHMS BKIIIOUATIH B ce0s: yIbTPa3BYKOBOE 0OCIeIOBaHUE
(nefipoconorpadus ¢ nommiaepoMerpuei, 3Xxokapauorpadus, yabTpa3ByKOBOE MCCIEIOBAHUE OPraHOB
OpIOIIHOM MOJIOCTH U MOYEK); SIEKTPOKApAHOTrpaduIo; aMIUIUTY THO-UHTETPUPOBAHHYIO 3JIEKTPOIHIIE-
¢anorpaduio; MHOTOKaHAIBHYIO 3JIEKTpOdHIIe]aIorpaduio; MarHUTHO-PE30HAHCHYIO TOMOTpaduio ¢
MYJIbTUBOKCEIBbHON MP-criekprockomnuen.

CraTucTH4ecKHe MeTOAbI HCCJIeJOBAHNUS

CBenieHHs O KaXKIOM IMalueHTe ObUIM BHECEHBI B 0a3y JaHHBIX HA MEPCOHAJIBHOM KOMIIBIOTEDE,
BBITIOJIHEHHYIO B CTaHJapTHOH (opme mporpammuoro npuioxenus Excel (Bepcus: Microsoft Office
Excel 2018). Ananu3 qaHHBIX MPOBOIMIICA HA MEPCOHATBHOM KOMITBIOTEPE C MCIOIb30BAHUEM DJICK-
TpoHHBIX Tabmui «Microsoft Excel» u mporpammubix koMmriuiekcoB «Statistica for Windows» v. 7.0,
StatSoft Inc. (CIIA) u SPSS v.26.0. Pa3zmep Boi6opku myist 3agad Ne2 u No4 onpenensuiuch ¢ mpuMeHe-
HUeM nporpammsl Statistica 10, 1 OblTO cenaHo 3aKiIoYeHne: 00beM BBIOOPKH TOCTATOUYEH IS peliie-
HUS [TOCTaBJICHHBIX 3a/1a4. Bce mosryueHHbIe KOJTMYECTBEHHBIE Pe3yJIbTaThl MPOLLTH 00paboTKy C MOMO-
IIbI0 METO/A BapUALIMOHHOW CTaTUCTUKU. OnMcaTeabHble CTATUCTUKU JIUIsl KATETOPUANIbHBIX NIEPEMEH-
HBIX TIPEJCTABIICHBI B BUJE a0COMOTHOM (abc.) n oTHOCUTENbHOU yacToT (%). IIpu HopManpHOM pac-
NpeJesIeHNH KOJMYECTBEHHOM MEepeMEHHON BBIYMCISUTN cpeaHee apudmerndeckoe (M), craHmapTHOeE
otksioHeHue (SD), 95%-i1 noBepurenpHblii nuTEpBai ([M). IIpn HeHOpMaIbHOM pacnpeneeHuu KOJIn-
YECTBEHHBIX NMEPEMEHHBIX U KaKAOTr0o IMapamMerpa BBIYUCISUTN Meauany (Me) U MHTepKBapTUIIbHBIN
pazmax (IQR) 25-75 nepuentuns [LQ — UQ)].

[IpoBepka KOIMYECTBEHHBIX JaHHBIX HA HOPMAJILHOCTD paclpelesieHNsl IPOBOAMIACH C HCIIOJIb30-
BaHueM Kkpurepus Kommoropoa — CMupHoOBa ¢ nonpaskoii Jlnuedopca npu n > 50, oLeHUBATIMCH TTOKa-
3aTeJ 3KCLECCa M ACUMMETPHH, a TAKXKE IPOBOIWIICS aHAIU3 TUCTOTpaMMBbl (BU3yalIbHbIN MeTon). L7t mpu-
3HAKOB, UIMEIOLIMX HOpMalIbHOE pactpezeneHue (p > 0,05), oleHrBaIoCh paBEHCTBO TUCTIEPCUI CpaBHUBA-
€MBIX BBIOOPOK € MOMOIIBIO KpuTepust JIuBuns. [ cpaBHEHUS KOJIMUECTBEHHBIX TIEPEMEHHBIX, UMEIOLITHX
HOpPMAaJIbHOE pacIpesieieHe U paBeHCTBO aucnepeuid (p > 0,05) B kax10i U3 CpaBHUBAEMBIX I'PYIII, UC-
nosb3oBaics t-kputepuil CTbIOJIEHTa, IPU OTCYTCTBUM paBeHCTBa aucnepcuil (p < 0,05) ncnons3oBancs t-
kputepuii CTeroieHTa B Mo pukarmu Yamya. [TockosbKy pacnpeneneHie ypoBHs OOJIBIIMHCTBA HCCIEIO-
BaHHBIX MOKa3aTesel He ObUI0 HOpMaJIbHBIM, a TPYIIIOBBIC JUCIIEPCUH HE ObLIM PaBHBI, IPUMEHSITUCH Me-
TOJIbI HENIapaMEeTPUIECKON craTucTuky — U-kputepuit ManHa — YUTHH.

AHaJin3 HOMUHAJIBHBIX JTAHHBIX MPOBOJIWICS C MCHOJB30BaHUEM XHU-KBajaparta [lupcona u tou-
Horo kputepus @uiepa. Tak kak y TpyNnnupyomero 1 n3y4aeMoro (CpaBHUBa€MoOro) npu3HaKa uMe-
JMCh 2 KaTeropuH, CJIEJOBATEIbHO, MPOBOAMIICS aHAJIU3 YETHIPEXIIONBHONW TAOIUIIBI CONPSHKEHHOCTH
(2x2). Nanee olleHMBAJIOCh MUHUMAJIBHOE MPEANOIAraéMoe YHUcio, IpH 3HaYeHUsX kortoporo > 10 u



8

4JacToTa SBJICHUS B KaX101 U3 rpynn He Obl1a paBHa 0% unmu 100%, cnenoBaTenbHO, 3HAUUMOCTD OIIpe-
JeNAI1ach 110 KpUTEPUIO XU-KBajapat [InpcoHa, npu 3Ha4eHUAX MUHUMAJIBHOTO NIPEATIONAraeMoro ynucia
<10 ucnosnp30BasCs TOUHBIN KpuTepuil duiiepa, B JalbHEUILIEM IPOBOAMIACH OLIEHKa cBsi3H 1o V Kpa-
Mepa, U ObLIO ompeseneHo oTHomeHue maHcoB (95%-it JIN). CratucTu4eckn 3HAUMMBIMH CYUTAIUCH
paznuuus npu p < 0,05. MccnenoBanue cBSA3U MEXIy aHATU3UPYEMbIMH KOJIMYECTBEHHBIMH I1apaMeT-
paMM OCHOBBIBAJIIOCH HA KOPPEJSALIMOHHOM aHAJIM3€ C OINpe/ielieHneM KO3 PHUIMEHTOB KOppensuun (r)
ITupcona n CnupMeHa, a TakKe UX 3HAUMMOCTH ¢ IPUMEHEHUEM KpUTepus t.

C ucnonpizoBanueM ROC-ananu3a onpenesuinch 3aBUCUMOCTb MEXAY HAIMYMEM HEBPOJIOTUYE-
CKOTro Je(uuuTa U 3HAYEHUEM YpOBHS aMMuaka B KpoBH. KadecTBo mMozenu B 3aBucumoctd or AUC
(utomaap moj KpuBoi) omnpeaensuiocs no rpagauuu: 0,9-1,0 — ornuunoe; 0,8-0,9 — ouens xopoiiee;
0,7-0,8 —xopomee; 0,6-0,7 — cpenuee; no 0,6 — HeyoBIEeTBOpUTENBHOE. [[pOrHOCTHYECKAst 3HAUMMOCTD
HCCIIETyEeMbIX IT0Ka3aTelel OleHBaNIach Ha OCHOBE pe3yiabTaTtoB ROC-ananu3a.

Pe3ynbTaThl HCcJIeOBAHUA M HX 00CYK/ACHHE

IlepunarajbHbie (PAKTOPbI, ACCOLMMPOBAHHbIE ¢ PAa3BUTHEM TPAH3UTOPHOW I'MIIEPaMMO-
HHMEMHH Y HOBOPOKICHHBIX JieTell B 3aBUCMMOCTH OT reCTAIMOHHOI0 BO3PacTa

VY IOHOLIEHHBIX ¥ MO3JHUX HEJOHOIIEHHBIX HOBOPOXAECHHBIX (rpynna ) pasButue TpaH3uTop-
Hoit ['A ormeuanock Ha 3-u [1-7] cyTku xu3Hu (1-27-e CyTKM KU3HHU) B 3aBUCUMOCTH OT MPUYUHBI
pa3BUTHS JAaHHOTO cOCTOSHUS. B To Bpems kak mnurensbHOCTh ['A cocraBmna 3 [3—5] cyTok Ha ¢oHe
MIPOBEICHUS META0OIMUECKOM KOPPEKIMH MPU HAJIMYMY MTOKa3aHHWi, ypOBEHb aMMHaKa B KPOBU COCTa-
Bun 155 [127-201] mxmonb/n. Cpeny OMHMCaHHBIX paHee 3a00JIeBaHUH, aCCOIMMPOBAHHBIX C PA3BUTHEM
I'A ObUIM BBISBICHBL: NepuHaTanbHas achukcus B 33/87 ciydasx (38%), u3 Hux y 2 aereit Ha (oHe
npremMa IpenapaToB BaJIbIIPOEBON KUCIOTHI (2,2%); HHPHUIKMPOBAaHUE ypea3a-MpOoAyHPYIOIUMH MUK-
poopranusmamu y 19/87 nereit (22 %); HeoHaTalbHBIE CYyOPOTU PAa3JIMYHOTO TeHe3a y 53/87 mereit
(61%); octpoe moueunoe nospexaenue (OIIII) y 17/87 neteit (20%), BpoxkaeHHBIH cenicuc y 5/87 nereit
(5,7%), CIIOH y 20/87 nereii (23%). Taxxe ObIJIO OTMEUEHO TPAH3UTOPHOE MOBBIIICHUE YPOBHS aMMHU-
aka B KpoBH Ha (poHe paHee HeonncaHHbIX 3a0osieBanmii: [IJITH y 22/87 nereit (25%); BXKK 3-if crenenu
y 11/87 nereii (12,6%); nepuHaTanbHBIN HIIEMUUECKU HHCYIBT Y 7/87 nereit (8%); runorimkeMust Ha
¢done runepuncyarHu3Ma y 5/87 nereii (5,7%); BposkaeHHas kapauomuonatus y 2/87 nereit (2,2%).

PasBurue TpanzuropHoii ['A Ha ¢poHe paHee OMUCaHHBIX 3a00JI€BaHUN TIEPUHATAIEHOTO TIEpHOa
orMeyanack y 76/87 nereii (87,4%) w3 rpynmst I. V 11/87 nmereit (12,6%) u3 rpynmsl [ nmoBeimeHue
YPOBHSI aMMHUaKa B KPOBH OTMEUAJIOCh Ha (DOHE paHee HEONMCaHHbBIX 3a00JIeBaHU, KOTOPbIE MMOTCHIIU-
aJIbHO MOTYT SIBIIATHCS pUUMHON pa3BuTus I'A.

