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HACJIEOCTBEHHbIE KOAT'YNOMNATUM
Y DETEM U NOOPOCTKOB PECNYBJIUKU

CAXA (KYTUS)

MpencTaeneHbl faHHble 0 AeTsax u nogpocTkax Pecnybnukn Caxa (AkyTust) ¢ HacneacTBEHHbIMU koarynonatusimu, ¢ remodunuven A n B,
6onesHblo BunnebpaHnga. MNposeaeH aHanua ceMenHoro aHaMmHesa, CTPYKTYpbl HAaCneACTBEHHbIX KOarynonaTuii u ux nevyeHns. NMpumeHeHne KoH-
LeHTpaToB daktopoB cBepTbiBaHusA kposu VIII unu IX npuseno k ynyyleHnto pesynsraTtoB NeYeHns U KadyecTBa XWU3HW BOMbHbIX remodunmnen,

6onesHblo Bunnebpanaa.

KntoueBble cnoBa: 4eTv 1 NoapocTku, remocunust A n B, 6onesHb Bunne6paHaa, KoHLeHTpaThl (hakTopoB CBEePTbIBaHUS KPOBU

This study presents the data on children and adolescents of Republic Sakha (Yakutia) with the hereditary coagulopathies, hemophilia A and B,
Willebrandt disease. The family history, structure of hereditary coagulopathies and treatment have been analyzed. The clinical use of concentrates
of blood clotting factors VIII or IX improved results of treatment and life quality of children and adolescents with hemophilia and Willebrandt

disease.

Keywords: children and adolescents, hemophilia A and B, Willebrandt disease, concentrates of blood clotting factors.

BBepneHue. HacneacrteeHHble Koary-
nonatun (HK) 3aHumaroT ogHO M3 Bax-

API'YHOBA EneHa ®dununnoBHa — K.M.H.,
poueHt MU CB®Y wum. M.K. Ammocosa,
eargunova@mail.ru;

MU PB Ne1-HLIM: BOBPOC AxHa [leTpos-
Ha — K.M.H., Bpad-rematonor, BAHLLUKOBA
EneHa CepreeBHa — K.M.H., 3aB. remaroro-
TM4ECKUM OTAENeHneM, M. BHeluTaT. AeTCKUiA
rematonor M3 PC (A), CAMAPKUHA Mapwus
BacunbeBHa — Bpau-rematorior, KOHOPATb-
EBA CaprbinaHa AdaHacbeBHa — Bpay-OHKO-
nor, MPOTOMOIMNOBA Hagexaa HukonaesHa
— Bpay-remarorior; NMABJIOBA KioHHa KoHc-
TaHTUHOBHa — Bpay-nadopaHt MK PB Ne1-
HUM; NMETPOBA AntanuHa AnekcaHapoBHa
— Bpay-nabopaHt MI'K PB Ne1-HL|M.

HbIX MECT B JETCKOW reMaTonormyeckom
npakTuke. 3HauynTenbHasi 4YacTb, OKOJO
96 %, Bcex HK npuxogutcsa Ha Tpu 3abo-
nesanus: remodpunuio A (F'A) (68-78%),
remodunuio B (MB) (6-13%) n GonesHb
Bunnebpanpa (bB) (9-18%) [5]. Xapak-
Tep HacnegoBaHusi remounum  Bbin
onucaH B 1820 r, geduumt dpakTopa
ceepTbiBaHns kposu VI (FVII) npu TA
n caktopa IX (FIX) npu B pokasaH B
1952 r. JTabopaTopHasi AMarHocTMka Ha-
pyLWEHMs CUHTE3a W pacnpegeneHus
dakTopa Bunnebpaxga n Ha cerogHs oc-
TaeTca crnoxHon. PacnpocTpaHeHHOCTb
['A coctaBnsieTr 1 : 8000, 'B — 1 : 30000
MY>XCKOro Hacenenus [2, 6, 9]. B Poccun-
ckon ®enepauunn Ha 2008 r. 3aperncTpu-

poBaHo 7374 GOMbHLIX reMounmnen, us
Hux 1761 pebeHok B Bo3pacTe Ao 18 net
[8].

