3

KNHHUYECKHWE HABNHWAEHUA

Bonpockl remaTonornn/oHkonornm 1 ntMmyHonatonorun B neguatpum, 2015, Tom 14, Ne4, c. 32-36
Pediatric Haematology/ Oncology and Immunopathology, 2015, volume 14, No 4, p. 32-36

YOK 616.153.963.43-053.2

MeTremorno6uHemum Yy neteuv
(0630p NnUTepaTypbl U COOBCTBEHHOE KITMHMYECKOE HabMoOEHNE
pebeHka ¢ remornobnHom M Saskatoon)

A.l0.YcT1ioroB'?, E.lN.Ka3aHel', '.C.3axapoBa’, C.A.lMnsicyHoBa', N.0.Cagenos’

'®eneparsibHbIVi HAYyYHO-KITMHNYECKUV LEHTP [ETCKOU rematosiornm, OHKOI0rum n MMMYHOIOMrn
um. Omutpus Poravesa MuHaapasa Poceun, MockBa, Poccurickas ®@epepauusi;

2Poccnvickmii HaUmMoHasbHbIM MCCrIe0BaTeIbCKuii MEAVMLIMHCKMY yHuBepceuTeT uMm. H.W.Iuporosa
Munsgpasa Poccun, MockBa, Pocewickass ®enepaymsi

B cTatbe npefctaeneH pa3éop peakoro KIMHNYECKOro Cryyas — BPOXAEHHOW CTPYKTYPHOW METreMornobHeMmmn BCNeacTeme
remorno6mHa M Saskatoon, nogpo6HO ONMCaHbl OCHOBHbIE KIIMHWYECKWE 1 NnabopaTopHble Mapkepbl METremMorfiobuHemMmnm.
Cratbsa unnioctpupoBaHa coTorpadusamm, anekTpogoperpamMmmorn remonnaara 1 XxpomaTorpammon Lenew remMorniodbmHa.
KnrodeBble crioBa: 4etv, MeTreMornioouMHemMus, UmaHo3, remorsiobuHo3 M, remornobuH M Saskatoon, guarHoctvka

Methemoglobinemias in children
(Review of literature and a clinical case report

of a child with hemoglobin M Saskatoon)

A.Yu.Usryugov'?, E.G.Kazanets?, G.S.Zakharova?, S.A.Plyasunova?, |.0.Sadelov?

'Federal Research Center of Pediatric Hematology, Oncology, and Immunology named after Dmitry Rogachev,

Moscow, Russian Federation;

2Russian National Research Medical University named after N.I.Pirogov, Moscow, Russian Federation

A rare clinical case is discussed: congenital structural methemoglobinemia caused by hemoglobin M Saskatoon. The main
clinical and laboratory markers of methemoglobinemia are described in detail. Photographs, hemolysate electrophoregram, and

hemoglobin chain chromatogram are presented.

Key words: children, methemoglobinemia, cyanosis, hemoglobinosis M, hemoglobin M Saskatoon, diagnosis

M eTreMornobvHeMus — pefkoe remartonormyeckoe 3abo-
neBaHune, XxapakTepusyoLLieecs NMoBbILLIEHNEM KONMYECT-
Ba meTremorno6uHa (MetHb) B kpoeu. MetHb — cbopma remorno-
6uHa (Hb), koTopas 0o6pa3yeTcs Npu OKUCNEHUM Xene3a rema
0O TpexsBasieHTHOro B [EOKCUreHMPOBaHHOM COCTOSHWUMU, 4TO
NPMBOONT K HEBO3MOXHOCTW TpaHcrnopTa Kucnopopa Moreky-
non Hb. KnuHn4eckn meTtreMornobuHemMusi nNposiBNseTcsa yme-
PEHHOW NNU THXKENOWN FMNOKCUEN, UnMaHo30m [1].