VY HeIOHOILIEHHBIX HOBOPOXAECHHBIX (rpymnmna II) passutue TpansurtopHoit I'A oTmeuanoch Ha
5-e [2,5-10,5] cyTku xu3HU (2—25-€ CyTKH )KM3HHU) B 3aBUCUMOCTH OT NPUYMHBI Pa3BUTHS JaHHOTO CO-
crosiHus. B To Bpems kak mumtensHocTh I'A coctaBuina 4 [3—7] cyTok Ha (hoHE MPOBEACHUS METa0OIH-
YeCKOM KOpPPEKLHMM NpU HAIMYUHU TOKa3aHUMl, YpPOBEHb aMMHaka B KpoBU cocTaBui 264 [192-408]
MKMOJIB/1. Cpeiu OMMCaHHBIX paHee 3a00JeBaHMid, aCCOIMMPOBAHHBIX C Pa3BUTHUEM TPaH3UTOPHOM ['A
y HEIOHOIIEHHBIX feTel Obutu BoisiBiIeHbl: DHMT y 16/25 neteii (64%); cpennetsikenast achUKCHs y
8/25 nereit (32%); nHGEKITMOHHBIA TpOIlecC, BBI3BAaHHBIN ypea3a-npoaylHPYIOIUMH MUKPOOPTaHH3-
Mamu 'y 6/25 nereii (24%); HeoHaTaJIbHBIE CyIOPOTH pa3IuyHOi 3Tnonorun y 11/25 nereit (44%); OIIIL
y 13/25 HoBOpoxIeHHBIX (52%); BpokaeHHBIH cenicuc y 9/25 nereit (36%); CIIOH y 17/25 nereii (68%).
Taxoke ObUTH BBISBIICHBI paHEe HEONHMCAaHHbBIE (DAKTOPHI, ACCOUMPOBAHHBIC C PA3BUTUEM TPAH3UTOPHOM
I'A: TUITH y 13/25 nereii (52%) u BXXK 2-3-i1 crenienu y 14/25 nereit (56%). HenoHomeHHOCTD SBIIsI-
eTcs (GaKTOpPOM pHCKa Pa3BUTHUS TPAH3UTOPHOM ['A BBy yCHIIEHHOTO KaTaboa13Ma U He3penocTu dep-
MEHTATHBHBIX CHCTEM IeueHU. TakuM 00pa3oM y BceX JeTell u3 JaHHou rpymmbl ['A Oblia acconuupo-
BaHa C paHee ONMUCAHHBIMU (haKTOPAMHU.

CrpykTypa 3a001€BaHUi, aCCOIIMMPOBAHHBIX C PA3BUTHEM TPaH3UTOPHOH ['A y HOBOPOXKIEHHBIX
npenacrasieHa Ha Pucynke 1.

VY GonpimHcTBa feteit 74/87 (85%) B rpymme I pazButue TpansuropHoii I'A oTmeudanocs Ha GpoHe
JPYTHUX NATOJOTUYECKUX COCTOSIHUMN, ITPH 3TOM BBIAEIUTD EAMHCTBEHHYIO IOTEHIIMAJIBHYIO IPUUNHY T10-
BBIILICHHSI YPOBHSI aMMHaKka B KpoBH yaanock aumsb y 13/87 nereit (15%). B rpynme II y Bcex HenoHO-
IIICHHBIX HOBOPO>KICHHBIX OBLJIO BBISIBICHO COUYE€TaHHE (PAaKTOPOB, ACCOLIMMPOBAHHBIX C PA3BUTHEM TPaH-
sutopHoi I'A. TakuM 00pa3omM cymMMapHO coyeTaHue (pakTOpOB, ACCOLMUPOBAHHBIX ¢ pa3BuTUeM ['A
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ormeyanock y 99/112 (88%) HOBOpOXIEHHBIX. BBIIBUTH crienn(UYecKylo MpUYMHY, KOTOpasi OJHO-
3HAYHO SIBIISIETCS (DAKTOPOM PHCKA PA3BUTHS TPAH3UTOPHOM rUIEpaMMOHHEMHUN Y JIETEH B TSHKETIOM CO-
CTOSTHUM KpalHE CII0KHO, YTO ONpEAEIseT BaXKHOCTh MPOBEACHUS UCCIICIOBAHUS Yy BCEX HOBOPOXK/ICH-
HBIX NIPH HATMYUH HEBPOJIOTUYECKUX HAPYLICHUH, a TAK)XKE y BCEX JeTel B KPUTUUECKUX COCTOSTHHSIX.

BpoxieHHast KapAMOMHUONIATHS g 229,
BpoxeHHbII THIIEPUHCYITUHU3M  pay 579

IleprHATATBHBINA HIIEMAYECKUN UHCYIIFT R 8%

BXK 2-3 crennenu

Ilepcuctupyromnias ierodyHas TUIEPTEH3U

56%

1

12,6%

52%

1

25%
CHHZIpOM IIOJIHOpraHHON
HEIOCTaTOYHOCTU 23%

68%

1

BposK/IeHHBIH cencuc 36%

|

5,7%
Octpoe moueyHoe NOBPEXACHUE 20%

52%

1

44%

HeonaransHbie Cyaoporu
Wudexuus, BpI3BaHHas ypeasa- _ 24%
NPOAYLMPYIOIIMMHA MHKPOOPraHU3MaMH 22%

IIpuem npenapaToB BaIbIPOEBOM KUCIOTEL B 2,2%

61%

32%

Cpennersbxenas U TsDKeNast aCUKCHUS 38%

SHMT T 4%

0% 10% 20% 30% 40% 50% 60% 70% 80%
mlpymall (n-25) wIpymmal(n-87)

Pucynok 1 — Ctpykrypa 3a0051€BaHN#, aCCOLMUPOBAHHBIX C Pa3BUTHEM TPAH3UTOPHON HEOHATATHHOMN
TUIIEPAMMOHUEMUUN

C 1enplo orpeieNieHus 3aBUCUMOCTH MEK/y YPOBHEM aMMHaKa B KPOBU M TSKECTHIO HEBPOJIOTHU-
YECKUX HapyIICHUH (yrHETEHUE JIBUTATEIBHON aKTUBHOCTH U 0€3yCIOBHO-PE(ICKTOPHOH JesTeabHO-
CTH, CYAOPOXHBINH cuHapoM) npoBoamics ROC-ananus. Ilpu npoBenennn aHanusa U3 BHIOOPKU OBbUIH
MCKJIIOUEHBI JIETH C IPYTMMU NepuHaTalbHbIMU (pakTopamu nopaxenus LIHC: achuxcus, BXK 2-3-it
CTETIeHH, IepuHaTaIbHbIN nieMuueckuit HHCYNbT U 1etd DHMT. Takum o6pazom nposectn ROC-anHa-
JIM3 YAAJIO0Ch TONbKO B rpymnne I, B rpynme Il mocie uckmoueHus nepuHaTaaIbHbIX (PaKTOPOB MOPasKEHUS
ITHC u neteit OHMT pa3mep BbIOOpKH OKa3aJicsi HEIOCTATOYHBIM JUIsl IPOBEeHUs aHanu3a. [lomyden-
Hast ROC-kpuBas (Pucynok 2) xapakrepusopanach 3HadeHneM AUC, paBusiM 0,97+0,014 ¢ 95%-m no-
BepurenbHbIM nHTepBaioM 0,94—1,0. [Tomyyennas Mozaens Obliia craTUCTUYECKH 3HaUUMOi (p < 0,001).
3HaueHue ypoBHS aMMuaka B Touke cut-off cocraBuno 129,64 Mmxmons/n. UyBCTBHTETBHOCTD U CIICIIH-
(UYHOCTH MOJIENH MPH BHIOPAaHHOM ITOPOTOBOM 3HAYEHUHU YPOBHS aMMHakKa B KpoBH cocTaBuia 98,1%
u 75,0% COOTBETCTBEHHO.

Ha ocHOBaHMYU NTPOBEZCHHOTO aHAJIM3a BBISBICHO, YTO PA3BUTHE HEBPOJIOTUYECKOTO NePHUIIUTA OT-
Me4ajoch NP 3HAYCHUHU aMMHaKa B KpoBH > 129,6 MKMOJIB/J.

TpaH3uTOpHasi rHNEPAMMOHHEMHS Y IOHOIIEHHBIX HOBOPOKAEHHBIX, MlepPeHeCIINX CPEAHION0
U THKEIYI0 ac(PUKCHIO B poaax

Tpansuropnas I'A pazsunacs y 28/78 (35,8%) manmeHTOB, BKIIOYCHHBIX B UCCIIEAOBAaHHE. YPOBEHb
aMMHMaka B KpoBH coctaBuin 142,0 [120-179] mkmonw/i, mpu 3TOM MHHHMMAJIbHOE 3HAYCHHE
110 MxmoI1b/11, a MaKcUMalbHOE 1527 MKMOJIIB/II.

Manudecranus ['A B 6onpmmHcTBe cimydaeB 24/28 (86%) oTMeueHa B MEpBbIE CYTKU JKU3HH, J10
HayaJla TeparneBTUUeCKON TUIIOTEPMUH, B TO BpeMs KaK MpOJoKUTeNbHOCTh I'A BapsupoBana ot 1 10 7
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cytok. Y 4/28 nereii (14%) I'A Oputa nuarHoctupoBana Ha 3—19-e CyTKHU JKU3HHU, a MOBBIIIEHHBIA YPO-

BEHb aMMHUaKa B KPOBH COXpaHsUICS B TeueHUE 3—6 CyTOK.
1,0 ] 7

0,8 A

06| A

YyBCTBEMTENLHOCTDL
™,

7

0,2 | o

0,0 0,2 0,4 0,6 0,8 1,0
1 - CneundpUyHOCTL

Pucynok 2 — ROC-kpuBasi, XapakTepu3yIoIias 3aBUCUMOCTh TSXKECTH HEBPOJIOTUYECKOT0 JeHUIINTA
OT 3HaUEHUI YPOBHsI aMMHaKa B KPOBU

Yacrora BcTpeuaeMocTd ['A y HOBOPOXKAECHHBIX C pa3inu4yHOi creneHbio '3 Obuta conoctaBuma
(p > 0,05), Takum oOpa3oM, BEepOsATHOCTH pa3BuTus ['A He Obla accoruupoBaHa co creneHbio [MD.
Taxoke HE 0OTMEYAJIOCh KOPPEIALMY MEXAYy YPOBHEM aMMUAaKa, I10JIOM, MaCCON IPU POKIECHUH, OLICHKOMN
IO IIKajae Anrap U CTeTNeHbIo TsokecTu achukcuu (p > 0,05).

