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BpoxkneHHass METreMOrJI00MHEMISI, 0COOEHHO 00YCJIOBIEHHAS MATOJIOTHYECKUM reMorIoouHoM M, — KpaiiHe peakas IpUYMHA DUA-
HO32a Yy HOBOPOXK/IEHHBIX. Bpems Haua1a v TSKeCTh KIMHUYECKHMX NPOsIBJIeHUiA Py 00J1e3H) reMorsioouHa M 3aBHCHT OT TOT0, KAKYI0
HeNb [JI00MHA 3aTPOHYJIA TeHETHYECKAS MyTalusl.

Hens nccnenoBanus. IlpencraBurts cirydaii BpoKIEHHO METreMOITIO0OMHEMHH, CBSI3aHHBII ¢ §0J1e3HbI0 reMorioonHa M, He pac-
NIO3HAHHBII B HEOHATAJILHOM NEepPUo/ie, 0000IUTD JAHHbIE 0 TMATHOCTHKE, TePANIMHU U NPOTHO3 MPH JAAHHON NATOJIOTHH.
Kiunnyeckoe nadmonenue. Y J0HOIEHHOTO pedeHKa 0e3 OpraHHoil MaToJI0ruu 0TMeYeHo pa3BuTue TU((Y3HOro HUAHO3a B PAHHEM
HEOHATAIbHOM Nepuone, chrmkenue pSO, 10 70%, pesuCTeHTHOE K Tepanuu KHCIOPOJIOM, HAPACTAIOAS aHeMHsi. YPOBEHb MeTre-
MOTJI00MHA MAKCHMAJIBHO 10 17%. CHinKeHne yPOBHSA MeTreMor100una 10 5,7% u cradumusauusa pSO, >90% noyyensl nocjie aByx
TpaHcy3uii apuTpoumTapHoii B3Becu. I1pu asekTpodopese Ha 5-e CYTKH XKU3HM NATOJOrHYeCKHX (hOPM reMorJio0MHA He BBISIBJIEHO.
IIpu noBTopHOM 3JieKTpodhopese B BO3pACTe 5 MecC BbISBIEHA MATOJIOTHYECKast (pakius reMorsioouHa 8,9%, cooTBeTCTBYIOMIAS FeMO-
riaoouny M Iwate. B Teuenue nmepsoro rosa Ha0.I01eHNs POCT U Pa3BUTHE PeGEHKA COOTBETCTBYET BO3PACTHOI HOPMeE; OTMEYAETCsl
CTa0MJIbHBIA aKpouuano3. MeTreMorioOMH B KpoBHM coxpaHsiercsi Ha yposne 8,7—8,9% 6e3 cnemuuyeckoii Tepanuu B TeueHne
nocJjieuux 6 mec.

3akmouenne. /IMarHOCTHYECKUMHM KPUTEPUSMH JHATHO32 BPOXKIEHHO METreMOrio0OMHEMHM, BbI3BAHHOW Je()EeKTHbIM reMOrJIo-
ounom M (M-reMorio0MHONATHS), IBUJIHCH BHICOKHIA CTOMKHII yPOBEeHb MeTreMor100uHa (9—12%) u BbisiBIIEHHBI# AHOMAIBHbII
BapuaHT remoriioouna M npu asekrpodopese (HbM Iwate).

Karoueswte croea: HosoposicoenHblil, 8podcoeHHas memeemo2n0ounemus, yumoxpom b5 pedykmasa, eemoenobun M, yuanos.

Ans yntupoBaxus: [onrononos U.C., PeikoB M.IO., Pabues A.A., Konbuosa C.HO. BpoxaeHHasi MeTreMorsiobrHeMusl, Bbi3BaHHas aHOMasIbHbIM
remorsio61HoMM, yHOBOPOXAEHHOrocLmaHo30M. PocBecTHnepuHaTonuneanarp2023;68:(2):81-85.D0I:10.21508/1027-4065-2023-68-2-81-85

Congenital methemoglobinemia, especially caused by pathological hemoglobin M, is an extremely rare cause of cyanosis in new-
borns. The time to onset and severity of clinical manifestations in hemoglobin M disease depends on which globin chain the mutation
occurred in.