B opraHuame, Kak npaBuio, OCYyLLIECTBNAETCA HEMPEPbLIBHOE
npeo6pasosaHune Hb B MetHb, n Hao6opoT. B Hopme B 3puTpo-
umtax MetHb coctaBngeTt ot 0 oo 2% OT 06LUero KonnyecTea
Hb. MNpeobpasosaHne MetHb B Hb npoucxoguT OBymMsa NyTaMu:
3a CYET HUMKOTUHaAMUOAAEHWHOMHYKNEOTUArMapOreHasbl-LUnuTo-
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xpom-b5-pepykTasbl (NADH-CYB5R, Ha gaHHbI MexaHn3m npu-
xogutes 0o 99% Bcero MetHb) 1 ¢ ncnonb3oBaHNMEM HUKOTUH-
amMupafeHVHavHykKneotTuadgocdaTrnaporeHasbl-LMToxpom-b5s-
pepykTasel (NADPH-CYB5R), koTopas obpasyeTcs rmoKo30-6-
dochaToermoporeHa3on B rekco3omMoHodoccaTHoM nyTtu [2].
MocnegHWii MexaHn3m OU3NONOrMHECKN HEAKTUBHBIA U HyXAOa-
€TCA BO BHELUHEM BO3[ENCTBUM C LieNnblo akTneauum (Hanpumep,
npv OeNCTBMM METUIIEHOBOIO CUHErO) [2].

B kayecTtBe NpuYMH pasBUTUS METreMorIobnHeMUN Bblgens-
toT: 1) BpoxaeHHbin pecdouunt NADH-CYB5R; 2) reHeTtnyecku
06YCNOBNEHHblIE M3MeHeHus CTpykTypbl Hb; 3) peakuum Ha
OKUCNUTENbHbIE areHTbl (HAPKOTUKK, NeKapcTBeHHble npenapa-
Tbl, 6bITOBas XMMuA U T.4.), Npeo6pasyiowme Hb B MetHb.

B 3aBMCMMOCTU OT MPUYMHBI, BbI3BABLLEW METreMOrno6buH-
eMuio, BbIAENSAI0T BPOXAEHHbIE U NPUOBPETEHHbIE METFEMOTTIO-
61HeMnn. BpoxaeHHble METreMOrfIiobMHEMIM B CBOIO OYepefpb
NnoapasfensioT Ha SH3UMOMEHUYecKne U CTPYKTypHble (reMo-
rnobuHo3 M), BCTpevatoTCa peako M He Bcerga COBMECTUMMBI
C XMn3Hbto [1].

BpoxpaeHHaa 9H3MMOMNeHn4eckas MeTreMornobuHemmns —
penkoe 3aboneeaHuwe, nepeparwLleecs Mo ayTOCOMHO-peLec-
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cuBHOMYy Tuny, Bbi3BaHHoe paeduuutom NADH-CYB5R [3].
BcTpeuaroTcs aBa KNMHWYECKMX BapuaHTa: 1-i BapyaHT nposie-
nAeTcs TOMbKO LMAHO30M, MpU 2-M BapuaHTe LUmMaHo3 coyeTa-
eTCA C TSXKENOoW YMCTBEHHOM OTCTaNOCTbIO, HEBPOSIOrMYECKUMM
HapyLweHuamu [4]. Mpu 2-m BapyaHTe OeTun, Kak npasumio, ymu-
paloT B paHHeM Bo3pacTe [5].

®epmeHT NADH-CYB5R, kak CBA3aHHbIN ¢ MEMOPaHOM, Tak
N pacTeBopuMbIv, kogupyetcs reHom CYB5R3, pacnonoxex-
HbIM Ha 22-n XxpomocoMe B Jokyce 22q13-qter. Ha cerogHaLu-
HW/ OeHb B MMpe onucaHo okomno 58 myTtauui reHa CYB5R3,
npueogawwmx K gecdounumty NADH-CYB5R (nHdopmauma 06 ns-
BECTHbIX MyTauusax reHa CYB5R3 npepctaeneHa Ha canTe
http://www.omim.org/entry/613213). ®epment NADH-CYB5R
COCTOVT M3 OBYX (PYHKUMOHanNbHbIX OOMEHOB, COEOMHEHHbIX
rmékon netnen: N-tepmuHan unu FAD-cBsidbiBalOLUN OOMEH
(Thr31 B Ser146) n C-koHueson wnn NADH-ceA3biBaloLLmi
nomeH (Ser174 B Phe301). O1n 2 06nacty BaxHbl Ans nognep-
XKaHWS1 apXUTEKTYpbl 6enKa n COXpaHeHUs1 ero akTMBHOCTK [6].