[Ipu oLieHKE HEBPOIOTUYECKOTO CTaTyca y AeTeH, MePeHECINX aC(HUKCHUIO, B CTPYKTYpEe KIMHUYE-
CKUX MPOSIBIICHUH 1OcIe poxkaeHus nmpeobnananu cuaapomsl yraerenust [ITHC, MpieyHoi runotonuy,
YTHETEHUE WU OTCYTCTBHE JBUIaTeIbHON aKTMBHOCTH, YTHETEHUE MJIM OTCYTCTBHE OE3yCIIOBHOH pe-
(brIeKTOpHO e TeNbHOCTH, HEOHATAJIbHBIE CYIOpOTH U Koma. Y neteit ¢ '3 2 npu Hanmuuu ['A yare
OTMEYAJIOCh PAa3BUTHE KIIMHUYECKUX NTPU3HAKOB TsKesnoro nopaxkenus LIHC B Buae BrIpa)keHHOTO CHU-
KCHHSI WIIH OTCYTCTBUS fBUTrarenbHoi aktuBHOCTH (Ol = 1,57) u yraHereHnus 6e3ycinoBHOM peduiekTop-
Hoii nesrenpHoCcTH (OLL = 5,0). YacToTa pa3BuTHs cyaopor He Obljia accouuupoBana ¢ HannuueM ['A. Y
nereit ¢ YD 3 TsKkecTh HEBPOJOTHMUECKUX HapyIIeHUH Obljla 00yCIIOBIEHA OCHOBHBIM 3a00JI€BaHUEM,
HEBPOJIOTUYECKUI CTaTyC HE MEHSUICS IIPU pPa3BUTHU TMIIEpAaMMOHUEMHU. Pe3ynbTaTsl IpeaCcTaBIECHbI B
Tabmuue 1.

B ciyuasx manudectanmu ['A B Bo3pacte 6onee 3 CyTOK KU3HU (ITOCIIE OKOHYaHUS TepareBTHYE-
CKOM TMIIOTEPMHH), COCTOSTHUE A€TEN yXyALIANI0Ch MOCIE NEPHUOIa CBETIION0 IPOMEXKYTKA, OTMEYAIOCH
IIOBTOpHOE HapacTanue cuHapoma yraerenust LIHC, MplieqHol rMIOTOHNH, yTHETEHUS BUTATENbHON
aKTUBHOCTH M 6€3yCIIOBHOH pe(IeKTOpHOI e TENTFHOCTH, B OTHOM CIIy4ae 0TMEYaIoCh BO30OOHOBICHHE
CYIOPOKHOTO CHHJIpPOMa, B OJIHOM CJIy4ae COCTOSHHE peOeHKa MPOTPECCUBHO YXYAUIMIOCH BIUIOTH 10
pa3BUTHUS KOMBI.

[lomydeHHbIE aHHBIE MOAYEPKUBAIOT BaXXKHOCTh IPOBEIEHUS MCCIENOBAHNUS YPOBHS aMMMaKa B
KpPOBHU y JIeTeH, MepeHecuInx ac(pUKCUIO, PU MOCTYIUICHUN B OTJEJICHHE U B MEpBbIe 72 4 JKU3HU Ha
¢doHe npoBeaeHUs 001IeH TeparneBTUIECKOW THIOTEpMUH. B TaHHBIM BpeMEHHON NMPOMEXKYTOK KIMHH-
YyecKre Mpu3Haku [A MOTyT ocTaBaThCsi HE3aMEUCHHBIMU Ha (DOHE KIMHUYECKUX MPOSIBICHUH OCHOB-
HOTro0 3200/1€BaHMUS.

VY nereit ObUIM BBISIBICHBI M3MEHEHUS IO pe3ynbTaraM JabopaTopHOro 00CiIeJ0BaHus, OHAKO BO
BCEX IpyNIax HE OTMEUEHO 3HAYMMOH KOppENsLUU MEXIY YPOBHEM aMMHaKa U MOKa3aTesIMH KHC-
JIOTHO-OCHOBHOTO M ra30Boro cocrana kposu (pH, Lact, BE), a Takxe co crienuduueckuMu MapkepaMmu
noBpexaeHus roioBHoro mo3sra (S-100, NSE) (p > 0,05).
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Tabnuna 1 — Knuanueckuii cumnromoxomiuiekc y aeteit ¢ 'O 2 u I'ND 3, npu Hanuuuu 1 OTCyTCTBUU
rUIepaMMOHUEMUN

'3 2-ii crenenn '3 3-i1 crenienu
[Toxazarenn, (n=63) ol (n=15)
aoc. (%) NOJTpyIIIa | OATPYIIa p 95%-i1 I | moarpynma | moarpymnma P
la(n=39) |16 (n=24) 2a(n=11)| 26 (n=4)
63 (100%) 15 (100%)
Cunnpom yruerenus [HIHC 39 ‘ o - — T ‘ 1 -
CuHIpPOM MBIILIEYHON THUTIO- 59 (93,6%) 15 (100%)
TOHUU 36 (92,3%) [23(96%)| 1,00 [1,35[0,13-13,7] 11 4 —
51 (81%) 15 (100%)
VYrHEeTeHHne WM OTCYTCTBUE 4
JIBUTATEJILHOM aKTHBHOCTH 27 (69%) (100%) 0,014*/1,57[1,30-1,88] 11 4 -
o 0,
Yraerenue 6e3yciIoBHOM pe- 45 (71%) » 15 (100%)
(rIeKTOpHOI1 IeATeTTHOCTH 23 (59%) (91.6%) 0,043*| 5,0[1,06-3,9] 11 4 -
,070
HeonaranbHsle cynoporu 47 (74,6%) 12 (80%)
YAOP 27 (69,2%) |20 (8,3%)] 024 | 24[0,63-94] | 8(72,7%) | 4(100%) | 0,29
Koma 1 (1,6%) 15 (100 %)
0 [14,1%) | - - 11 (73,3%)] 4(26,7%) | —
Tpumeuanue — * — pasnuums ToKazarenel crarucTraecku 3Haaumel (p < 0,05)

Bcewm nersim nmpoBozauiach OLieHKa HEBPOJIOTUYECKOTO CTaryca B kKaramHese. @OpMUpOBaHUE JET-
ckoro 1epedpansaoro mapanmya (JJLIT) u snunencun gamie ormedanoch y aeteit ¢ D 3-ii crenenu u
CTaTUCTUYECKU 3HAYMMO HE OTIMYAJIOCh y JeTell ¢ [/A ¥ MannueHToB ¢ HOpMAJIbHBIM YPOBHEM aMMHaKa
B KpoBu. TpansutopHas I'A He BIMsANIa HA YaCTOTY Pa3BUTHSA 3a1€P>KKU IICUXOMOTOPHOI'O Pa3BUTHSL, O11-
HaKo y aerei ¢ nepeHeceHHor 'O 2-11 crenenu B couyeTaHuM ¢ TpaH3UTOpHOU I'A mocToBEepHO yalie
BBISIBJSUINCH OTJAJICHHBIE HEBPOJIOTMYECKNE HAPYIIEHUS B BUJI€ IPU3HAKOB MAaHYaJIbHOM TUCIIPAKCUU U
3aJIepKKHU pa3BUTHS SKCIIPECCUBHON peun. Pe3ynbrarsl npeacrasieHsl B Tabnure 2.

Tabauna 2 — Vicxonsl y neTeil ¢ rTMIOKCHYECKHU-UIIIEeMHYeCcKoi sHIedanomnarueit 2-it u 3-i creneHei
BCJIEJICTBHE NIEPEHECEHHOM ac(h)UKCUM MPH HATMYUH U OTCYTCTBUH FMIIEPAMMOHHEMUHN

HoBopoxnennsie 6e3 ru- | HoBopokieHHBIE ¢ THIIe-
nepammonuemuu (n = 50) | pammonuemueit (n = 28) oIl
Ucxon o 2-i o 3-i o 2-ii | TUD 3-id p 05%4i :HH
CTCTICHH CTCTICHH CTCTICHH CTCTICHH ’
(n=39) (n=11) (n=24) (n=4)
JletanbHbIiil 0 4 1 2
OTtnaneHHbIC HEBPOJIOTHUECKHUE UCXOBI
9 (18%) 3 (10,7%) 0,75;
Alll 2(5,1%) | 7(63,6%) 1 (4,1%) 2 (50%) 0,76 0,21-2,73
10 (20%) 4 (14,2%) 0,66;
Druencus 2(102%) | 6(545%) | 2(83%) | 2 (50%) 0,75 0.18-2.36
3ajepKKa MCUXOMO- 3 (6%) 1 (3,5%) 1.0 0,75;
TopHOTO passutus | 3 (7,6%) | 0 141%) | 0 ’ 0,66-5,85
3azepKKa peueBoro 5 (10%) 18 (64,2%) <0.001* 16,2;
pasBHUTHS 5(12,8%) | 0 18(75%) | 0 ’ 4,8-54.0
ManyanbHas 4 (8%) 13 (46,4%) <0.001* 9,9;
JCTIPAKCHSI 4 (10,2%) | 0 13(54,1%) | 0 ’ 2,8-352

Ilpumeuanue — * — paznuuus Mokazarenei craructTuuecku 3Hadumsl (p < 0,05)
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VY4uThIBas BBISIBICHHBIC CTATUCTUYECKH 3HAYUMBIE PA3INUus IPU CPAaBHUTEIHLHOM aHAJIN3€ OTAA-
JICHHBIX HEBPOJIOTMUYECKUX HUCXO/IOB (3a/Iep’KKa pEUeBOT0 Pa3BUTH M MaHyallbHas TUCIIPAKCHUs) y AeTei
HAJIMYMEM M OTCYTCTBHEM T'MIIEPAMMOHHMEMHUH B HEOHATAJILHOM Mepuoje, HaMu Obu1 mposeneH ROC-
ananmu3 ¢ nocrpoeHrneM ROC-kpuBoii. [Ipu ypoBHe aMmmuaka B KpoBH Bblie 125,4 MKMOJIB/JI IPOTHO3H-
pOBaJICst BRICOKUI PUCK pa3BUTHUSI MaHYaJIbHOM AUCIIpaKCHU B Bo3pacTe 2 jeT. YyBCTBUTENBHOCTD H CIIe-
upuaHOCTH MeToaa coctaBmiu 70,6% u 88,5% coorBercTBeHHO. [TomydeHnHas Moenb OblIa CTaTHCTH-
gyecku 3HaunMon (p = 0,001). Beicokuii puck pa3BUTHS 3aI€PKKU PEUEBOTO Pa3BUTHI B BO3pacTe 2 JieT
ObUI BBISIBJICH NIPH YPOBHE aMMHUaka B KpoBH Bbime 120,5 MkMoib/i1. UyBCTBUTEIBHOCTD U crielU(ud-
HOCTh MeToja coctaBuiu 78,3% u 81,8% coorBercTBeHHO. [lomyueHHas Moienb Obljla CTATHCTUYECKU
3HaunMoii (p < 0,001).