OCHOBHbIMU  MPUHLMMAMU  NEYEHNS
OonbHbIX remodpunmen n GonesHoto Bu-
nebpaHga SBMsSETCd  CBOEBPEMEHHO
HavaTasi, ajekBaTHO NpoBoAMMAs U Mo-
XW3HEHHasa Tepanusa dakTopamu cBep-
TbIBaHWSA KpOBMW. [Nsi BOCNOMHEHUsI He-
JocTtawmnx (aKkTopoB CBepTbIBaHUS B
nna3me ¢ 1940 r. npyMeHsanocb nepenu-
BaHME LENbHOM KPOBW M nnasmbl [4].
CoBpeMeHHble TEXHONOrMn MO3BONSIOT
co3gaBaTb Bce Gonee akTuMBHbIe U 6e30-
nacHble npenaparbl KOHLEHTPaToB aHTK-
reMounbHbIX OaKTOpPOB ANS NeyYeHus
HK. Tpn aToM UCNonb3ytoTCs MOHOKIO-
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HanbHble aHTUTENA, FEHHO-UHXEHEPHbIE
TEXHOMOrMN 1 Opyrne OOCTUXKEHUS Mpo-
N3BOACTBEHHON TpaHcdyauonoruun. Bece
BbIyCKaeMble B HACTOSALLEE BPEMS KOH-
LueHTpaThbl (hakTopa CBepTbiBAHUA OeNsT-
€S Ha 2 rpynnbl: NofyvyaemMble 13 Nnasmbl
N pekoMbuHaHTHble [3]. OTn nNpenapatbl
SBMSIOTCA KOHLEHTPUPOBAHHBLIMU, CTPO-
ro cneumduyHbIMA, OYMLLEHHBIMU W
yoOOHbIMW ANsi NapeHTepanbHOro BBe-
JeHus. JleyeHne remodunuu, Jaxe B
BbICOKOPa3BUTON CTpaHe, NpeacTaBnser
onpeaerneHHble CNOXHOCTU. o AaHHbIM
3KOHOMM4Yeckoro wunccnegosanus OHKL
Oron M3CP P® nevyeHne Tskenomn
hopmbl reMounun ¢ UCNonb3oBaHNEM
KOHLIeHTpaToB (pakTOpOB CBepTbiBaAHUA
cocTaBnseT He meHee 40525 gon. CLUA
B rof, BKNtoyas nevyebHble n npodunak-
TUYECKME PEeXMMbl 3aMeCTUTENbHOW Te-
panum [8]. C 01.01.2005 r. no 3akoHy Ne
122-03 ot 22.08.04 r. «O 3ameHe nbrot
Ha [OeHeXHble KoMmneHcaummy OBomnbHble
remodunuen obecnednBatoTca npenapa-
Tamy KOHLIEHTpaToB (paKTOPOB CBEPThI-
BaHVS KPOBU W3 CPEACTB hefeparbHO-
ro 6iogxeta. B 2005 r. MuHuctepctBom
30paBOOXPaHEHMS 1 COLMAnbLHOro pa3Bu-
Tnst PO paspabotaH u ytBepxaeH «Ipo-
TOKON BegeHust 6onbHbIX. FeModunusy,
KOTOpbIN yYHUcmumpoBan TpebosaHusa K
OvarHocTuke u nedvenuto. Npotokon co-
Oepxut Bce Heobxogumble TpeboBaHWSA
N pekoMeHZauMu no BeAeHUo BonbHbIX
W CMYXWT PyKOBOACTBOM [ BCEX Crie-
unanucToB, paboTarlmx € GOonbHbIMK
HK. Ncnonb3oBaHne npoTtokona un gocrta-
TovyHaa obecnevyeHHOCTb npenapartamu
KOHLEHTpaTOB (pakTopa CBEpTbIBAHUS
3a cyeT BrooKETHbIX CPEACTB MO3BONUIIO
caenaTtb neyeHve 60MnbHbIX remodunmen
OOMHAaKOBbIM HE3aBVCKMMO OT TOro, rAe Mno-
nyyaet neyeHne GOMbLHON, N MOMHOCTbLIO
OTKa3aTbCs OT NPUMMEHEHUsI CBEXe3aMo-
poxeHHow nnasmbl (C3M1) n kpuonpewm-
nutata (KM) [6]. Mo gaHHOMY npoTokony
pasnuyatoT: 1) neyeHme no TpeboBaHumio,
T.€. NPV BO3HUKHOBEHUM KPOBOTEYEHWS,
1 2) npodnnakTM4eckoe fneveHve c pe-
rynspHbIM BBEAEHNEM NpenapaToB CBep-
TbIBaHUS1 KPOBWU HE3ABMCMMO OT Hanuyus
remopparuyeckoro cuHgpoma. [lMpodu-
NakTU4ecKoe neyveHne MoXHO NpoBoOANTb
B BMAE: @) NEPBMNYHON NPOUNAKTUKM — Y
neten B Bo3pacTe 1-3 neT 4o NosiBNeHust
KNMHUYECKMX CUMNTOMOB 3aboneBaHust
He3aBMCKMO OT BO3pacTta nauueHTa noc-
ne nOsIBNEHUS MEepBOro KpoBoTeyeHus/
KpoBOM3nusaHUs; 6) BTOPWUYHOM nNpodu-
NaKTUKM — y OeTeln CcTapluero Bo3pacra,
KOTOpble paHee Mofyyanu nedyeHne no
TpeboBaHMIO 1 Y KOTOPbIX YacTOTa KPOBO-
TeYeHUIN/KpoBON3NUAHNIA Gonee 2-3 pas
B MecsL. Kak npaBuno, y Taknx 60nbHbIX
yxxe cchopmmpoBanacb remogunmuyeckast