Mpun remorno6mHo3e M (BTOpoONn hopMe BPOXAEHHOM MeTre-
MOrno6buHemMun) noebilLleHHOE KonmyecTBo MetHb o6ycnoene-
HO CTPYKTYpHbIMM aHomanuamu camoro Hb. 3ameHa amwuHo-
KWUCMOT B CTPOro OnpeaeneHHbIX MecTax NpMBoauT K CyLLecT-
BEHHOMY HapyLLEHWNIO nepexona dnekTpoHoB B monekyne Hb,
HanpuMep, 3amMeHa rmcTuauHa B HENocpeacTBEHHOW 6M30CTU
OT remMuHoBon rpynnbl B no3vumn 087 [F8] (HbM lwate), p92
[F8] (HbM Hyde Park), o58 [E7] (HbM Boston) nnun 63 [E7]
(HbM Saskatoon); BanuHa Ha rmyTaMMHOBYIO KUCNOTY B NO3U-
uum p67 [E11] (HbM Milwaukee-1) [7-9]. leTu € o-rmo6UHOBbLIMU
BapmnaHTamu MetHb yxe npun poxaeHnn nmMerT Bblipa>KeHHbIN
LMaHo3 B OTNNYME OT AeTei ¢ B-rmobMHOBLIMW BapuaHTamu
MetHb, B nocnegHem cny4dae konudectso MetHb npu poxae-
HUW JOCTATO4YHO HU3KOE M MOBBILLAETCH K KOHLY Nepsoro roaa
XWU3HW, 4YTO OOBLACHSET pas3BuUTUE LmMaHo3a BO BTOPOM MOSyro-
01K Xun3Hu [8, 9].

MpnobpeTeHHass METFEMOrNIOBUHEMUSA MOXET Pa3BUTLCS NpU
yrnoTpebneHnn nekapcTBEHHbIX Npenapartos, TakMx Kak aueTa-
MUHOMPEH (MapaueTamorn), NPUMaxuH, KOKamH, 06e360/IMBatOLLINX
CpeacTB MECTHOro OencTBus (Hanpumep, nupokawH) [10, 11],
BOAbI W/ OBOLLEN, 3arps3HEHHbIX HUTPATaMu, NPU BAbIXaHUA
nNpoMmbILLIEHHbIX ra3os [12—14]. R.Greer n coaBT. [14] nokasanu,
YTO OKCMA a30Ta MOXET YCKOpATb TeMnbl popmmpoBaHusa MetHb
B 1000 pags, nogaensas 3amTHble (PEPMEHTHbIE CUCTEMBI U MPU-
BOASA K Pa3BUTUIO METTEMOINIOOMHEMUN Yy MNaAEHLEB.