OCo00eHHOCTH KJIMHUKO-1a00paTOPHBIX MPOSIBJICHUI HACIEICTBEHHBIX 00J1e3Heill 00MeHa Be-
1IeCTB, ACCONMUPOBAHHBIX € TMIIePAMMOHUEMHENl B HEOHATAJILHOM Nepuoae

[IpoBeneHO peTpOCHEeKTUBHOE UCCIIEI0OBAaHUE CEPUH KIMHUYECKUX HaOmoneHuii 45 nereil ¢ Heo-
HaTaJbHOM MaHu(ecTanueld HacaeICTBEHHBIX 0oJe3Hel oOMeHa BEUIeCTB, aCCOIMMPOBAHHBIX C THIIE-
pamMoHreMueil. Bo Bcex citydasx Auarso3 ObLT HOATBEPKICH HA OCHOBAHUHU MOJIEKYIISIPHO-TEHETHYE-
ckoro obcnenosanus. B 3aBucumoctu ot atnonorun HBO nanuenTts Obu1M pacipeseneHsl Ha 4 TpyIIbl
cienyromuM oopazom: 34 pederka (76%) ¢ 3a001eBaHUSIMY U3 TPYTINBI HAPYIICHUH [TUKIIA MOYEBHHEIL, 5
nereit (11%) c 3aboneBaHUsAMHU U3 TPYIIBI OpraHMYECKUX anuaypuid, 5 nereit (11%) ¢ nedexramu f —
OKHCJICHUS )KUPHBIX KUCIOT U |1 pedeHok (2%) ¢ MuTOXOHApHaIbHEIM HapymeHueM (Pucynok 3).

Hedextrr B-okuciaenus

JKUPHBIX KUCIOT 12% MutoxonapuanbHeie

20
Oprannveckue anuaypun 12% Hapymienus 2%

‘

34 pebenka

Hapymenus nukna
MOYEBHUHBI 76%

Pucynok 3 — CTpyKTypa HacJlIeACTBEHHbIX OOoe3Hel 0OMEeHa BEIIECTB Y MAIlMEHTOB C HEOHATAIbHOU
rHIepaMMOHHEMHEH

Manudecrarus HBO, acconnupoBaHHBIX ¢ THIEPAaMMOHUEMHEH, B OOJIBITMHCTBE CITy4aeB MPUXO-
aunach Ha 1—5-e CyTKM JKM3HM, IPY 3TOM paHHHUE KIMHUYECKUE MPOSBICHUS MPOTEKAIH MO MACKOM
Apyrux 3a00JIeBaHMM, XapaKTEPHBIX JUIsl HEOHATaIbHOTO nepuona. s OonpImMHCTBA AeTeil ObLIo Xa-
PaKTEpHO CTPEMHUTEIIBHOE Pa3BUTHE META0OIMUECKOrO KpU3a U CHHAPOMA MOJIMOPTaHHOM He0CcTaTou-
HocTU. BMecTe ¢ TeM, npu aHanmu3e Hanboee paHHUX KITMHUKO-Ta00paTOpHBIX MPU3HAKOB 3a001eBaHUI
yAaoCh BBISIBUCH XapaKTepHbIE 0COOCHHOCTH Ui Kaxkaon u3 rpynn HBO, Ha ¢one merabonuyeckoit
JIEKOMITEHCAIIMK KIMHUKO-Ta0opaTopHble NposBIeHUs 3a0oieBanus Obuin cxoxu. Cpoku maHudecra-
UM 3a00J1€BaHUN M BpeMsl pa3BUTHs METAO00JIMYEeCKOro KpH3a MpecTaBieHsl Ha Pucynke 4.

Cpoxu manudecrammu 3adonesanuii u3 rpynnsl HIIM 43 [39,7-62,2] yacoB, BpeMsl pa3BUTHS Me-
Tabonuyeckoro kpusza 52 [48—74,2] yacoB; cpoku MaHupecTauy 3a00JeBaHUN U3 TPYIIIBEI OpraHuyde-
ckux aruaypuit 50,5 [38,5-60,25] yacos, Bpems pa3zButTus meradonuueckoro kpusa 110 [86—134] gacos;
CpOKH MaHH(]ecTaul ¥ BpeMs pa3BUTHUS 3a00JI€BaHUH U3 TPYNIIbI AEPEKTOB B-OKUCIECHUS KUPHBIX KUC-
not 43,5 [27-47] ygacoB (y omHoro peGeHka MaHudecraius 3a00ieBaHus OTMedanach Ha 14-e cyTku
JKU3HU).
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[ Cpoxu maunddecranun’
Bpems pasBHTHA
0134 -MCTaGcmnqccmro KpH3a
125 o125
110
100 o100
2 |7
Q
<
=N
w0 52 55
43 B4 B4
2 22 x22
0
Hapymenus nqukna Opranuyeckue anuIypuu JedexTsl -oxucnenus
MOYCBHHBI JKUPHBIX KHCIIOT

I'pynna HBO

Pucynok 4 — Cpoxu manudecranuu 3adoneBanuii u3 rpynnsl HBO u Bpems pazButust
MeTab0IMYeCKOro Kpu3a

Cpenu 34 nereit ¢c HIUM y 18 nereit (53%) auarnoctupoBana negocrarounocts OTC, HenocraTou-
HocTh ASL (aprununosiaTapHas ampnypust — ACA) y 6 nereit (17%), nenocratounocts CPS [y 5 nmereii
(15%) n uurpymumnemus Tuna 1 (CTLN1) y 5 nereit (15%). JonomennsiMu ponuiock 28 nereit (82%),
HeZoHOIeHHBIME 6 (18%). B 9 cembsix oTMedanuch ciaydan ruOesu 1eTel oT IpeabLay X OepeMeHHOCTeH
B HEOHATAJILHOM Tepuoze, pu 3ToM nuarao3 HbO ObuT mocTaBiieH TOIBKO B JIBYX CITydasX.

Cpenu 5 nerell ¢ OpraHMYECKUMHU alUAypusiMu y 2 nanueHToB (40%) nuarHocTupoBaHa METUII-
MasnoHoBas anunypusi (MMA), y 2 nanmenToB (40%) uzoBanepuanoBas anuaypus (IVA), 6one3np Moun
¢ 3anmaxoMm «kJjieHoBoro cupona» (MSUD) y onnoro naruenta (20%). JoHomeHHbIMU poaunuck 4 pe-
OeHKka, OJTMH HOBOPOXKACHHBIN ObLII HEZIOHOIIEHHBIM. B 0/THOM city4ae 1uarto3 ObUI OCTABJICH Ha OCHO-
BaHUM JAHHBIX MPEHATAIbHOW AMArHOCTUKH, KOTOpasi MPOBOJMIACH B CBSI3U C TEM, UYTO y cuOca ObUIO
JMarHOCTUPOBAHO 3a00J€BaHME M3 AAHHOW TPYIIBI, OH Hayall MOJyyaTb METa0OIMUYECKYIO TepaIHio
cpasy mocie poxJaeHHs. JlaHHBIM ManMeHT He BKIIOYEH B OOIee ONMMCAHHE TPYMIbI, KIMHHYECKOEe
HaOMI0ZIeHre TTOIPOOHO MPEICTABICHO B AUCCEPTAMOHHON paboTe.

Cpenu 5 nereit ¢ nedexramMu B-OKUCICHUS KUPHBIX KUCIOT y IBYX naiueHTtoB (40%) nuarsno-
CTHPOBAaH MHOXECTBEHHBINH aeduuut anmi-KoA-neruaporenas (mmyTapoBas aluIypusi 2-ro THIA), Y
nByx nereit (40%) HegocTaTOYHOCTh OYEHb JJIMHHOLETIOYeYHOM anuia-KoA neruzpporeHassl »KMpPHBIX
KHMCJIOT M HEJO0CTAaTOYHOCTD JUIMHHOLENoYeuyHO! 3-runpokcranni Ko-A-gernaporeHassl JKUPHBIX KHC-
70T y ofgHOro pedenka (20%). JloHOmEeHHBIME POAUIINCH J1Ba peOeHKa, TPOE HOBOPOXKACHHBIX ObLITH HE-
JIOHOIIIEHHBIMH Y OJTHOTO U3 KOTOPBIX MPEHATAIbHO ObLJT BBISIBIICH BPOXKICHHBIHN MMOPOK pPa3BUTHUS HKEITy-
JOYHO-KHUIIEYHOTO TPaKTa.

PebeHok ¢ MUTOXOHIpHATILHBIM HAapyIIEHUEM POIMIICS JOHOIICHHBIM, MaHU(ecTaus 3a00eBa-
HUSl OTMEYaach K KOHILY IIEPBBIX CYTOK JKU3HM B BUJIE IIPOIPECCUBHOIO YXYALIEHUS COCTOSHUS U pa3-
BUTHSI METa0OJIMYECKOro Kpu3a. [[MarHocTupoBaHoO 3a00jIeBaHUe: CHHAPOM HMCTOLICHHUS MUTOXOHIpU-
anpHo JIHK 13-ro tumna.

CHUMITOMOKOMIUIEKC PaHHUX KIMHUKO-TabopaTopHbix nposiBieHnidt HBO st xaknoi rpymiisl
npencrasieH B Tabmuie 3.

VY nanuenToB ¢ HIIM B MOMEHT pa3BUTHS METa0OIMUECKOTO KpH3a KJIMHUKO-1a00paTOPHBIN CUMII-
TOMOKOMIIJIEKC BKJIIOUAJ B ce€0sl: THIIEPTOHYC C MEPEX0JI0M B TOHUKO-KIIOHUYECKHE cynoporu y 35% ma-
LIMEHTOB, pa3BUTHE KOMbI B 88% cirydaeB. HapacTaHue npr3HaKOB AbIXaTEIbHON HEJOCTATOYHOCTH, T10-
TpeOOBABIINX MEPEBO/Ia HA HCKYCCTBEHHYIO BEHTHJIALMIO JIETKUX Y 94% nerel, cepedyHo-cocyanucTas
HEI0CTaTOYHOCTh Y 56%, HapyllleHne TEPMOPETYJISALINUN B BUAE CTOMKON runeprepmun y 56%, remoppa-
rudeckuii cuaapom 50%, yBenudeHue pazmepoB nedenu y 53% manuentos. B 88% cimyuaes 3aboneBa-
HUe umeno (ynbMuHaHTHBIN Xapakrep ¢ pazsutiueMm CIIOH. ITo nanneiM 1abopaTtopHOro o0cie0BaHus
rocie pa3BUTUs MeTabonuueckoro kpusay 41% nereit otMeyanuch Npu3HaKU METaboIM4eCcKOro JaKTar-
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anuao3a, anemus (59%), tpombouuronenus (35%); runonporeunemus (32%), CUHIPOM IUTOIU3A
(50%), obmas runokoarysus (67%).