Purpose. To present the case of congenital methemoglobinemia associated with hemoglobin M disease, not recognized in the neonatal
period, to summarize the data on diagnosis, therapy, and prognosis for this pathology.

Clinical case. In a full-term child without organ pathology, the development of diffuse cyanosis in the early neonatal period, a decrease
in pSO2 of 70%, resistant to oxygen therapy, and increasing anemia were noted. The level of methemoglobin is up to a maximum
of 17%. A decrease in the level of methemoglobin to 5.7% and stabilization of pSO2 >90% were obtained after two transfusions
of erythrocyte suspension. No pathological forms of hemoglobin were detected during electrophoresis on the 5" day of life. Repeated
electrophoresis at the age of 5 months revealed a pathological hemoglobin fraction of 8.9% corresponding to hemoglobin M Iwate.
During the first year of observation, the growth and development of the child corresponds to the age norm. Stable acrocyanosis. Met-
hemoglobin in the blood remains at the level of 8.7—8.9% without specific therapy for the last 6 months.

Conclusion. The diagnosis of congenital methemoglobinemia due to the presence of defective hemoglobin M (M-hemoglobinopathy)
was established basing on the high persistent level of methemoglobin (9—12%) and hemoglobin electrophoresis identified an abnormal
hemoglobin M (HbM Iwate) variant.
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For citation: Dolgopolov I.S., Rykov M.Yu., Riabtsev A.A., Koltsova S.Yu. Congenital Methemoglobinemia and Abnormal Hemoglobin M Variant
in a Newborn with Cyanosis. Ros Vestn Perinatol i Pediatr 2023; 68:(2): 81-85 (in Russ). DOI: 10.21508/1027-4065-2023-68-2-81-85

KalOT M3-3a ayTOCOMHO-PEIECCUBHBIX Ne(EeKTOB B TeHe
CYB5R3, xomupytomem NADH-1mmToxpom-b5-penykrasy,

MCTFGMOFHO6I/IH€MVIH — penkas TMpUYMHA IMa-
HO3a y HOBOpOXIeHHBIX. [IpunobpeteHHast dopma

BCTpevaeTcs valle M BO3HMKAeT BTOPUYHO TIPU BO3MECH-
ctBuM okucauteneir [1]. BpoxneHHble (opMbl MeTre-
MOTJIOOMHEMMU BCTPEYAIOTCSl KpaliHe PeaKo U BO3HM-

WIA U3-32 ayTOCOMHO-JIOMUWHAHTHBIX MYyTAllMii B reHax,
KOIUMPYIONINX 0.-, - ¥ y-TJIOOMHOBBIC OCJIKW, N3BECTHBIE
noa oOIMM Ha3BaHueM «remoryioouHsl M (HbM)» [2].
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IIpu 3TOM CHMIKaeTcs CIOCOOHOCTh IMPKYJIUPYIOIIErOo
reMOTJIO0MHA TTEPEHOCUTh KUCIOPOJ M3-3a TIPeBpaIlieHusT
BOCCTaHOBJIEHHOTO Xene3a [Fe?'] B oKMcaeHHOe Xene30
[Fe**], koTopoe He CIIOCOOHO CBSA3BIBATHCS C KUCIOPOIOM
[3—6]. KoHeuHBIM pe3yabTaTOM 3THUX M3MEHEHUIA SIBJISI-
eTCs YMEHBIIIEHUE TOCTaBKU KUCIIOPOIa, YTO TPUBOAUT
K TKaHeBOI rurtokcnu [1].

