Children's medicine of the North-West
2021/ T.9Ne 1

W3MEHEHWA COCTABA TrEMOTJIOBUHA U ETO
MPONU3BOAHBIX MPU PA3JINYHbLIX 3ABOJIEBAHUAX
Y OETEN

OaHunosa Jllo60Bb AHApeeBHa, JINTBUHEHKO JTlo60Bb ANneKcaHApPOBHa
CaHKT-lMeTepbyprcknit rocyfapCTBEHHDIN NEAVATPUYECK MEANLMHCKIN yHUBepcuTeT. 194100, CaHKT-MeTepbypr, yn. JInToBcKas, 4. 2

E-mail: lubodah@list.ru

Kntodesvle cyioga: snekmpoghopes; munel 2eM0o2/106UHd; hemasbHbIl 2eM027106UH;
KCIp6OKCU2€M02fIO6UH,' MemeeM02ﬂ06UH,' cemamor’ioeuyeckue 3G60ﬂ€60HUH,‘ 3a6onesaHus
wWumMosuoHoLl Xene3bl

BBegeHue. [emornobuH (Hb) anseTca ofHMM 13 OCHOBHbIX GEMKOB Y pPa3fNiUHbIX NPeACTaBUTENEN XKUBOTHOMO
Mupa. Ero 6riocrHTes u pusnonornyeckrie CBONCTBA OTPAXKAKT U3MEHEHUS, MPOUCXOASLLME B OPraHU3Me B HOPME U
npuv natonorun. Hb paccmaTtpurBaloT Kak pefloKC akTUBHOE COefiMHEHME, CNOCOOHOE He TONIbKO TPAHCMOPTUPOBaTb
Kncnopos, HO 1 y4acTBOBaTb B 06pa3oBaHmM ero akTuBHbIX popm. B HacTosLlee Bpems xopoLuo nsyyeH coctas Hb B
bur3nonornyeckrx ycnoBusx, B OHTOreHese.

Lenb nccnegoBaHua. — onpeaenntb OCHOBHbIE 3aKOHOMEPHOCTU B USMEHEHUN TUMOB U MPOU3BOAHbIX re-
MOrno61Ha NpY Pa3fnyHbIX 3ab6oeBaHNAX Y AeTel.

Matepuanbi n metogbl. OpaKLMOHHbI COCTaB remornobrHa onpeaenanu metoomM snekTpodopesa. MNonyyen-
Hble ppaKkumn npu snekTpodopese nageHTndrLMpoBaHbl 6onee, uem y 300 getelr. [insa nsyueHna npoueHTta deTtanb-
Horo remornobuHa (HbF), kapbokcruremorno6rHa, MeTreMorniobriHa UCnosib30Banu KOOPUMETPrUYECKre MeTObl B
cobcTBeHHON MoamnduKkaumun. ViccnegoBaHma BbiNOMHEHbI Y 125 feTel ¢ remaTonornyeckmmm 3aboneBaHuamn 'y
88 feTeln c 3a60neBaHNAMM LNTOBUHON Xenesbl.

PesynbTaThbl. MineHTrdurKkauus dpakunin remornobrHa B KpOBM 340POBbIX A€TeN U NPU NaToNorMm nokasana, 4to
aHonHaA ¢pakuma —1'- cootBeTcTBOBana Hb-romotetpamepam (HbH, Barts n amb6puoHanbHbiM Tnam), 1,2,3 dpak-
unn — HbA,, cegbmasn ¢ppakuma — HbA;, Bocbmasi — HbA,. HbF Bkntouan 4-1o, 5-10 1 6-10 dppakumm. SM6proHabHble
Tunol Hb — Gower1 un 2, Portland1 6binv o6HapyeHbl B KpoBY AeTel npu neko3ax (31 pebeHok), numdorpaHyno-
MaTo3e (27 feTei), uguonaTnyeckor TpomboLmToneHnyeckon nypnype (40 geteit). YCTaHOBNEHO, UTO KIMHUYECKOe
BbI3[IOPOBJIEHNE HE COMPOBOXKAAN0OCh HopManusauuen coctaBa Hb, dbpakuunm ambproHanbHbix TUNoB Hb ncuesanu
nosxe. Y 6onbHbix kenesopeduuymtHom aHemmen (KA, 20 geTeln) oTmeyeHbl U3MeHeHWA pacnpeaeneHnsa ¢ppakumii
HbF (noBbiweHa 4-a dpakuyua B 3 pasza) u cHmxeHne Gppakumm HbA,. MosbiweHre npogykumnm HbF cBnpetenbcTeyeT
O TKaHEeBOW rMnokcun, a cHuxeHne HbA, — o geduunute a-Lenen n HapyLeHUN CUHTE3a reMornioburHa. Y 60sbHbIX
KOA 6bIno cHMXeHO Takxe copgepxaHue HbA; uto 06bscHAETCA ycuneHrem reMmonn3a 1 nosiBeHNemM MOJoAbIX
KneTok. Hanbonblune nsmeHeHmsa coctaBa Hb otmeueHbl y peten 8-12 net ¢ KA. Hopmanusauus ero coctaBa y
HUX NPW NeYeHnr HacTynaeT No3XKe, YeM y fieTell Mnajluiero Bo3pacta. icnonb3yemblin Hamu MeTog, anekTpodopesa
OKasasca LeHeH Ana ANarHocTukn B- n a-tanaccemum. MiccnegoBaHue coctaBa Hb B 2-x cembsix (9 uenoBek) no3Bso-
N0 BbIABUTbL -Tanaccemuio y 5 peteli 1 ABYX UX poACTBEHHUKOB. OCHOBHblE M3MEHEHNs pPaKLMIOHHOro COCTaBa
kacanucb nosbiweHust HbA, n HbF. Cymma ¢pakumin HbA 6bina HU3KOM. Y YyacTu poACcTBEHHUKOB 6b11 06Hapy»keH HbH
1 NOCTaBNeH MarHo3 Masiol a-TanacceMmm.