apTponatusi. OTu BUAbI NIEYEHNST MOXHO
npoBOAMTL B ambynaTopHbIX YCNOBUSX
Unu B BUAE OOMALLHETO NIEYEHNs C BBe-
JeHneM rnpenapaToB camMvM OOnbHbIM
unwv ero poauTenamu. JomatuHee npodu-
nakTuyeckoe reyeHune sensetcs addek-
TMBHbIM METOAOM Tepanuu u no3BonseT
npenoTBpatuTb Yy O0MNbHbIX BO3MOXHbIE
KPOBOTEYEHMS, a B Crlydae TpaBMbl — B
paHHWe cpoku obecneynTb afekBaTHbIN
remoctas [3].

Pa3ssutne wnHrMOUTOpPHOM  HOPMBI,
npu KOTOPOW OOHapyXMBalTCA aHTUTe-
na Kk haktopam CBEpPTbIBAHUS, SIBMNSIETCS
OCHOBHOW MNpPOGNEemMon rneyeHust remo-
dvnmmn. C uenblo CBOEBPEMEHHOMO Bbl-
SABMEHNA MHrMbutopa padpaboTtaHa ckpu-
HUHroBas nporpamma [8]. 3HaunTensHoe
BNUsIHME Ha nevyeHue naumeHToB ¢ HK
0Kas3blBalT nepefaBaeMble C npenapa-
Tamy KpPOBU WMHAEKUMMW, Mpexae Bcero
renatut. B cBsA3n ¢ 3TUM ocTaeTcs Heob-
XOOUMOCTb MOCTOSIHHOTO  OnpeaeneHuns
MapKepoB BUPYCHbIX renatntos B n C.