TskecThb KIMHWUYECKUX TIPOSIBICHWI 3a00JeBaHUS
3aBUCHUT OT YPOBHS MeTreMoriobmHa B KpoBu. Kpu-
TUYECKUI YPOBEHb METreMOTJIOOMHA, TTOCie KOTOPOTO
pa3BUBAIOTCS JbIXaTeJbHBIEC, HEBPOJOTMYECKHEe, MeTa-
Gosmueckue HapyureHus, coctasisier 20% [7]. OaHako
I MJIAJIEHIEB BpPOXIEHHAsT METTeMOTJTIOOMHEMUS
MOTEHIIMAIBHO OTAacHa TS KU3HM Jaxke Tpu Oojiee HU3-
KOM YPOBHE METTeMOTIJIOOMHA.

IMenp wWccnenoBaHusA: TIPEACTaBUTL CIIydail BpOX-
JNIEHHO METTeMOTIIOOMHEMUY, CBSI3aHHBINA C OOJIE3HBIO
reMorioomHa M, He pacIlO3HaHHBIM B HEOHATAJbHOM
reprosie, 00OOIIUTL TOIXONBI K TUATHOCTUKE, Teparuu
U TIPOTHO3 TIPY TAHHOM MaTOJIOTUH.

Kiunnyeckoe Ha0Omoaenne. PeGeHOK, poXIeH B CPOK
Ha 40-i1 Hemene ot MaTepu 32 JileT, OT MepBoil Oepe-
MeHHOCTH. Macca Tena npu poxaeHun 3820 r, mauHa
53 cM, OKpY:XKHOCTH ToyioBbI 32 cM. OlleHKa Mo IIKaje
Anrap coctaBuia 8/9 OamnoB. CeMmeilHbli aHamHe3
HE OTSITOIIEH.

UYepes 7 4 mocsie poaoB Habogalcs 1IMaHO3 CO CHU-
SKEHMEeM HAaCBIIeHUS (caTypaliu) KpOBU KHUCIOPOIOM
(pSO,) mo 70%. [pIXaTelbHBIX HapyIIeHWi He OBLIO.
YacroTa cepneyHbIX cokpaleHuii cocrapisiia 140—150
B 1 muH. [Ipu s3xokapnuorpadumu u Ha 0030pHOI peHT-
TreHoTpaMMe TPYIHOM KJIETKM BPOXICHHBIX aHOMAJIUIA
cepllia M COCYIOB, TTATOJOTUYECKUX U3MEHEHUI B JIeT-
KUX He BbIsBIeHO. [lepeBeleH B OTAeleHUE peaHMMa-
IIMM ¥ WHTEHCUBHOW Teparuu IJisl TTPOBEIECHUST UCKYC-
CTBEHHO! BEHTWISIIMM Jierkux. Ha doHe momaum cMecu
¢ comepxaHueM kuciopona 100% ymeHbIIEHUS IMa-
HO3a He Habmomanoch, pSO, coxpaHsAmach Ha YpOBHe
70—75%. Tlpn 3TOM B KPOBU OTMEYAIMCh TUIIEPOKCUSI
65 MM PT.CT. ¥ TUTIOKAITHUS 24 MM PT.CT. YpOBEHb MeT-
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KJINMHUYECKUE CJTYHAU

remoryiobnHa coctaBui 9,2%, remorinobuHa — 151 t/n
B l1-e cyTKu Xu3Hu. B OMoxuMuyecknx aHain3ax KpoBu
0e3 MaToJIoTUM.