Tadmamua 3 — CUMITOMOKOMIIIEKC paHHUX KIIMHUKO-TTabopaTopHbIX npossieHuit HBO

Pannue kmunuko-n1aoo- | Hapywenus yuxna mo-| Opeanuyeckue ayu-|  Jegpexmol f- | Mumoxonopuansroe
[pamopryle npusnaku  |uesurvl (n = 34) Oypuu (n =4)* | oxucnenus sxcupuvix | Hapywerue (n = 1)
3abonesamus Kuciom (n =5)

1 2 3 4 5
Hapymerme Tonepant-| - 5434 700) 4/4 5/5 1
HOCTH K ITUTAHUIO
OTtKa3 OT KOpMITCHUSI 20/34 (59%) 4/4 3/5 1
CpeirvuBanyst 17/34 (50%) 4/4 5/5 0
Hesposoruieciae 34/34 (100%) 4/4 5/5 1
HapYIICHUS
CuHzpoM yrHeTeHus o
LTHC 33/34 (97%) 4/4 5/5 1
Cunipom Bo30yx1e- 4/4. Tpemop KOHEY-

HUISL C TIEPEXOZIOM B 1/34 (3%) HOCTE# 1 rIon00- 0/5 0
YTHETCHUE porka
Mprrestast rurioro- 27134 (80%) 4/4 5/5 !
HUS
Heonararmtibie cyzo- 18/34 (53%) 0/4 05 0
poru
JlpIxarenpHas Heo- 32/34 (94%) 0 5/5 1
CTaTOYHOCTh TAXUITHOD
5/5. Taxuxapmsi,
SKCTpacucToNus (n =
Cepneuno-cocynucras )
HETOCTATOHHOCTD 0 0 3); GamuKapmus ¢ Tie- 1
PEXO/IOM B aCHCTO-
o (n = 2)

Crietmdueckii 3a- 4/4. K1ieHOBBII cH-

e 0 POTL, IIBEHIIAPCKIIA 0/5 0
Tax Tena

ChIP, AMMHAK
21/34 (62%). pH 7,49
Pecrmparopusiii anka- | [7,47-7,52]. pCO2
103 30,0 [26,7-33,0] v pr. 0/ 0/ 0
CT.
4/4.pH 7,27 [6,59—| 5/5.pH 7,22 [7,07-
P N —— 7,29]; pCO2 39,6 7,26]; pCO2 62 1.pH 7,12. pCO;
o3 a 0/34 [32,9-44.8]mmprt. | [39,5-70,5]mmpt. | 32,6 MM pr. cT. BE -
A cr; BE-6[-725;- | ct, BE-62[-12,7;- | 24,2 Mmoms/n
5,2] MMoOITB/IT 5,1] MmmoB/n
Jlakraremust/ 10/34 (29%). 6,5 [4— | 4/4. 6,6 [4,05-9,07]| 5/5.10,2 [7,2-11,75]
1. 19,0 MmmomB/1
MMOJTB/JT 9,8] MMOITB/ 1T MMOJIB/JT MMOJTB/JT
TNimonmkemust 0/34 1/4 55 1.0[0.5-2,17] 0
MMOJTB/JT

CuHApOM 1HTOM3a 0/34 0/4 4/5 0
CHKeHre ypOBHS MO- 19/34 (56%).
YCBHHEI 1,411,15-2,151 En/n 0/4 05 0
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I[ponomxenue TadmuIp! 3

) 2 3 4 5
Tosbimerne KOK 0134 0/4 313635 [381-1225] 0

Ex/n

Kerorospie Tena B 0134 4/4.(100%) 0’5 0
MOUYC
Vposerh avvuaka B | 588 [293,5-770.7]. | 710 [295-1050]. | 625 [595-785]. Min 0
KPOBH (MKMOJTH/JT) Min 168,3. Max 2863 |Min 250. Max 1050 590. Max 850
Ipumeuanue —* — 1 pebeHKy MarHo3 NOCTABIEH HAa OCHOBAHMH JAHHBIX IPEHATATILHOM JMATHOCTUKY, Teparis
C POXKICHUS

ITo pe3ynabraTam UCCIENOBaHUS CIIEKTPa aMHUHOKHMCIIOT M AllMJIKAPHUTUHOB B KPOBH crienu(puyie-
CKHE W3MEHEHMs ObUIM OOHapYKEHBI JIUIIb Y 56% HOBOPOXAECHHBIX, TAaKUM 00pa3oM y 44% nereit He
ObU10 BBIABICHO crieruduueckux n3menenuil. [1pu nenocrarounoctu OTC crienuduueckre n3MeHeHHUS
Obutn OOHapy>keHbI b B 44% ciryuaeB, a npu HepocrarouHocT CPS 1 Ha MomeHT MaHu(ecTanuu
3a00J1eBaHuUs HE BBIABICHO XapaKTEPHBIX U3MEHEHHI, YTO CBUIETEILCTBYET O HEBBICOKOI YyBCTBUTEIb-
HOCTH JaHHBIX MeTON0B. [1o pe3ynpTaraM uccienoBaHus ClIEKTpa OPraHUYECKUX KUCIOT B MOYE CIIELIU-
(dudeckre u3MEeHeHUs ObUTH BBIIBIICHBI Y 25 manuenToB (73,5%), npu nepunute OTC y 15 nereit (83%),
npu CTLN1 tuna u nvegocrarounoctu ASL B 100% 5 u 6 nereil cCOOTBETCTBEHHO, Yy JIETEH C HEIOCTa-
TouHOCThIO CPS1 XapakTepHble H3MEHEHNUSI OTCYTCTBOBAJIH.

VY ManyeHToB ¢ OPraHUYECKUMH AlUIYPUSMUA Ha MOMEHT Pa3BUTHUS METaO0OIMYECKOr0 Kpr3a OTMeYa-
JIOCh YXY/IILICHHE HEBPOJIOTMUYECKOTO CTaTyca B BUJIE YTHETEHHSI CO3HAHUS IO COCTOSIHUSA coropa y | pebeHka,
MOSIBJICHHUE CYIOPOKHOTO CHHAPOMA C TIEpeX0AoM B cocTosiHre koMbl y 2 neteil. Passutue CIIOH ormeua-
nock y Tpex aereit. [1o nanabM 1abopaTopHOro o0cie10BaHNs B MOMEHT pa3BUTHS META0OINYECKOTO KpH3a
y JleTeil COXpaHsUIMCh MPU3HAKA METAO00IMYECKOTO JIAKTaT-ali/103a, 0TMEeYaIach MaHIUTONIEHHS, TTIOBbIIIE-
HHE YPOBHS TpPaHCAMHUHA3, y JABYX JeTel Oblia BhIsIBICHA 00Iast THIOKOAT YIS,

ITo pe3ynpraTram HUcCIIeAOBaHMS CIIEKTPAa AMUHOKHUCIIOT M AI[MJIKAPHUTHHOB B KPOBH U CIIEKTpa Op-
TaHWYECKUX KUCJIOT B MOYE y BCEX MAI[MEHTOB OBUIM BBISBICHBI CIEUN(UIECKIE N3MEHEHHUSI.

VY nanueHToB ¢ aedekraMu B-OKUCIEHUs KUPHBIX KUCIOT OTMEYAIOCh MOJHUEHOCHOE Pa3BUTHE
MeTabOINYECKOTO KpU3a, IyCKOBBIM (PaKTOPOM KOTOPOTO SIBUJIACH THIIOTIIMKEMUs. Y BCeX JeTel oTMe-
4anoch BeIpaxkeHHoe yruerenue ¢pynkuuu [{HC, Mplednas rurnotoHus 1 runopediuekcus ¢ nepexoaom
B COCTOSIHME KOMBI, JIbIXaTeIbHasl U CEPIEYHO-COCYAUCTON HEJOCTATOYHOCTU. Y JBYX JI€Tell pa3BHIICS
reMOpparuuecKuil CHHIPOM B BHJIE JIETOUYHOTO U JKEIYyJOYHOro KpoBoTeueHui. I1o qanubeiM 1aboparop-
HOTO 00CJIeI0BaHUS BBISBICHBI MPU3HAKH CMEIIAHHOTO allu03a, JaKTaTeMusl, CHHIPOM IIMTOJIH3a, 10~
BoiieHne KOK, obmias runokoarymsnus. Ilocie nepeHeceHHOro MeTaboInYecKoro Kpus3a 0TMEYanoch
pa3BUTHE aHEMHUU U TPOMOOIIUTOIICHUH.

[TockonbKy peOEHOK € BPOXKJIEHHBIM MOPOKOM Pa3BUTHS KEITYJOYHO-KHIIEYHOTO TPAKTa JUIH-
TEJIBHO IOJIy4aJl IAaPEHTEPaIbHOE MUTAHUE C BBICOKUM COJEP/KAHUEM YIIIEBOJIOB, YTO IIPEMSTCTBOBAJIO
Pa3BUTHIO TUIOITIMKEMUHU KaK ITyCKOBOTO (akTopa, MaHHupecTanus 3adoneBaHusi oTMevanach Ha 14-e
CYTKH JKM3HU II0CIJIE Havyasa U pacIupeHus 00beMa SHTEPaIbHOTO MUTAHUS ¥ 3HAYUMOTO CHIKCHUS Ta-
PEHTEPATBHOTO MUTAHUS U YITICBOAHOM HArpy3KH.

o pesynbTaraM MCClEIOBaHUA CIIEKTPa aMUHOKUCIIOT M allWJIKAPHUTUHOB B KPOBHU y BCEX JeTeH
OTMEYaJIOCh MOBBIIICHNE CTICHU(PUUECKUX AMIKAPHUTUHOB U OTCYTCTBOBAJIM JIAOOPATOPHBIE N3MEHE-
HUS B CIIEKTPE OPraHUYECKUX KHCIOT B MOYE.

VY manueHTa ¢ MUTOXOHJPUATBHBIM HapylIeHHEM MEeTa0OIMueCKUi KPU3 CONPOBOXKIAIICS BBIPA-
XKeHHBIM cuHApoMoM yrHeteHus L{HC, MplmieuHol rUmoTOHHEN U runopediaekcuei, AbIXxareabHOl 1
CEpIEUYHO-COCYANCTON HENOCTAaTOUHOCThIO. [locine nmepeHeceHHOro MeTaboINYeCKOro Kpu3a COXpaHs-
Jach THUMEPJIAKTETEMHUs, NPU STOM MHMHUMAJIBHBIA IOKa3aTelb 3a BpeMs HaOMIOACHUS COCTABMII
5,6 MMOJIB/II.

Io pe3ynbpraTam uccie0BaHUs CIIEKTpa aMUHOKUCIIOT U allMJIKAPHUTUHOB B KPOBU OBLIIO OOHApY-
’KEHO TIOBBIIICHHOE COJIepKAHNE TAaKUX aMUHOKHUCIIOT KaK: aJlaHUH, JICHIMH U OpHUTHH. CIIeKTp arui-
KapHUTHUHOB B KpOBH ObLI B mpezenax HOpMbL. llpu uccrnenoBaHun CHEKTpa OPraHUYeCKHX KUCIOT B
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MoYe 00HapYyKEHO MOBBIIICHUE YPOBHS JIaKTaTa, (yMapoBOi KHCIOTHI, 3-THAPOKCUOYTHpaTa, MUpyBarTa,
CyKuuHara u 4-ruapokcudeHmimupysara. TakuM o6pa3oM aHHBIE U3MEHEHUsI HOCWIIN Hecnenuduye-
CKMM XapakKTep.

Kannuko-na6oparopusie nposiBiennss HBO npu HeonaranbHo# u 0ojiee mo3aHUX (popmax
MaHudecTallMU HA TPpUMepe 3a00/1eBaHUS U3 ITPYNINbI HAPYLIEHUI KA MOYEBUHBI

[IpoBeneH peTpOCTEKTUBHBIN CPaBHUTEIbHBIN aHAIN3 KIMHUKO-JIA00PATOPHBIX MPOSBICHUN HE-
noctarounoctd OTC mpu HeoHaTanbHOU U Oojiee mo3nHUX (opmax MaHupecTanuu (MaazeH4YecKas 1
no3nHss popma manudecranmn). Pacnpenenenue no ¢peHoTrnam ObLIO CIEAYIOUIMM: C 1e0I0TOM B HEO-
HaTanbHOM miepuone 18/37 mereii (49%), ¢ MianeH4Yeckoil U Mo3aHeH MaHUdecTanue (> 6 MecsIeB)
19/37 naruenToB (51%).