LUenb paHHou paGoTbl: aHanu3 ce-
MEWHOro aHamHesa, CTPYKTYpbl Hacneac-
TBEHHBIX KOarynonatui, pe3ynsTaToB
NPUMEHEHNST KOHLEHTPMPOBaHHbIX hak-
TOPOB CBEpPTbiBaHUSA B NeYeHun aeTen
M NOAPOCTKOB C HacneacTBEHHbIMU Koa-
rynonatuamu B Pecnybnuke Caxa (Aky-
T™s).

Martepuan n meTtoabl uccneposa-
HuA: [poBeaeH PeTpoCneKkTUBHbLIA aHa-
nm3 wnctopun 6GonesHn, ambynaTopHbIX
KapT AeTen u noapoCTKOB, rocnuTanu-
3MpPOBaHHbIX B reMatoniornyeckoe oTae-
neHve U oOpaTMBLUMXCS B KOHCYmbTa-
TMBHYIO MONUKNUHUKY [MegmnaTpuyeckoro
ueHtpa Pb Ne 1 — HLUM 3a nepuog 1999
no 2009 r. lemodmnua gmnarHocTuposa-
Ha no aktmsHocth VIII n IX dakTopos B
CbIBOPOTKE KPOBM C UCMOMNb30BaHNEM
Habopos peareHToB HMO PEHAM B na-
Oopatopun MefuKO-TEHETUYECKOM KOH-
cynerauum (MIK) PB Ne 1 — HUM. B 3a-
BUCUMOCTW OT YpOBHS akTtmBHOCcTK FVIII
n FIX ycrtaHoBneHa cTeneHb TSHKecTu
remocpunumn: ckpbitas copma (25-49%
dakTopa), nerkasa popma (5-24% cpakro-
pa), cpegHen Tsxxectn (1-5% dakTopa),
Tsokenast popma (0-1% dpaktopa). bBo-
nesHb BunnebpaHga guarHocTMpoBaHa
3 OonbHbiM B . bapHayne. Onpepene-
HWe aKkTMBHOCTU hakTopa Bunnebpanaa
(PB) Habopamu peareHToB HMMO PEHAM
B nabopatopun MI'K ctano BO3MOXHbIM
c 2009 r.

B 2009 r. B . XabapoBcke no nporpam-
Me «CKPUHWMHIY» uccrnenoBaHbl obpasupl
CbIBOPOTOK KpoBu 11 geten ¢ remocpunu-
en n 6onesHeto BunnebpaHaa (8 — remo-
dunus A, 1 —remocumnus B, 2 — 6onesHb
BunnebpaHga) Ha Hanuune MHrnbutopa
K FVIII n FIX. TuTp nHrubutopa cuntaer-

Csl MONOXUTENbHBLIM NpU LMdpax bonee
0,6 BE [1].

Pesynbratbhl M obcyxaeHue. Exe-
rOAHO Ha OUCMAHCEPHOM y4yeTe Yy rema-
Tonora coctosino ot 17 go 20 geten ¢
HK. C 1999 no 2009 r. nepeBeaeHo BO
B3poCnyl cnyxby no pocTmxkeHutio 18
net 5 nogpoctkoB ¢ remodunuen, gua-
rHO3 remModunun BnepBble YCTAHOBIIEH
11 petam, M3 HUX OBYM — B MrajeH4yec-
kom BospacTte. Ha 01.01.2010 r. B pec-
nybnvke sapernctpuposaHo 17 geten n
nogpoctkoB ¢ HK B Bo3pacte ot 2 o 18
net, n3 Hux: 9 (53,0 %) c remocounuen A,
5 (29,4 %) c remocpunmen B, 2 geBoykun
n 1 maneuuk (17,6 %) c 6onesHbto Bun-
nebpaHpa. HacnegctBeHHOCTb C Mo3u-
TUBHbIM CEMENHbIM aHaMHEe30M BbIsiB-
neHa y 3 geten ¢ remodunuen (21,4%)
(nBoe petent ¢ TA, 1 pebeHok c B), y
OCTasnbHbIX NALUMEHTOB CEMENHbIV aHaM-
He3 He YTO4YHeH unu otcytcTByeT. CooT-
HoweHue TA n 'B coctasuno 1,8 : 1. Mo
ypoBHto aktusHocTu VIII n IX chaktopos
Tshkenyto opmy remounun umeroT 7
(50,0 %) pneten, n3 Hux 2 cubca ¢ TAXKe-
novi cpopmoii 'B n3 HropbuHckoro ynyca;
2 — nerkyw n 5 — ckpbITyto chopmy 3abo-
neeaHusi. Manoe konmyecTBo GONbHbLIX
¢ BB mMoxHO 06bscHUTL Tem, 4yTo ®B B
Hawen pecnybnuke ctanu onpeaensite ¢
2009 r.