Ha ¢oHe HauaToii Tepanuu acKOpOWHOBOW KMCIIO-
Toi B o3e 250 Mr/Kr/cyT CylIeCTBEHHOU KIMHUYECKOM
n jabopaTopHOl TWHAMHMKKM He OTMedajoch. B koHIle
1-X CYTOK XU3HU TALIMEHT TepeBeieH ¢ UCKYCCTBEHHOM
BEHTWISILIUM JIETKUX Ha PEeCIUPATOPHYIO TOIAEPKKY
yepe3 BBICOKOITIOTOYHYIO Ha3ajdbHYI0 KaHiojlio AIRVO
6—7 n/MuH (10 12 i/MWH). B CBSI3M ¢ COXpaHSIOMMCS
urano3oM u Huskoit pSO, (70-90%) nosa ackopouHo-
Boil KucaoTsl yBenuueHa ao 500 mr/kr/cyr. Hecmorpsi
Ha 3TO, y pebeHKa coxpaHsuicss nuddy3HBIN 1TMaHO3
U OTMeYaanch 3MKU30abl Aecatypaunu 10 80%. 'emonu-
HaMMKa cTaOuJIbHAsl, ayCKyJbTaTUBHO JIbIXaHUE TTPOBO-
JIUJIOCh BO BCEe OTAENbI JieTKUX. KoXXHBbIe TTOKPOBHI 11a-
HOTUYHOW OKPAaCKM, PAaBHOMEPHO TeTuible. MBIIEUHbBII
TOHYC (DJIEKCOPHBIN, (usnosorndyeckuii. ['emarocruie-
HOMeTaJIN1, TPHU3HAKOB WHMEKIIMOHHOTO CUHIPOMA,
HEBPOJOTUYECKNX HApYIIEHWI He BBISIBIEHO. YPOBEHb
METreMoryIo0rMHa coxpaHsuicss B mnpenendax 9,0—9,8%.
Ha 5-e cyTkm XW3HUM B aHaJIM3e KPOBU OTMEUEHO CHU-
JKeHWe YPOBHS reMorioornHa 1o 115 r/in nmpu ypoBHe MeT-
remoryiobuHa 17%. Tlocne TpaHChy3UM OTHOTPYIITHOM
SPUTPOILIMTAPHON B3BeCU M3 pacueta 15 MJI/KT ypoBeHb
meTremorioouna cuusmncs no 11,4%, pSO, cocrapuna
84—86% (cM. Tabmmiy). OTMedasoch WCYE3HOBEHUE
nuddy3HOro 1MaHo3a MpU COXpPaHEHUM aKpollMaHo3a.
ITpu npoBeneHuun ayekTpodopesa He 0OHAPYKEHO MaTo-
jjornyeckux (opm remorinodbuHa, yposHu HbF 55,7%,
HbA 43,7%, HbA2 0,6%. T1pu CHUXKEHUM YPOBHS TeMO-
mobuHa 1o 104 r/n Ha 9-e cyTKM MpoBelneHa MOBTOP-
Has TpaHC(y3UsT IPUTPOLIMTAPHONM B3BECH, 4TO TIPU-
BeJIO K TAJeHUI0 YPOBHS MeTreMmoriioouHa mo 5,7%
1 BoccTaHoBIeHno pSO, Ha cTabuIbHOM ypoBHE >90%
MpY MUHUMAJTBLHOW TOANEPKKE KHUCIOPOAOM. AHEMUS
HOCHMJIa TEeMOJUTUYECKHWI, pereHepaTOpHBI XapakK-
Tep, O YeM CBUIETEIIBCTBOBAIN YPOBHU PETUKYJIOIM-
T0B 11-21%. Buoxumnueckue mokKasaTesd BCE BpeMs
HaOJTIOIeHUsT OCTAaBaJIUCh B Mpeesiax HOPMbI. AHAJTU3LI
KPOBM, BBITIOJJTHEHHbIE B IEJSX BBISIBICHUS BHUPYCOB
reprieca, KpaCHyX#, IIUTOMETAJIOBUPYCa, TOKCOILJIa3MBbl,
MMKOIUIa3MbI, XJIAMUIUW, OTpULIATEbHBIE.