TaXeCTb KIMHUYECKNX MPOABNEHNIN NPUOBPETEHHbLIX MeTre-
MornobuvHemMuii NpsaMo nponopuuoHanbHa konu4yectey MetHb
B KpoBM [7]. Y 300poBbIX Ntofen, Kak npaswuno, npu Konu-
yectBe MetHb meHee 15% cumnTOMbl OTCYTCTBYIOT. ECnn Ko-
nunyecteo MetHb cocTtasnsiet 15-20%, NOABNAOTCA NPU3HAKK
rMNOKCUn TKaHewn (umaHogs), 20-30% — ronosHble 60K, ycTa-
N0CTb, FONOBOKPYXeHne n 06Mopokn, 30—-50% — Taxmkapamsa un
TaxunHos, 6onee 50% — apuTmusa, cygoporu, Koma, aumpos u
cMepTb (Tabén. 1). Y naumMeHToB ¢ aHeMmen Ntoboro reHesa, 3a-
60/1eBaHUSIMN CEPOEHHO-COCYAMCTON CUCTEMBI, NIErKUX U cen-
CUCOM, T.e. UMeKLNX ocnabneHve KMCIopoaoTPaHCNOPTHOWM
yHKUMK, yxe npu Konmyectse MetHb okono 5% MoryT 6bITb
KITUHWYECKNE MPOSIBIIEHNS METreMOrfIOBUHEMUN CpepHeTsXe-
JIOM 1 TSXKENOW CTENEHM.

Konunyectso MetHb onpefensatoT TpagMUMOHHbLIM CniekTpanb-
HbIM METOLOM: B Cly4ae a-rMobMHOBbIX BapnaHTOB BPOXAEH-

Tabnvua 1. KnuHnyeckue nposiBNeHUs B 3aBUCUMOCTM OT KOMNU-
yectBa MetHb (uunT. no [7])

Konnyectso Knuhnyeckune nposiBneHus

MetHb, %

Menee 10 CMMNTOMBI 4aCTO OTCYTCTBYIOT

10-20 LinaHos

20-30 TpeBOXHOCTb, rOMOBOKPYXEHWE, FONOBHAs 601b, TaxKapaus
30-50 YTOMNSEMOCTb, CMYTAHHOCTb CO3HAHWS, TAXUMHO

50-70 Koma, aunnos, aputmus, npunagku

Bonee 70 CwmepTb

HOM MeTremorno6uHemun kKonmdecteo MetHb B npepenax
HOpPMbI, B Cly4ae [B-rI06MHOBbLIX BapuMaHTOB — KOJIMHYECTBO
MetHb wnHorpa coctaenser 10% M He COOTBETCTBYET CTeNeHn
LumaHo3a, No3ToMy HeO6X0AUMO NMPOBOAMUTL CNEKTParbHbIA aHa-
13 Hb npu anvHe BonHbl 631, 502 1 600 HM € pac4eToM Koadh-
uumeHToB BETKe, T.e. OTHOLUEHUN ONTUYECKUX MIIOTHOCTEN
npy pgnuHax BonH 630/600 n 500/600 HM (B HOpME COOTHO-
weHne Desolisoo COCTaBRsieT 6onee 1,25, a COOTHOLUEHWE
D500/ 0is00 — 60ONEE 2,8) [15].

MeTremMornobuHeMma SBNSETCA OUMArHO30M WCKIIOYEHUS U
MOXET ObITb 3amnofo3peHa Ha OCHOBaHWM Xanob, aHamHe3a
XU3HN 1 6ONe3HW, pe3ynbTatoB o6CcnefoBaHus (onpepeneHne
konunyectBa MetHb, uckniodeHne Opyrmx npuyvH LMaHo3a) u
OonpefenieHnss ra3oBoro cocraBa KpoBW. JleyeHue BO3MOXHO
TOMbKO MpWU MPUOBPETEHHBbIX hopmMax 3abonesBaHNs N HEKOTO-
pbIX TUMNax BPOXAEHHOW 3H3UMOMNEHWYEeCKOM MEeTreMornobuH-
emMuun. B neveHmm Mcnonb3yloT acKOpOUHOBYIO KUCMOTY B [03€
1-2 1, B TAXeNbIX Cny4asx — BHyTPMBEHHOE BBEOEHWE METUse-
HOBOroO cuHero B go3e 1—2 mr/kr 3a 3—5 MuH.

MpuBOAUM ONMCaHME KITMHUYECKOrO HabniofeHUss BPOXOEH-
HOW CTPYKTYpHOM MeTremorfnobvHemMmn — remornoébuHosa M
BCcrnefgcTene aHomanbHoro HbM Saskatoon (63 (C->T)).