Mpoweplwre roabl MOXHO pasgenuTb
Ha aBa nepuoga: oo 2005 r., korga npu
KpoBoTeyeHun 6GonbHbiM HK BBOAMNCSA
KpronpeumnuTat ”n CBeXe3aMOPOXeH-
Has nnasma [5]; u nocne 2005 r., korga
NMOBCEMECTHO CTamnu MPUMEHSATLCA KOH-
LueHTpaTbl hakToOpoB CBeEpPTbIBAHMS MO
NPOTOKOITY.

[o 2005 r. nauneHTbl NOCTynanu B cTa-
LIMOHap B 3KCTPEHHOM Mopsiake C Bblpa-
XEHHbIM remMopparm4eckum CUHAPOMOM,
remapTposamu oT 16 go 20 crnyyaeB B
roga. B cTpykType rocnutanuanpoBaHHbIX
B remaroriormyeckoe otaeneHue npeoo-
naganv getn ¢ taxenon copmon HK.
AHanu3 npuyrH rocnuTanMsauumn ceuge-
TENbCTBYET O TSHXKEMbIX, UHOTAA YrpoXato-
LLMX XKN3HU COCTOSHUSAX: KULLEYHOE KpO-
BOTEYEHME, pa3pbIB Karcyrbl CEne3eHku
C nocriefytoLllen CnieHakToMmmen, ymno
MOYKM C MOYEYHbIM KPOBOTEYEHMEM, HO-
COBble KPOBOTEYEHUS!, MEXMbILLEYHbIE
remMaTtombl CO COABMEHNEM CeAarnuLLHOro
HepBa, MoAas3blyHas remaTtomMa, KpOBO-
TeYeHne nocrne aKcTpakumm 3yba, narto-
niorm4eckmin nepenom 6epeHHON KoCTH,
KPOBOU3MUSAHNE B OPbDKENKY U BHYTpU-
OploLHOE KPOBOTEYEHME, BHYTpU4depen-
HOoe KpoBouanusHue. [lpu NOBTOPHOM
BHyTpuyepenHom (cybapaxHonaanbHOM)
KPOBOU3MUSAHUM fneTanbHbld Ucxod Ha-
ctynun y pebeHka B Bo3pacte 1,5 net ¢
Tsbkenow popmoni remodounumn A. OcHoB-



PeHTreHorpamMma KomneHHbIX CycTaBoB 6ornb-
Horo B. J1., 14 neTt c Tskenon coopmon A. l'e-
Modpunmueckasn apTponaTust 0benx KONneHHbIX
CYCTaBOB, Cy)X€HWe MEXCYCTaBHOW LLenu, Bbl-
paXKeHHbIi OCTeornopos, nepecTponka CTPyk-
Typbl kocTU. B Gonbluelt cTeneHn nopaxeH
NeBbIN KONEHHbIN CYCTaB C KOHTPaKTypow

HbIM OCMOXXHEHWEM U 4YacTON MPUYMHON
MHBanMausauum OonbHbIX remodunuei
ABMATCH apTponaTum Kak crieacTeue pe-
LMOVBUPYIOLLMX KPOBOM3NUSIHWN B CyCTa-
Bbl (pUCYHOK). lemodmnmyeckas apTpo-
naTusi KONEHHbIX CyCTaBOB HabnogaeTcs
y 2 nauneHtoB 14 1 15 net c TAXenon
dopmon remodpunumn B. NHDUumposaH-
HOCTb BUpycom renatuta C BbisiBNeHa y
OBYX OeTell NMOoApOCTKOBOro Bo3pacTa C
Tshkenon cdopmoni A n B, 4TO MOXHO
pacueHnTb Kak pe3ynsTaT paHee npoBo-
AnmbIx TpaHcdyann C3M1 n KI.