Ha 14-e cyTku manmeHT TiepeBefeH Ha TepopabHbII
npueM ackopouHoBoi Kuciotsel 400 mr/kr/cyT. YpoBeHb
METreMOIIOOMHa CcTabuaM3npoBaiics B Tpeaenax 11,6—
13,7%. Tlpu 3TOM MaLMEHT ObLI TeMOIMHAMMUYECKM CTa-
OWJICH, TIATAJICS W ABIIIAT CAMOCTOSITEJIbHO, HE 3aBHCEI
OT KUCJTOPOJa; HEBPOJIOTMIECKUX HAPYIIIEHHIA TIPY OCMOTpE
U TIPU YJIETPa3BYKOBOM MCCIIEIOBAaHUU TOJIOBHOTO MO3ra
He BBIsIBJIeHO. Bhimmican nomoit Ha 31-e CyTKU B yIOBJIETBO-
PUTETILHOM COCTOSTHUM, C aKpOIIMaHO30M Ha (hOHE YPOBHSI
MeTremorioouHa 13,3% u remorimoouHa 111 /7.

VY mauMeHTa Ha TPOTSDKEHWM BCETO  Tepuona
HaOmoneHus: (11 Mec) He BBISIBJIEHO TATOJIOTUYECKUX
OTKJIOHEHWI B pOCTe W DPa3BUTUM. YPOBEHb T'€MOTJIO-
OuHa crabwimMsuMpoBaica B mpenenax 126—132 1/m,
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Joncononos U.C. u coasm. BpoxxineHHast METTeMOTIOOMHEMUSI, BbI3BAHHAS aHOMAJIbHBIM TeMOITIOOMHOM M, y HOBOPOXKIEHHOTO C LIMAaHO30M

Tabauya. IMHaMUKa MOKa3aTeJleil aHAIM30B KPOBU U Pe3yJIbTAaThl TepANiu

Table. The dynamics of blood tests and the results of therapy

1-e 5-e 6-¢ 9-¢ 15-e 24-¢ 60-¢
IToka3are/m/CyTKH XKU3HH 3,5 mec 5 mec 7-9 mec
CYTKH CYTKH CYTKH CYTKH CYTKH CYTKH CYTKH
SpO,, % 70 70 84—86 82—88 89-90 88-92 90-92 90-94 90-94  90-94
MerremornoouH, % 9,2 17 11,4 10 5,7 10,9 13,2 10,4 8,9 8,7—8.,9
T'emorio6uH, r/1 151 115 130 104 120 130 109 119 126 130—132
Perukynountsl, % — — — 11 — 21 10 — - -
Ilnano3s Oomwmit  O6wmwmii  AKpo AKpo AKpo AKpo AKpo AKpo AKpo AKpo
FOZGOITHOE I 250 500 500 400 400 400 400 400 Otmena  —
JIOTa, MT/KT/CyT
B(III) B(III)
Tpanchyzumn Rh(+) Rh(+)
ypoBeHb MeTremomioouHa — 8,7—8,9%. CekBeHu- CHUMIITOMBI  BPOXIEHHOM METTeMOTJIOOMHEMUN

poBanue 1o CeHrepy He BBISIBWIO IaTOJOTMUECKUX
WJIM BEPOSITHO TMaToJIOrMuyeckux myrtaiuii B rene CYBSR3
KaK OIHOM W3 JOBYX M3BECTHBIX MPUYMH BPOXICHHOM
MmetremoryioonHemuu. [Ipn moBTOopHOM 3JIeKTpodopese
remorioouHa B Bo3pacte 5 Mec HbA 79,2%, HbA2 2%,
HbF 9,7%. B 30ne Z10 BhIsIBNIEHO 8,9% MaToiorndeckoi
¢pakunu, BeposiTHee Bcero, cooTBeTcTBywleir HbM
Iwate. Tepammst acKOpOMHOBONM KMCJIOTONH OTMEHEHA.
Ha HacTostiee Bpemst COXpaHSIIOTCST aKpOLIMaHO3 U Cepo-
BaThIil OTTEHOK KOXHBIX TTOKPOBOB U CJIU3UCTBIX 000JI0-
yek. CrienmpuuecKylo Teparuio He MoJTyJaer.