KnuHunyeckoe HabnogeHune

Pogutenn maneunka 3.U. 7 net (pogunca 19.11.2006) o6-
patunuce B ®efepanbHbll HAYyYHO-KITMHUYECKUI LEHTP OETCKON
remaTtonornm, OHKONOrmm 1 MMMyHonormn um. Omutpusa Pora-
yeBa MuHagpasa Poccumn (MockBa) € Liefbio YyTOHYHEHUS NpUYn-
Hbl MOBbILLEHHOrO copepxaHus MetHb. Metremorno6buHemmio
y Manbumka Bbifsunm B anpene 2010 r., XOTS BbIpaXXeHHbIN Lna-
HO3 KOXW U CNMU3UCTbIX 000M04eK Habnogancsa ¢ 7-Mecsa4yHoro
Bo3pacTa. /I3 cemenHoro aHamHesa W3BECTHO, YTO POOUTENU
pe6eHka 3[0pOBbl, B KPOBHOM POACTBE HE COCTOAT, cTapLuas
cecTpa 340poBa, 3THUHECKOE MPOUCXOXAEHNE — PYCCKMe.

B BogpacTe 3,5 roga B permoHasibHoM Kapamonorm4eckom LieH-
Tpe pebeHKy Obinn NpoBefdeHbl 30HOMPOBaHVE MpaBbIX OTAENOB
cepaua, aHrmonynbMoHorpadgus 1 sxokapamorpadus ans ncknio-
YeHWsA BPOXOEHHOrO rnopoka cepgua. B obiem aHanuse Kposu
B Bo3dpacTte 3 mec Hb 106 r/n, sputpouutsl 3,6 x 10'%/n, remaro-
Kput 32%, nerikoumntsbl 4,5 x 10%n, TpomboumnTbl 221,0 x 10%n,
nanoykosgepHole HenTpodusbl 8%, cerMeHTosaepHble HENTPO-
urnbl 28%, NMAoUnTbI 62%, MOHOUMTbI 2%; COSD 3 Mmm/4. Knc-

Ta6nuua 2. PesynbraTtbl 06cnepaosaHus naumeHTa 3.U. 7 neT ¢ BpoXx-
[eHHON MeTreMornoéuHemMmen

lNokasatenb 3HaueHve nokasartens
nauueHt 3.M. Hopma
MetHb, % 11,5 Metee 1
AktneHocTb NADH-CYB5R, % 2,19 2,2-45
KoadpcpuumeHT BETke g0/ oo 0,8 Bonee 1,25
KosthepmuneHT BETKE [isoo/Lieoo 18 Bonee 2,8
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Puc. 1. CnekTpanbHbii aHanu3 Hb naumeHta 3.U. ¢ BpoXxpeHHOM
MeTreMorno6uHemmneri 1 340pPOBOro A0HOPA.

Hb A

Puc. 2. Pasgenenue Hb nauueHta 3.U. ¢ BpoXXxaeHHOW MeTreMorno-
6uHemMuen metopom anekTpochopesa. BbifABNeHbl MUHOPHbIE aHO-
MarnbHble hpakuun B 30HaX 3neKTpodhopeTnyeckon nogsmxHoctu HbE
n Z1; HbA 94,9%, HbA2 3,1%, B 30He HbE 1,4%, B 30He Z1 0,6%.

bl
L

JIOTHO-LLIENOYHOE cocTosiHMe Kposu: MetHb 10—-15%, SO, 56—74%,
HHb 14-38%, pH 7,362, pCO, 45,7 mm pT. cT. MyTaumv reHa DIA1
He 06Hapy>XeHo.