V nereii ¢ HeoHaTanbHOHU (hopMoii ManudecTanuu 3ad6oneBanus B 17/18 ciayuaes (94%) ormevancs
cunapom yraerenus [{HC, y 16/18 gereii (89%) MbliiedHasi TMIIOTOHMSI, TOTAA Kak y 2/18 HOBOpOXKIeH-
HBIX (11%) OBLI BBISIBIICH THIIEPTOHYC, IEPEXOAALINIA B yrHeTenue. Hapyienue ToiepanTHOCTH K -
TaHUIO HAOII0AaN0Ch Y OOJIBIIMHCTBA MAIIMEHTOB: 0TKa3 OT KopMieHus y 13/18 HoBopoxxaeHHBIX (72%)
1 yacThie anu30.bl cpbiruBanus y 10/18 nereit (56%). B GonbmmHCTBE CilydaeB TeueHUE O0IE3HU UMENIO
(byITbMHHAHTHBIN XapaKTep ¢ pa3BUTHEM OCTPOro MeTaboanueckoro kpusa. CyJ0pOKHbIN CHHIPOM ObLI
BbIsiBJICH Y 12/18 maruenToB (67%), cocTosiHre koMbl y 16/18 HoBopokneHHBIX (89%). Pazsutne CITOH
Ha (oHe MeTaboimyeckoro kpusa ormMevanoch y 16/18 mammentos (89%), U3 HUX BO BCEX Cilydasix 3a-
OosieBaHUE 3aBEPIIMIIOCH JIETAIEHBIM UCXOJIOM.

VY nerei ¢ MiaeHUECKOM 1 mo3aHeH popmaMu MaHH(ecTay 3a00JeBaHNUs BEIY UM KIMHUKO-
71a00paTOPHBIM CHUMIITOMOKOMILJICKCOM SIBJISUIOCH COYETAHUE TCHUXOHEBPOJOTMYECKUX HApYIICHUH C
NPU3HAKAMHU MOPAKEHUS NIEUEHU: TOBBIIICHHAS COHJIIMBOCTh U YTHETCHHE, CMEHSIOIIeeCs dMU301aMU
BOo30yxkneHus y 15/19 nereit (79%); wmbimednas runotonus y 10/19 nanuentos (53%), runeproHyc y
4/19 nereit (21%), cunapom aeduunTa BHUMaHUS U TUniepakTuBHocTu y 17/19 nereii (89,5%), koopau-
HaIMoHHbIe Hapymienust y 7/19 nereit (37%), 3aiepiKka TMCHXOMOTOPHOTO pa3Butus y 6/19 mereit
(31,5%), paccrpotictBo nicuxuku y 7/19 nereit (37%), sHuiehanuTrueckas peakius ¢ pa3BUTHEM CYI0-
pory 5/19 nereit (37%). Y 17/19 nanmenros (89,5%) nepuoanuecku oTMedagach pBoTa Mocie mpuema
MUILM, TEMaTOMETaNIusl M CHHAPOM IIUTONIN3a ObUTH BBIABIEHBI Y 15/19 neteii (78%).

Octpoe pa3BuUTHE METAOOIMUECKOT0 KpH3a IOCIe MEPBhIX KIMHUYECKUX MPOSBICHHN HE ObLIO Xapak-
TEpHBIM ISl IAHHOW TPYNIIbI MayeHToB. B OonbimHCTBE ciyvaes, y 14/19 nereit (74%), pa3BuTtue mMeTa-
OO0JIMIECKOrO Kpr3a OTMEYAIOCh B CPOK OT 2 Henenb 10 20 MecsieB nocie MaHupecTauuu 3a00IeBaHuHs.
Mertabonndeckuii Kpu3 pa3BIIICS MOCIIE BO3ACHCTBISI IPOBOIUPYIONIETO (hakTopa (MHPEKIIMOHHOE 3a0071e-
BaHME, BBEJICHUE IIPHKOPMa C BBICOKUM COZIEpKaHUEM OelTka, BAKLIMHALIMS) U COPOBOKIAIICS: YTHETEHHEM
IMHC u mprmeunoi runotonueii B 10/19 ciyuaes (53%), pazsutuem koMbl B 4/19 cimygaes (21%), cymopor
y 7/19 neteii (37%). Pazpurue CIIOH u neranpHOro vicxoaa B TeueHue 12 mecsiieB nmocie Manudectamm
3a0oneBanus, y 11/19 nereit (58%). Pesynbrarsl npeacrasnensl B Tabmuie 4.

Tabnuna 4 — CpaBHUTENBHBIN aHAIN3 KIMHUYECKUX NposBieHui HepoctarouHocT OTC y nanueHToB
C HEOHATAJIbHOM U OoJee Mo3THUMH (popMamMK MaHU(ECTauN

Ipusnax Pannss (neona- | Mhaoenueckasu| p OLl; 95%-u JIH
MAIbHAsL) MaHughe- | NO30HAs MaHughe-
cmayus (n = 18) | cmayus (n = 19)

i 2 3 4 5

Cunpom yruererns ITHC 17 (94%) 15 (79%) 0,1 | 0,78;0,62-096
Curztpom BosGysnerns pyrximm LIHC | 3 (16.6%) 15(79%)  |0,001*|  0,53;0,01-,28
MBbILIIeHHAs TUTIOTOHMS 16 (89%) 10(53%) | 0,02% | 7.2;1,2-403
TuneproHyc 2 (11%) 4(21%) 06 | 04;007-294

Cynoporu 12 (67%) 7 (37%) 0,05* 3.4;0,88-13,2
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[Nponomkenue TaouIibt 4
1 2 3 4 5

Koma 16 (89%) 4 (21%) 0,01* 30; 4,7-188,4
CpbIruBanusi/pBora 10 (56%) 17 (89.5%) 0,02* | 0,14;0,026-0,83
Orxa3 ot efipl 13 (72%) 5(26%) 0,009* 7,2;1,7-31,0
I'enaromeranus 3 (17%) 15 (79%) 0,01* | 0,053;0,01-0,28
CunpoM 1uTONM3a 3 (17%) 15 (79%) 0,01* | 0,053;0,01-0,28
['vmoxoaryssms 9 (50%) 10 (53%) 1,0 0,9;0,24-3,2
I'emopparunueckuii cHHIPOM 9 (50%) 4 (21%) 0,09 3,7;0,89-15,8
[lonmuopranxast HEAOCTaTOYHOCTh 16 (89%) 11 (58%) 0,042* 5,4; 0,96-30,8
JleranbHbIi HCxox 16 (89%) 11 (58%) 0,013* 8,8;1,549,8

AJITOPUTM JUATHOCTHKH M TAKTHKH BeJeHHA JeTeil C HeOHATAJbLHOMH rMIepaMMOHUeMHUeH

Ha ocHoBaHMM NOTYUYEHHBIX JAaHHBIX CTaHAAPTU3UPOBAHBI MOKA3aHMSI K MCCIEI0BAaHUIO YPOBHS
aMMUaKa B KpOBU y HOBOPOXKIEHHBIX JeTel (PrcyHOK 5), oNTUMU3MPOBaHbI ¥ BHEAPEHBI B KIIMHUYECKYIO
NPAaKTUKY TaKTHKa BeJCHUS HOBOpOXIeHHBIX ¢ I'A (PucyHok 6) u anroput™m auddepenunanbHoil aua-
THOCTHKH 3a007eBaHui, acconnnpoBaHHbixX ¢ ['A (PucyHok 7).
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[TokazaHus K UCCIIEI0BAaHUIO YPOBHs aMMHAKa B KPOBH Y HOBOPOKIACHHBIX JeTen

Kiaununuyeckue

JlabopaTopHble

— YXyAuIeHHe COCTOSHUS
pebeHka rocie nepuoja
«CBETJIOrO MPOMEKYTKa»

— CHUHIPOM YrHETEHUS WIH
BO30YKIeHUs (PYHKIIMH
IHC

— YrHeTeHue JBUraTe/IbHON
AKTUBHOCTHU

— Yruerenue 6e3ycioBHO-
pedaekTopHO# J1eATeNbHO-
CTH

— Cy/10pOXKHBINA CUHAPOM
— Koma

—YacTeie 3nU30/1bI CPHITH-
BaHUs W/WIK OTKa3 OT
KOPMJICHUS

— TaxunHo? B coueTanuu ¢
PECIUPATOPHBIM ATTKATIO30M
— Hapymienus putma
cep/a/acucToIus

— Cneunduyeckuii 3anax
oT pebeHka

— «Sepsis-like» cunapom

— CTOMKHMH TaKTaT-alluI03
WJIH JIaKTaTEeMUS
— Croiikas rumno-/
THIIEPTIIMKEMHUS
— Keronypus

IlepunarajibHbie
daxkTopsl

— DKCTpeMalIbHO HU3Kast
macca Tesa IpH poKJIeHUH
— Ilepenecennas cpeaHers-
KeJasi U TsoKenas achUKCHs
IPU POKACHUH

— Undekuus, BbI3BaHHAs
ype3a-InpoayuupyrOIUMU
MHKpPOOPraHu3MaMHu

— HeonaranbHbli cenicuc

— Octpoe noyeqyHoe noBpe-
KJICHUE

— Hayimume nopro-cucrem-
HBIX IIYHTOB

— IlepunaranbHbIi HILIEMHU-
YECKHI MHCYJIBT

— BHyTpmxenynoukosoe
KpOBOU3IUsHUE 2-3-H CTe-
MEHH

— [lepcuctupyromas geroy-
Hasi TUIIEPTEH3UsI HOBOPOXK-
JICHHBIX

— CuHIpOM NOTHOPraHHOM
HE0CTaTOYHOCTH

— [Ipuem nepnapatoB BaJib-
NPOEBOM KHCIIOTBI

— BpoxieHHbIN rUnepuH-
CYJMHU3M

Pl/lcyHOK 5 — Iloka3aHus K UCCIEIOBAHUIO YPOBHA aMMHUaKa B KPOBHU Y HOBOPOKICHHBIX JeTen
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[Tono3penne Ha runepaMMOHHEMHIO*

v

['unepammonnemus: @

v

Hauasno metaboanyeckoit KoppeKuuu

v

A\ 4

I'unepamMmmonuemus ©

v

— Jpyrue TspKenble COCTOSHUS
y HOBOPOK/ICHHBIX
— HBO, He accoumupoBaHHbie
C rUIepaMMOHHEMHEH

— CranapTHOE KJIIMHHKO-1a00paTopHOE 00CIIeI0BaHHE

4

- Cnex‘rp AMHUHOKHCIIOT H allHJIKAPHUTHHOB B KPOBU

(TMC)

— Cnextp opranndeckux kuciaot B moue (I'X - MC)

A4

BrisiBieHsI crienu-

Crneuuduunsie s HBO na-

BrisiBiieHs! 1a00-

OopaTopHbIe H3MEHEHHS paTopHbIE H3ME- Crneunduynble s
(uunsie s HBO HE BBISIBIICHBI HEHHUs HECTIEIH- HBO naboparopHbie
JnabopaTopHbIe U3- WJIH BBISIBJICHBI J1a0OpaTop- ¢uuHOrO Xapax- HU3MEHEHHUS

MEHEHHS HbIE H3MCHECHHS HECTICLIU- Tepa HE BBISIBJICHBI
(uuHOrO Xapakrepa

'

MosiekyssipHO-TeHeTHUeCKoe 00cie/1I0BaHue

v

HauaTp naroreHeTnyeckyio

tepanuio HBO 1o nonyue-
HHS pe3yJIbTaTa MOJICKY-
JISIPHO-TEHETHUYECKOro obcie-
JIOBAHUS

[TposOKUTE CUMITTOMATH-

4ECKYI0 METabO0INYECKYIO

TEeparuio runepaMMoHKe-
MHH

I[1pu crabunusauum cocrosi-

l I

TpaH3uTOpHas rUEpaMMOHUEMHUS

!