HapyweHuna cuHte3a Hb 6bin10 oTMeueHo y geTell ¢ HapyweHuaMy GYyHKUUN WUTOBUAHON Xene3bl. I3MeHeHus
coctaBa Hb npwu runoTtnpeose u runepTrpeose HocMnM pasHoHaNpPaBieHHbIN xapakTep. Mpy runoTnpeose onpeae-
nAnocb yBenuueHue cogepkanma HbF, HbA; Ha poHe ymeHbLieHMs obwero konuyectBa Hb B3pocnoro Tvna, B Tom
yncne n dpaxkuyum HbA,, uTo cBMAETENbCTBYET O HU3KOWM CKOPOCTU 3PUTPOMNO33a. Y AeTel C rmnepTupeo3om, Hanpo-
TUB, coflepxaHre Hb B3pocnoro tuna 6bin0 BbICOKUM. MonHoM HopManm3auumn ¢pakumnoHHoro coctasa Hb nocne
NeyeHnsa He NPOUCXOANIIO.

KonopumeTtpurueckune nccnegoBarus npoueHta HbF, kapb6okcuremornobrHa u MeTreMorniobrHa y getein npum uns-
yyaeMmblX HaMK remaTosiormyeckux 3aboneBaHmAX MO3BONUIN BblABUTb 3aKOHOMEPHOCTb: BbICOKUI npoueHT HbF
yalle coyeTasnca ¢ 6osee BbICOKAM KONIMYECTBOM MeTreMorfiobrHa, Uto o6bAcHAeTCA 6onbluel ero CnocobHOCTbIO K
ayToOKuMcNeHuo. Takxke y feTeli C 3aboneBaHMAMN KPOBU OTMEYEHO NOBbILLEeHUe KOHLUEeHTPauumn Kapbokcmremorsno-
6uHa. Mpn ANcPYHKUUAX WMTOBMAHON »Kenesbl M3MeHeHNsA B Konuvectse HbF 1 nponsBogHbIx reMornobriHa 6biam
Hanbonee BblpaXeHbl Y fieTel C rmnoTmpeo3oM. MNpu gekomneHcaumy rmnoTmpeosa Obinm 06HapyeHbl MNOBbILIEH-
Hble 3HaueHNA MmeTreMornobrHa BHe 3aBMCUMOCTY OT Hanuuma aHemuun. bonee BbICOKMIA NpoLeHT MeTremornobuHa
6bin onpeneneH B KPOBU AeTel C Hanbonee BbICOKUM cofepxaHem HbF. HasHaueHne 3amecTUTeNnbHON Tepanumn
NMPUBOAWUIIO K MOCTENEHHOMY CHUXKEHWIO YPOBHSI MeTremorniobrHa n HbF. OueBrgHO, ycKopeHue MeTremMoriobnHoo-
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6pa3oBaHVA y feTell C JeKOMNEeHcaUmnen rmnoTmpeosa CBA3aHO C yBeMYEHNEM NMPOAYKLUN aKTUBHbIX GOPM KNCI10-
pofa Ha ¢oHe TKaHeBol runokcun. Cam npotecc ayTookucneHmsa Hb Takxe BbI3biBaeT BbICBOOOXKAEHME CYMEePOKCM
pagukana.

3akntoueHue. MNosyyeHHble AaHHble PPAKLMOHHOIO COCTaBa reMOrfiobrHa NPy PasfinuHbIX 3ab0NeBaHUAX CBUAETENb-
CTBYIOT 06 0CO6EHHOCTAX HAPYLUEHUA €ro CUHTE3a U GYHKLMOHANbHbIX CBOWCTB NPW ONpefesieHHON NaTonoruu, YTo no3so-
NAET NX PEKOMEHAOBATb B KaUeCTBe AOMONHUTENbBHbBIX KPUTEPUEB OA NOCTAHOBKYM [MArHo3a, OLEHKMN TAXECTU 3aboneBa-
HUA 1 9P GEKTUBHOCTU JIEYEHNIA.