3a nocnegHwe NATb NET C NPUMEHEHM-
em koHueHTpatoB FVIII n FIX B 3amecTu-
TenbHOW Tepanmu KoNM4ecTBo rocnuTanu-
3auun 6onbHbIX HK cokpatunocb go 4-6
B roa. B neyeHumn 6onbHbIX remocpunmen
A vcnonbaytotcs KoHueHTpaThl VI dak-
Topa: nna3meHHble — Koant-ABW (CLUA),
OkTtaHaT (ABcTpusi), 'emokTuH (lepma-
HWS) 1 peKOMBWMHaHTHble — PekomGuHaT
OkTokor anba (benbrust), KoreHent ®C
(CWA). BonbHble remocunuen B nony-
YalT Nnas3meHHbIn KoHueHTpat IX dak-
Topa — OkTaHanH (ABCTpus); ¢ 6onesHblo
BunnebpaHga — npenapat [eMOKTUH,
cogepxawmin  daktop BunnebpaHga.
Pacyer notpebHocTM B npenapatax
(hakTopOB CBEPTbIBAHMSA MPOBOAMTCH Ha
Kaxxgoro 6onbHoro. Bece nauneHTbl nme-
toT «[TpOTOKON BHYTPMBEHHOIO BBEAEHUSI
(bakTopoB CBEPTLIBaHMS KpoBU». Mo npo-
TOKOMNy, B aMOynaTopHbIX MNX AoMall-
HUX ycnoBusx koHueHTpaTtbl FVIII n FIX
npodunaktTmyeckn seogatcs no 25 ME/
Kr 3 pasa B Hefeno npu Taxenoun dop-
Me A n no 25 ME/kr 2 pasa B Hegento
npu Tshxenon dopme 'B; npu nerkom n
CKPbITOM Te4YeHun remocpunum n Gones-
HNU BunnebpaHga — no TtpeboaHuto. B
NpOTOKOrIe yKa3blBaeTCs TEKYLLUA MecsiLy
1 rog; aMmunus, UMs, oT4ECTBO NaLueH-

Ta; faTa poXAeHus, AMarHos, Bec; AaTa,
Bpems u xapaktep obocTpeHus; aata u
BpeMsi BBEAEHUSA KOHLUEHTpaTa; Havme-
HOBaHMWe npenapaTta; cepusi, KOrM4ecTBo
eaonHuL, BBedeHoro dhaktopa cBepTbiBa-
HUSA KPOBW; KNUHUYECKMA 3deKT; cTa-
BUTCS NOAMUCH NauUeHTa.

MepBUYHOE NpodMNakTU4YECcKoe neve-
HWe nony4aroT 2 geten ¢ Tskenon gop-
mon A, neyeHve Ha4yaTo B paHHEM BO3-
pacTte, nocne nepBbiX reMmopparn4eckmx
3MM3040B MO YCTaHOBMEHUIO AnarHosa.
OctanbHbiM 5 getam ¢ Tsxenon TA un B
npoBOANTCA BTOpUYHas NpodunakTu-
Ka. Bce naumeHTbl OTMeYanu XopoLuyio
nepeHocMMoCTb  MpenapaToB, OTCYTC-
TBME HexenatenbHbiX peakuuin. [lpu
neyeHmn 6GonbHbIX remodunuern n 6o-
nesHbto BunnebpaHga KoHueHTpaTamu
PaKTOpoB CBEPTbIBAHUS 3HAYUTENBHO
YMEHBLUMIOCh Pa3BUTUE CMOHTAHHbIX re-
MapTpPO30B, He ObINO Cry4yaeB KU3HEYT-
pOXaKLMX KPOBOTEHEHWIA, NpY NepBuY-
HOW npodmnakTuke He 3adMKCUPOBaHO
pasBuMTUE apTponaTtvu, Mpu BTOPUYHOW
npodmnakTuke yganocb [obuTtbcs pe-
MUCCMM B TeYEeHUU apTponatui, yMeHb-
LEeHNs MPW3HAKOB BOCManeHus npo-
rpeccvpyoLwwero apTputa, He BbISBNEHO
CBEXMX CIydYaeB MHULMPOBaHUS BUPY-
camu renatutoB B unu C. MoBbicunack
coumnanbHaa 1 dusmdeckas agantaums
60nbHbIX HK.