00cyxaeHue

BpoxaeHHass MEeTreMOTJIOOMHEMUsST — OYeHb pelaKast
MpUYMHA IMaHo3a Y MJlafieHleB. [1py pa3BUTHM LIMaHO3a
HEOOXOIMMO B MEPBYIO 0YePeIb UCKITIOUUTh BPOXKIECHHBIE
MTOPOKHM CEPIIIa, JJETOUHYIO MaTOJIOTHIO U MHMPEKINH.

BpoxneHHast (popma MeTreMorj1o0MHEMHUM, CBSI3aH-
Hasg C aHOMaJIbHBIMU (hopMaMy TeMOTJIOOMHA, Hacje-
NIyeTCsT TI0 ayTOCOMHO-TOMWUHAHTHOMY TUIY W HOCHUT
cobmpaTeIbHOe Ha3BaHUE «0OJIe3Hb TeMoryioonHa M».
I'emornobun M mpencraBisieT cobOOil  M3MEHEHHYIO
dopmy Hb m3-3a MucceHc-MyTauMy B TeHAX, KOTUPYIO-
mux anbba- (HbA1, HbA2), 6eta- (HbB) wiu ramma-
(HbG1, HbG?2) uenu riobrHa, CIIOCOOHYIO COeTUHSIThCS
JIMIIb C OKWCJIEHHOM, TpeXBaJICHTHOW (hopMoii KeJesa.
M3BectHO mo KpaitHeit Mepe 13 BapuaHTOB TeMOTJIO-
onxa M, Bkmoyas HbM Boston, HbM Iwate, HbM Sas-
katoon, HbM Hyde Park, HbFM Osaka, HbFM Fort
Ripley, HbM Milwaukee-1 [3, §].

Bonesnb remornobuHa M mpeacraBisieT OMacHOCTb
JIJIsT HOBOPOKAEHHBIX B CBSA3M C TMITOKCHUEN, pa3BUBa-
folreiicss Ha (hOHe aganTallMOHHOTO COCTOSIHUS Tepe-
X0Jla KO BHEYTPOOHOI XKM3HU, axe MPU YPOBHE MeET-
remorioonna 9—10%. Y nereit crapiiero Bo3pacTta
U B3pOCJIBIX TTAIIMEHTOB ¢ BApMaHTaMU reMoryioonHa M
OOBIYHO YPOBHM METIeMOTJIOOMHA COCTaBIISIIOT MeHee
20%, Maa0 CUMIITOMOB WJIM CUMITOMBI OTCYTCTBYIOT
3a UCKITIOUEHNEM COXPAHSIONMIErocs MOXU3HEHHO 1Iha-
HOTUYHOTO OTTEHKAa KOXHBIX MOKPOBOB U CIIU3UCTBIX
oboouex [2, 9].

00yCJIOBJIEHBI TUIOKCEMMEN, BbI3BaHHOW He3ahdheK-
TUBHBIM razooomeHom [10, 11]. YpoBeHb MeTremo-
mobnHa oT 3 mo 15% BBI3BIBAeT HE3HAYMTETbHBIN
aKpo-, pexe Jerkuii mud@y3HbIil IMaHO3, a YPOBEHb
G6onee 15% Bemer K croiikoMy auddy3HOMY Lua-
HO3y. YpoBHU 25—50% coOnpoBOXIAIOTCSI TOJOBHOM
60JIbIO, ONBIIIKOM, TOJIOBOKPYKEHUEM, 0OMOpPOKaMMU,
cl1aboCThIO, CIYTAHHOCTBIO CO3HAHWSI, CUMIITOMA-
TUKOW HapylmeHUs (QYHKIUHN CepIedHO-COCYIMCTON
cucteMbl; ypoBHU 50—70% BBI3BIBAIOT AeTUPUI, CYIO-
pOTH, KOMY, BBIpaXXeHHBIN allMa03, a YPOBHU BHIIIE
70% o6BIYHO TIPUBOAAT K cMepTH [ 1, 2].