— IToBrop TMC u/unu

I'X-MC

HUSL M HATHYHH TOJIOKHTENb-
Horo 3¢ ¢dexra 0T NPOBOIU-
MOif Tepaniu BO3MOKHA BbI-
MHCKa U3 CTallHOHapa JI0 Mo~
JIy4eHHs pe3ysIbTaTa MOJICKY-
JISIPHO-T€HEeTHYECKoro odce-
JIOBAHHUS MOJ| HAOJIIO/ICHHE B

HeHTpe ophaHHbIX OOJIe3HEH

HpOJ.lOJl)KHTb JHUHaAMHYCCKOC
HaOJII0/IeHHE B CTAllHOHApe
JIO TIOJIy4YEHHs pe3yJibTaTa
MOJICKYJISIPHO-TeHEeTHY -
CKOro o0cieioBaHus

PﬂcyHOK 6 — TaxTuka BCACHHA HOBOPOKACHHBIX C FHHCpaMMOHHeMHCﬁ.

[Tpu crabuin3anuu COCTOSIHUSL M OTCYT-
CTBHMHU THIIEPAMMOHHEMHH, MOCJIE OT-
MEHbI MeTabOJIMYECKOH Tepanuu BO3-
MOKHa BBIIMCKA M3 CTaLlMOHApa JI0 110-
JIy4EHHs pe3yJibTaTa MOJICKYJISIpHO-Te-
HETHYECKOTr0 00CIIeI0BaHUS MO
HaOJII0ICHUE NIe/IMaTpa U HEBPOJIOra




HeonaranbHas runnepaMMOHHEMHUSA - ——

Tpausuropuas
rHIEePaMMOHUEMHS

/

e

MeTtabosimuecKkuii JlaKTaT-aru/103

PecnipaTtopHblii ajnkaios3/IaKTaTeMus

Y

.

y

Crneunduueckuii 3anax pedbeHka
Keronoseie Tena B Moue @

I

[ToBbIlLICHHE OPraHHYECKUX
KHCJIOT B MOYe B
U3menenue cnekrpa ami-
KapHUTHHOB

KetoHoBbIe TE)Ia B MOUE ©

Huskuit ypoBeHb MOYEBHHBI

v

Hapyuienus umkia MO4eBHHbI

} ‘

OpraHHyecKue atnypHi H aMHHOALIHIOTIATHH

e bonesHb MOYH € 3a11axoM «KJICHO-
BOT'O CHPOTa»

H3oBanepuanoBas auuypus
[TponmonoBas auuypus
MeTtunmanoHnoBast aunaypus
ManonoBas aunaypus
I'myrapoBas atmaypus tum |
HeznocratouHocTs OMOTHHH1A3bI
u JIp.

renasbl JKK

Heocrarounocts JuiHHHONEnoueyHOi anma-KoA-nerun-
porenasbl KK

HeznocratrounocTs o4yeHb UIMHHONENIOYEYHOI atm-KoA-
neruaporenassl KK

Mpuoxectennslit geduuuT amnn-KoA-aernaporenas KK
H JIp.

TunorMKeMus @ THIOrIMKeMHS © U3MeHeHne crieKTpa aMHHOKHCIIOT B KPOBH
Hapymenue purma k NAGS |« P S T L
cep/ia/acucToms N

. MuroxonapuanbHbie CPS1 HIH / \
CHHJIPOM LIUTOJIH3A i i
KOK @ [ToBbiien B Hopme
2 - v
OtcyTteTBHe crientnHuecKHX H3IMEHEHHIT B
M3menenne cnekrpa CIEKTPE AMHHOKHCIIOT H ALIKAPHHTHHOB B CLTN 1
AUWIKAPHUTHHOB B KPOBH KPOBH M OPraHHYeCKHX KHCIOT B MOYE v Vv
1 1 ApruHuH
¥ ¥
JleheKThl MUTOXOHAPHATILHOTO Oporosas
[B-OKMCIICHHS JKMPHBIX KHCIIOT KHCJIOTA B ACA ARG
Moue 1 T ¥
HeznoctarousocTs KopoTkouenodeuHoii auna-KoA-gerna-
porenasbl KK
Hezocratounocts cpeanenenoyeynoii aunn-KoA-zernapo- OTC

*CLTN — unrpyninsemus tan |

*ACA — apruHHHOSHTapHAA alMAYPHS

*ARG — HE10CTaTOMHOCTD APruHashl

*OTC — HeAOCTATOYHOCTH OPHHTHHTPAHCKApGaMHIa3hl
*NAGS — HenocTarouHocTs N-aueTwiarayramMar CHHTETasbl
*CPS1 - nenocrarounocts kapdamonndocdar cunrerassi

Pl/lcyHOK 7 - AHFOpI/ITM I[H(l)(l)epeHHHaHBHOﬁ JUArHOoCTUKH 3360JICB3HHI>1, ACCOIIMUPOBAHHLBIX C ' HHCpaMMOHHCMHCﬁ Y HOBOPOKACHHBIX
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BbIBO/1bI

1. Pa3BuTHE TPAaH3UTOPHOM TUIIEPAMMOHUEMHIH Y HOBOPOXKIEHHBIX JeTei B OONBIINHCTBE CITy-
qaeB (88%) orMmedaeTcst Ha (POHE COUETAHUSI HECKOIBKUX MEPUHATATBHBIX (PaKTOPOB, CIIOCOOCTBYIO-
LIUX Pa3BUTHIO TAHHOTO cOCTOSIHUA. Y 12,6% NOHOIIEHHBIX U TMO3HUX HEJIOHOIICHHBIX HOBOPOXK-
JICHHBIX OBLTU BBISBJICHBI paHee HEONMHCAaHHBIE (PaKTOPHI, ACCOLIMUPOBAHHbIE C PA3BUTUEM TPaH3H-
TOPHOM TMIIEPaMMOHHUEMUN CPEIN KOTOPBIX: IEPCUCTUPYIOIIAs JIerouHas runeprensus (8,1%), BHyT-
PHKETYI0YKOBOE KPOBOU3IIUSAHNE 2—3 CTENEHU U NEpUHATAIbHBIN MIIEMUYeCKUN UHCYABT (2,3%),
BPOXACHHBIN runepuHcyanHusM (1,1%) u Bpoxxaennas kapauomuonarus (1,1%).

2. Pa3BuTHE TPAH3UTOPHON TMIIEPAMMOHUEMHH OTMeYasoch y 35,8% NOHOLIEHHBIX AETEH,
POOUBILINXCSA B COCTOSIHMM aC(UKCUU U TOTPEOOBABIINX POBEACHUS TEPANEBTHUECKON THIIOTEP-
Muu. YacTora pa3BUTHs THIIEPAaMMOHUEMUN HE 3aBUCEJIa OT CTENEHU TMIIOKCUYECKU-UIIEMUYE-
CKOM 3HIedanonaTuu. B cekTpe HEBPOIOTUYECKUX CUMIITOMOB Y HOBOPOXKJEHHBIX JETEH C T'U-
IIepaMMOHHMEMUEN 110 CPAaBHEHUIO C TPyNION cpaBHEHUS JocToBepHO yaile (p < 0,05) ormeua-
JIOCh BBIPA)KEHHOE CHM)KEHME WUJIM OTCYTCTBUE ABUraresnbHoi aktuBHOocTH (OLL = 1,57) n yrue-
TeHue 6e3ycioBHO-peduekropHoit aestensHocT (OLL = 5,0); 3naunmo vame (p < 0,05) BoIsIBIIS-
JUCh OTIAJICHHBIE HEBPOJIOTMUYECKUE HApYIIEHUS B BUJE NMPHU3HAKOB MaHyaJbHOW AUCIPAKCHU
(O = 9,9) n 3anepxka pazBuTus d3kcupeccuBHoil peun (OLL =16,2).

3. IIpu HeonaranpHOU (hopMe mMaHudecTannyu HACIEICTBEHHBIX 0OJe3HEH OOMEHa BEIIECTB,
aCCOIIMMPOBAHHBIX C THIIEPAMMOHHEMHUEH XapaKTepHbIE U KaXXI0W TPyHIbl KIMHUKO-TabopaTop-
HBIE MPOSIBJICHUS OBUIM BBISBICHBI B MOMEHT MaHU(eCcTaluu 3a007€BaHUs U OTCYTCTBOBAJIN MOCIIE
pa3BUTH METabOIUYECKOTO KpH3a.

4. Y HOBOPOXICHHBIX MTPH 3a00JIEBAHUAX U3 TPYIIIHI HAPYIICHUH IUKIa MOYEBUHBI CTICIU(H-
YECKHUE U3MEHEHHUS B CIIEKTPE aMUHOKHCIIOT M allMJIApHUTUHOB B KPOBU BBISIBIEHBI y 56% nerel, B
CIIEKTPE OPraHNYECKUX KUCIOT B Moue y 73,5% manueHToB. Y BCEX HOBOPOXKICHHBIX C 3a00JIeBaHU-
SIMM U3 TPYIIIIBI OPTaHUYECKUX allUAypUN OTMEYAINCh U3MEHEHHUS B CIIEKTPE aMUHOKHUCIIOT U alluJl-
KapHUTHUHOB B KPOBU M OPTaHMYECKUX KUCIOT B Mode. Y BceX JeTel ¢ neeKTaMu MUTOXOHIpUATIb-
HOTO [3-OKHCICHHS XKHUPHBIX KHUCIOT OTMEYAJINCh U3MEHEHUS CIIEKTpa allMJIKAPHUTUHOB B KPOBH U
OTCYTCTBOBAJIM U3MEHEHUS B CIICKTPE UCCIEAYEMBIX OPTraHUYECKHUX KHCIIOT B Mode. Y pebeHKa ¢ MH-
TOXOHJIpUAJIBbHBIM HapyILICHHEM OTCYTCTBOBAIU cCHeuu(uYecKkrue OMOXMMHUYECKHE H3MEHEHHUS B
KpPOBH 1 MOUYE.