Mpn ocmoTpe cocTosiHMe pebeHKa YAOBETBOPUTENIbHOE.
®du3myeckoe pa3BuTe COOTBETCTBYET BO3paCTy. Tenocnoxexme
HOpMoOCTeHuYeckoe. Pe6eHOK akTMBEH, KOHTakTeH, OPUEeHTUPO-
BaH B NPOCTPaHCTBE U BO BpeMeHu. OTmeueH anddysHbin uma-
HO3 KOXHbIX MOKPOBOB. Buanmblie cnnanctble LMaHOTUYHBIE.
Cknepbl HOpmanbHOW okpacku. HocoBoe ApixaHue cBo6ogHoe,
YyactoTa fAbixaHus 24 B 1 MuH. IpyaHas knetka He M3MeHeHa.
AyCKYNbTaTUBHO [fbIXxaHWe Be3WKyNnspHOe, MPOBOAMTCA BO BCE
OTHenbl, XpUnoB HeT. HacToTta cepaedHbix cokpatleHuit 110 yaa-
poB B 1 MVH. TOHbI cepaua fiCHble, PUTMUYHbIE, NaTONorn4ec-
KMe LWYyMbl He BbICNyLUMBAKOTCA. 2KUBOT NPaBUNbHON (POPMbI, He
HanpsxeH, 6e360ne3HeHHbIN. NedyeHb 1 ceneseHka He nanbnu-
pytoTcsi. Moya Bu3yanbHO He M3MeHeHa.

B o6Lem aHanusze kposu Hb 121 r/n, sputpoumnTtsl 4,03 x 10'%/n,
remaTokput 37,1%, newnkouutel 6,68 x 10%n, TpomMGOUUTHI
297,0 x 10%n, cpegHui ob6bem aputpouuta (MCV) 92,1 cn,
cpenHee cogepxanne Hb B aputpounte (MCH) 30 nr, cpegHsas
koHueHTpaumsa Hb B sputpouute (MCHC) 326 r/n, wwupuHa
pacnpegenexnns sputpoumToB no ob6vemy: RDW-CV 13,5%,
RDW-SD 44 ¢n. B 6MoXnMn4eCcKoM aHann3e KpoBu akTUBHOCTb
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MornoLuerne npu anuHe BomHbl 280 HM, onT. ef.

T
26 28
Bpewms, MuH

T
24

Puc. 3. Xpomartorpachuyeckuit aHanu3 uene Hb naumenta J.U.
C BPOXXJEHHOW MeTreMorfiobuHeMmmnen. BrisiBneH aHoMarnbHbIn Nuk— X,

E

|'III Il. .) \ | ll' \I'n'

[ | '~/:\ )\l

Puc. 4. AHanu3 nocnepgoBaTenbHOCTU thparMmeHTa B-rno6muHoBOro reHa nauueHta .. (ctpenkor ykasaHa mytauma CD63 CAT->TAT B retepo-

3UroTHOM COCTOHHVIVI).
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naktatgervpporenassl (J1OIN) 600 EL/n, koHUeHTpaums obLiero
6unmMpybrHa 21 MKMonb/n, npsMoro 6unupyéuHa 13,3 MKMonb/n.

Ha mMomeHT ocmoTpa pebeHoK nony4asn ackopbuHOBYIO KMUC-
noty — 200 Mr B CyTKM, kKO3H3UM Q10 — 60 Mr B CyTKMW.

Haun6onee YacTon Npu4MHOM METreMOrno6MHEMUN B IETCKOM
Bo3pacTe asnsetca gecduumt depmeHta NADH-CYB5R, noato-
My Mbl OMpefenvnmn akTMBHOCTb 3TOro grepmeHTa. AKTMBHOCTb
NADH-CYBS5R B cbiBOpoTKe KpoBM NaumeHTa coctasuna 2,19%,
YTO COOTBETCTBOBAJIO HVXHEN rpaHnLe HOPMasbHbIX 3HAYEHWUN.
KoacbdmumeHTbl BETke 6bINnM CHWXEHBbI (Tabn. 2), 4YTto cBuge-
TeNbCTBOBA/IO O BO3MOXHOM MPUCYTCTBUM B KPOBM MaumeHTa
aHomarnbHoro Hb rpynnel M. MNpn cnekTpansHOM UccnegoBaHum
remonuaara (puc. 1) 6binn BbISBNEHbI N3MEHEHWs], MOATBEPAVB-
LuMe NPeAnonoXeHne O HanvymM y naumeHta aHomarnsHoro Hb
rpynnel M. BoamoxHo, 3to HbM Saskatoon, HbM Hyde Park nnm
HbM Milwaukee-1, Tak kak ana aTux aHomanbHbIX Hb xapakTtep-
HO MOsIBNEHME UMaHo3a nocne 6 mec XxusHiu [8, 16, 17].