Ha BpoXIeHHYI0O METTeMOTJIOOMHEMMIO YKa3bIBaeT
HEBO3MOXHOCTh KOMITEHCMPOBAaTh IIMAHO3 W TTOBBI-
cuth pSO, unranauueit 100% xucnopona. Mamepenne
HACBIIIEHUST KUCIOPOIOM C TIOMOIIBIO IYJTbCOKCH-
MeTpa B cJyd4ae METTeMOTJIOOMHEMUU HENMpPUMEHUMO,
TaK KakK MyJIbCOKCUMETP MPOMYCKAET CBET C IBYMST ITU-
Hamu BotH (600 m 940 HM), TOTIa KaK METTeMOTIIOONH
MOTJIONIAET CBET C IJTMHOM BOJHBI 660 1 940 HM. «30J510-
THIM CTAaHAAPTOM» TMATHOCTUKU MPU3HAHO MCITOIh30Ba-
Hue CO-okcumerpuu [11, 12]. MetremornioouH, KOTO-
pBIIE B HOpMe coCTaBisieT 1% OT 001mero reMoryioonHa,
He MOXeT TePeHOCUTh KHUCIOpPOI, TPU 3TOM KpUBas
IVCCOLMAIIMY KHUCIIOpoAa CMellaeTcsl BeBO. AHalu3
KpuBO# nuccouuainu kuciopona P50 obecrieunBaeTcst
OOJBIITMHCTBOM ~ COBPEMEHHBIX aHAJIM3aTOPOB Ta30B
KPOBU U MOXET IMOMOYb B JTMAaTHOCTUKE 3a00JieBaHUSI,
OJIHAKO He TTOAXOMUT JIJIST HOBOPOXKIECHHBIX M3-3a OTCYT-
cTBUs pedpepeHTHOTO nuana3oHa [13].

B mipencraBieHHOM KIMHUYECKOM HAOMIONEHUU
B TIEPBBIE Yachl XM3HU OTMEYEHO CcHIKeHune pSO,
no 70% Ha ¢GoHe MCKYCCTBEHHON BEHTWISILIMM JIETKUX
u nHcybdasuun 100% xucnopona. I[pu 3ToM B KpoBH
OTMEYaTuCh TUTIEPOKCUST Y TUTIOKAITHUS, YTO CBUIECTEIb-
CcTBOBajio O Hed(h(GEeKTUBHOM BKIIOYEHUU KHUCJIOpOaa
B MOJIEKYJTy TeMOrJToorHa. OTMevaicst pocT COmepKaHuUs
MeTtremorsioouHa ¢ 9,2% Ha 4-e cyTku XusHu 1o 17%
B mocjenytouie nHU. Ha 7-e cyTku pa3Buiiach aHeMMUsI
TEMOJIUTUYECKOTO XapaKTepa, YTO TakKXkKe XapaKTepHO
JUTSE BPOKIIEHHOI METTeMOTJIOOMHEMMH.
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JlarHOCTMKa BpPOXIECHHON METTeMOIJI00MHEMUN
BKJIIOYAET TMOMCK JBYX W3BECTHBIX 3TUOJOTUYECKUX
MPpUYKMH U 6a3upyeTcs Ha TeCTe aKTUBHOCTU (pepMeHTa
CYB-5-penykrazpl ¢ MOJEKYJISIPHO-TEHETUYECKUM
uccienoBanuem reHa CYB5R3 u anekTpodopese remo-
rJIOOMHA, ¢ TIOCTeAYIONIUM CEKBEHUPOBAHUEM TE€HOB,
KOIMPYIOIIMX LEeNU II00MHa y peOeHKa W pOomuTelIeid.
K coxanenuto, omnpeneneHue aktuBHocTu CYB-5-
penyKTasbl He JaeT OMHO3HAYHBIX PE3yJIbTaTOB y JeTeit
MepBOTO Troja KWU3HHW. Y HOBOPOXIECHHBIX YPOBEHb
aKTUBHOCTU (epMeHTa cocTaBisgeT Toabko 50—60%
OT HOPMBI B3POCIBIX M TOJBbKO K 12 Mec JocCTUTaeT
pedepeHTHOTrO nuanas3oHa [1, 3].