5. s nereit ¢ HeoHaTanbHOU (opMoil MaHH(ecTanuu 3a00JeBaHUs U3 TPYIIBI HAPYIICHUN
1uKIa MoueBUHBI (HemocTarouHocTh OTC) B cieKTpe KIIMHUYECKUX MPOSBICHUHN IPe00Ia1atoT KU3-
HEYI'POXKaIoIlMe HEBPOJIOTUUECKUE HapyLIeHUs: cygoporu (67%) n xoma (89%) B couetanuu ¢ pas-
BUTHEM CHHJPOMA MOJUOPTaHHOHN HeaocTaTOUHOCTH (89%), B TO BpeMs Kak y JIeTel ¢ MIaJIeHYECKOM
U no3Hel popMamMu MaHU(eCTaluy MpeodaalacT CHHAPOM YIHETEHHsI, CMEHSIOUINICS BO30YXIe-
nueMm ¢yakuu [THC (79%) B couerannu ¢ maronorueit neuenu (79%) (p < 0,05). Yacrora neranb-
HBIX UCXOJIOB y JIeTell C HeoHaTallbHOU (hopMoOii MaHuecTau ObuIa JOCTOBEPHO BhIIIE (89%) ueM
y nereii ¢ 6osee no3nHuMH hopmamu Manudecranuu 3adonesanus (58%) (p < 0,05).

6. ONTUMHU3UPOBAH ANTOPUTM JU(PepeHIINATHHON AUATHOCTHUKH, OCHOBAHHBINA HA COYETaHHON
OLIEHKE PaHHUX KIMHHUKO-Ta00paTOPHBIX MPOSBICHUHN 3a00JIeBaHM, aCCOIMUPOBAHHBIX C HEOHA-
TaJbHOH runepamMMmonuemMuei. Paspaborana u BHepeHa B KIIMHUYECKYIO IPAKTUKY TAKTHKA BEICHHS
HOBOPOXICHHBIX C THIIEPAMMOHUEMUEN Pa3InYHON ATHOIOTHH.

HNPAKTUYECKUE PEKOMEHJIAIIUN

1. Onpenenenue ypoBHs aMMHaKa B KPOBH JTOJDKHO BXOJIUTh B CIIEKTP 0053aTEIbHBIX UCCIIENIO0-
BAaHUN y JETEH ¢ pa3BUTUEM IIATOJIOTMYECKOU HEBPOJIOTHUECKON CUMIITOMAaTUKH B COYETAHUU C HAPY-
LIEHUEM TOJIEPAHTHOCTH K NMUTAHUIO MOCJIE MEPUOJa CBETIIOTO MPOMEKYTKA, a TAKXKE MTPU TUCCOLH-
allMU TSHKECTU COCTOSTHHS C OCHOBHBIM 3a00JICBAHUEM U OTCYTCTBHUEM IOJIOKHUTEIBHOM JMHAMUKY HA
(oHe POBOAUMOI FITUOTPOITHOM U MATOTCHETHUECKON Teparuu.

2. Y HOBOPOXJICHHBIX JIETEH MPH BBISABICHUN MEPUHATAIBHBIX (PAKTOPOB, ACCOIIMUPOBAHHBIX
C pa3BUTHEM T'MIIEPAMMOHUEMUH U UX COUETAHUH, A TAK)KE Y BCEX HOBOPOXKICHHBIX B KPUTHUECKHUX
COCTOSIHMSIX ITOKa3aHO UCCIIEI0BAaHUE YPOBHS aMMHUAKa B KPOBH.
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3. Ilpu BeIsSIBIIEHNY NTOKA3aHUN K OIIPENIEICHHUIO YPOBHS aMMHaKa B KDOBH PEKOMEHIYETCS ITPO-
BECTH HCCIIEIOBAaHHE HEe3aMeUIUTENIbHO, HATMYUE TUIIEPAMMOHUEMHHU OIpEesieT He0OX0AUMOCTh
JUHAMMYECKOT0 KOHTPOJIS JAHHOT'O MOKa3aTeJsl.

4. Ilpu BBISBJICHUHU TUIIEPAMMOHUEMHUH Y HOBOPOXKICHHBIX JETEH BCEra HE0OX0IUMO MPOBO-
TuTh quddepeHInaNbHYI0 TUarHOCTUKY C HACIEeICTBEHHBIMU O0JIe3HsIMU 0OMeHa BelecTB. Hapsiny
C OLIGHKOW pe3y/bTaToOB CTAHAAPTHBIX KIMHHUKO-Ta00paTOpHBIX 00CIeI0BaHUI HEOOXOIUMO MPOBE-
CTH aHaJIU3 CIEKTPA aMUHOKHCIIOT U allWJIKADHUTHHOB B KPOBH U CIIEKTpa OPraHMYECKUX KHUCIIOT B
MoOYe, a TAK)KE MOJIEKYJISIPHO-TEeHETHYECKOe 00CIIeI0BaHHE.

5. Ilpu BBISIBIIEHNN TMIIEPAMMOHUEMHH B codeTaHuM ¢ cuHApoM yraerenus LIHC, napymenuem
TOJIEPAHTHOCTH K NUTAHUIO, a TAK)KE: TAXUITHOD U IPU3HAKAMH PECIIUPATOPHOTIO ajIKajao3a WU JaK-
TaTeMUU HEOOXOIMMO 3aro103pUTh 3a00JI€BaHUS U3 IPYMIbI HAPYLICHUS LIMKJIa MOYEBUHBI; CIICIH-
¢udeckuM H3MEHEHHEM 3amaxa oT peOeHKa, MeTabOINUYEeCKUM JIaKTaT-allu030M U BBISIBICHUEM Ke-
TOHOBBIX TEJI B MOYE HEOOXOMMO 3ar0103pUTh 3a00JIeBaHUE U3 TPYIIIBI OPraHMUECKUX alluAypuil 1
aMHHOAIMIOTIATUI; TPU3HAKAMU HapYyIICHUS PUTMa CEPIIa/aCUCTONNEH, CMEIIAHHBIM JIAaKTaT-alu-
J1030M, THITOKETOTHYECKON THUIOITIMKEMUEH, moBbIeHneM Tpancamuias 1 KOK Heobxonumo 3aro-
JO3pUTH 3a00JIeBaHUE U3 TPYIIBI 1e()EKTOB MUTOXOHAPHAIBLHOTO [-OKHUCICHUS JKUPHBIX KHUCIIOT;
CTOMKUM MeTa0O0IMYECKUM AIMI030M C JJaKTaTeMHel He0OX0IMMO 3ar0103pUTh MUTOXOHAPHAIIbHBIC
3a00JIeBaHusl.

6. IIpu npoBeieHNYN pacIMPEHHON TUarHOCTUKHU Y JIETEN ¢ HEOHATAJIbHOM rMIepaMMOHUEMHE
OTCYTCTBHE M3MEHEHMH MPU UCCIEJOBAHUU CIIEKTPAa aMUHOKHCIIOT U AlIUJIKAPHUTHHOB B KPOBU U
OpPraHUYECKHUX KUCJIOT B MOYE HE UCKIIo4YaeT 3aboneBanus u3 rpynnsl HBO u tpebyer npoBeneHus
MOJIEKYJISIPHO-T€HETUYECKOIO UCCIIEIOBAHHUS.

7. Jletu ¢ IMTENBHO COXPAHSIOLIeHcs runepaMMOHIEMUEil /Ui HyKIatoIuecs B POBee-
HUHM META0O0JIMYECKON Teparnuu ¢ LEeNb0 MOAAepKaHNs HOPMATUBHBIX 3HAYCHUN YPOBHS aMMHaKa B
KPOBH JIOJKHBI HAXOAUTHCS MO AMHAMUYECKUM HaOIOIEHUEM B CTallMOHAPE 10 MOTYyYSHHS Pe3yib-
TaTOB MOJIEKYJISIPHO-T€HETHUECKOTO 00CIIEI0BAHUS.

8. Ilpu BorsBieHun crnenupuunbix a1 HBO n3MeHenuii B criekTpe aMUHOKHCIIOT U alliiIKap-
HUTHHOB B KPOBHU W/HIIU CIIEKTPE OPraHMUECKUX KUCIOT B MOYEe HEOOXOAMMO HauaTh MMaToreHeTHYe-
CKYIO TEPAIHIO JI0 MOIyYEHHsI Pe3yJIbTaTOB MOJIEKYIAPHO-TeHETUYEeCKOTo 00cienoBanus. HoBopox-
neHnble ¢ mopo3penrueM Ha HBO momkHbI OBITH TIepeAaHbl O HaOMOACHHE B IEHTP OpaHHBIX 00-
JIe3HEN.
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CIIUCOK COKPAIIEHUI 1 YCJOBHbIX OBO3HAYEHUIA
AJIT — anannHaMHHOTpaHc(epasza
ACT — acnapraramuHoTpaHchepasa
BXXK — BHYTpHXenyn04uKoBOE€ KPOBOU3IHUSIHUE
I'A — runepamMMoHuEMUSA
I'B — recraniinoHHbIN BO3pacT
'3 — runokcuvecKu-uIeMudeckas dHIeaaonaTus
JHK — ne3okcupuOoHyKICHHOBAs! KHCIOTA
JIT — netrckwuii nepeOdpanbHbIi mapaany
K@K — kpearnndochokxunasza
HBO — nacnencTBeHHble 601e3HH 0OMeHa
HIIM — HapymeHus [UKJIa MOYEBUHBI
OIIIT — ocTpoe no4eyHOE MOBPEKICHHUE
IIJIT'H — nepcuctupyroas JeroyHas TurepTeH3ust HOBOPOXKACHHBIX
CIIOH — cuHapoM NOMMOpPraHHOW HEAOCTaTOYHOCTH
ITHC — nenrtpanbHasi HepBHas CUCTEMA
OHMT — skcTpeManbHO HU3Kasl Macca Tena
ACA — argininosuccinic aciduria (apruHUHOSIHTapHAs auaypus)
ASL — argininosuccinate lyase (apruHUHOCYKIIMHATINA32)
BE — base excess (130b1TOK Win gepuuuT OypepHbIX OCHOBAHUIN)
CPS — carbamoyl phosphate synthase (kapbamomndocdar-cuarerasa)
CTLNI1 — citrullinemia type (uutpynnuHemus Tumna 1)
IVA — isovaleric aciduria (u30BanepraHoBast aluaypus)
Lact — lactat (;takrar)
MMA — methylmalonic aciduria (MeTuIManoHOBas AUy pUs)

MSUD — maple syrup urine disease (60J1e3Hb MOYH C 3aIIAXOM «KJIEHOBOTO CHPOIIay (JICHIIMHO3))

NGS — new-generation sequencing (CeKBEHHPOBaHHE HOBOTO MTOKOJICHUS)
NH3 — ammuak

NSE — neuron specific enolase (Helipocnienuduueckas eHonasa)

OTC — ornithine transcarbamylase (opHUTHH TpaHCKapOaMuIasa)

pH — pondus hydrogenii (BogopoaHbIit moKa3areib)

TMC — Tandem Mass Spectrometry (TanaeMHast MacC-CEKTPOMETPHS)