Mpu ncenegosannm Hb meTogom anekTpodopesa y naumeHTa
6b1/11 BbISBMEHbI MUHOPHbIE aHOMarbHble dpakuun Hb (puc. 2).
Mpu nccneposanmm Hb B TecTe ¢ n-6yTaHonom 6bina BbiBNeHa
HecTabunbHocTb Hb naumeHTa. MNpn xpomaTorpadmyeckom aHa-
nm3e uenen rnoéuHa naeHTnduumpoBaHa aHoManbHasa rnoéu-
HoBas uenb (puc. 3), NPUCYTCTBYIOLLAsA B JOCTATOYHOM KOSmYe-
ctee. Mo ckopocTu BbiIxoga C Xpomartorpacuyeckor KONOHKM
Hambonee BEPOSATHO, YTO 3TO aHoMasibHas f-rnobuHoBas Lenb
HbM Saskatoon.

Ons nansHenwen Bepudmkaumm aHomansHoro Hb 6bin npo-
BEAEH aHanM3 nocnefoBaTenbHOCTUN B-rMOGMHOBOrO reHa MeTo-
[OM MpsSIMOrO CekBeHVpoBaHus. Pesynesrat nogTeepann Hanm-
yne y pebeHka HbM Saskatoon B retepo3vroTHOM COCTOSIHUW
(puc. 4). KnnHudeckne n nabopaTopHble NPOABAEHUSA reMOrno-
6uHo3a M BcnepgctBue aHomanbHoro HbM Saskatoon Bkntovatot
He TOSIbKO MHTEHCUBHBIA LIMaHO3 KOXM U CIIM3UCTbLIX 060MOYEK,
noBbIiLLeHHOe KonnyecTBo MetHb, Ho 1 na6opaTopHbie Npu3sHa-
K1 remonuaa (nosbilleHne aktmeHocTh J1OIN, NoBbILEHME KOH-
LeHTpaumm 6unmpybuHa 3a c4eT Henpsamon dpakumun) Bcnea-
CTBUE YMEPEHHOW HECTabUNbHOCTN aHoMasIbHOM Monekysbl Hb,
4YTO NOATBEpPXAAETCA uccnegosaHnem ctabunbsHoctTy Hb.

MpuBeaeHHbIV cnyyYan AeMOHCTPUPYET CIOXKHOCTU AmMarHoc-
TUKU METreMornobuHemMmu y aeten. JnuTtensHoO CyLLeCTBYOLLNIA
y pebeHKa LmaHo3 KOXHbIX MOKPOBOB NpUBes K MHOrOKpaTHOMY
06C/1IefoBaHN0 C LENblo BbISBNEHUsT 3a60neBaHuin CepaeyHo-
COCYAMCTON 1 AbIXxaTenbHON cucTeM. BbiBNEHHbI aHOManbHbIN
yMepeHHO HecTabunbHeln Hb — HbM Saskatoon — 4yyBcTBUTENEH
K OKUCIIUTENBHOMY CTpeccy, YTO TPebyeT BHUMAHUSI 1 HaCTOpO-
XEHHOCTU MNpKn BbIGOPE NIeKapCTBEHHbIX NpenapaTos A neve-
HWUSI MHTEPKYPPEHTHbIX 3a60/1eBaHNN.
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