Hanuyue maronorunyeckoii popmbl remorsioouna M
TIpY MPOBEACHUHN 3JIEKTpodope3a MOXET OBITh 3aMacKU-
pOBaHO BBICOKHMM YpOoBHeM remorjioduHa F, Habmonae-
MbIM B TIEpBbIi1 Mecs1l Xu3Hu pedeHka [11, 14]. JlaHHbIi
(beHoMeH HabMOMANICS Yy HAIIIEro TalKeHTa, Y KOTOPOTo
TpU TIPOBEIEHUU 3JIeKTpodope3a Ha 7-€ CYTKM KU3HU
He OBUTM BBISIBJIIEHBI TATOJOTUYEeCKKHE (DOPMBI T€eMOTJIO-
6uHa M Ha ¢doHe remornoouHa F 56%. YpoBeHb TeMO-
mobuHa M8,9%, coorBerctByroniero HbM Iwate, Gour
BBISIBJIEH CITYCTSI 5 MeC TIpU TTOBTOPHOM HCCJIeIOBaHUU,
Kora ypoBeHb remorioouna F cHuswics no 9,7%.

Pemrenne o TIpoBedeHUM  JIEYEHUs]  BPOXKICH-
HOI METreMOTJIOOMHEMUM OCHOBBIBAETCS Ha TSKe-
CTM CHUMIITOMOB, a He TOJIbKO Ha YPOBHE MeTTre-
MOTJIOOMHEMUM. TMaToreHeTnyeckas Tepanus
MpU  BPOXACHHOW METTeOTIOOMHEMUM, BBI3BAaHHOM
nedexkrom NADH-mmutoxpom b5 pemykrasbl, 3akitoua-
€TCST BO BHYTPMBEHHOM BBEIEHUU METUJICHOBOTO CUHETO
(0,5-2 wmr/kr B teyeHue 5 muH) [5]. Ilepen Hauyamom
Tepanuu CcliefyeT MPOBECTU TECTUPOBAHKME aKTUBHOCTH
II0K030-6-pocharaernaporeHassl  [15]. AnbrepHaTh-
BOIf METUJIIEHOBOMY CHMHEMY MOKET OBbITh aCKOPOMHOBAST
KUCJIOTa, KOTOpask UCITOIb3yeTCs B CIydastX, KOraa MeTH-
JICHOBBIII CUHMI HEIOCTYIEH, a TakKKe B CIIydasix KOM-
OMHAIIMM METTeMOTJIOOMHEMUM M Ne(dUINTa TIIIOKO030-
6-docdarmeruaporeHaspl.  ACKOpOMHOBasE  KMCJIOTa
HampsIMyl0 CHUKAeT YPOBEHb METTeMOTJIOOMHA, OJTHAKO
TpeOYIOTCSI MHOTOKpATHBIE BBEJICHUS TIperapaTa, YToObI
oOUTHCS cToiiKoro addexra [1].

IMpu pemieHnu Borpoca O MPOBEICHUN Teparuu Clie-
JIyeT YYWUTHIBATh, 4TO Tepamusi METUJICHOBBIM CUHUM
1 acKOpOMHOBOM KUCJIOTON HeddeKTUBHA B CIIy-
yae, €CIM BPOXICHHAas METTeMOTTIOOMHEMUST CBsi3aHa
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