Mo pesynbratam nabopaTopHOro Ck-
PUHUWHra, nposegeHHoro B 2009 r. B TI.
Xabaposcke, nHrnoutop k FVIII n FIX B
nnasme obHapyXeH y ABOUX OETel C Ts-
xenon A B tutpe 0,39 — 0,52 betesaa
Eounny (BE).

3akntoueHue. M3 yucna geteir, 60orb-
HbIX remocunuen n 6GomnesHbto Bun-
nebpaHga, ceMelHbIi aHaMHe3 Mpo-
CNEeXuBaeTCsd MeHee 4eM Y MOMOBUHbI.
Taxenas dopma 3abonesaHvs BbisiBe-
Ha Yy NOmnoBWHbl GOMbHBLIX reModUnmen.
lemodhmnnyeckon aptponatven, Bupyc-
HbIM renatutom C cTpagarT OeTu C Ts-
xenon gopmont A n B, paHee mHoro-
KpaTHo nony4aswme C3M n KIN. AHanus
neyeHus GonbHbIX remocunmen n BB ¢
MCMONb30BaHMEM KOHLEHTpaToB  dhak-
TOopa CBePTbIBAHWS MO MPOTOKOMNY MoKa-
3an, 4YTo npenapaTbl 06nagatT BbICOKON
3(PPEKTUBHOCTLIO U XOpoLUen nepeHo-
CMMOCTbIO MpU NPOUIaKTU4ECKOM ne-
YEeHUM U Npu nedyeHun no TpeboBaHuio.
MpodunakTnyeckoe nedYeHne no3Bonu-
N0 NpeaoTBPaTUTb BO3HMKHOBEHWE CMOH-
TaHHbIX KPOBOTEYEHWUI U KPOBOUIMUSHWN
B CyCTaBbl, pa3BuTe U NporpeccupoBa-
HWe apTponaTun, 3HAYUTENbHO CHU3UNO
KONMM4YecTBO rocnuTanu3auuin, YMeHb-
LWIMMO PUCK MHUUMPOBaAHUSA BUpycamu
renatutoB. Mo CKPMHMHIOBOW MNporpam-
Me B HWU3KOM TUTpe uHrmbutop k FVIII
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BbisiBrieH y ABoux aeten ¢ [A. Takum
obpasom, gocTaTovHas obecneyeHHOCTb
COBpEMEHHbIMU NpenapaTtamu hakTopos
CBepTbiBAHMSA KPOBM 3a CYET CpeacTs
rocblogxera, COBPEMEHHbIE NMporpaMmbl
3aMecTUTENbHON Tepanuu nNpuBEnn K
YAyYLIEHWIO pe3ynbTaToB fleYeHns u Ka-
YecTBa XWU3HU BOnbHBIX remModunuent B
pecny6nuke.
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T.A. KonogskHas, O.U. 3anueBa, B.T. MaHuyk
PETMOHAJIbHbIE OCOBEHHOCTHW
CTPYKTYPHO-METABOJIMNYECKOW
OPTAHU3ALUUUN SPUTPOLUTAPHDbIX
MEMBPAH Y OETEW HEKOPEHHOIO
HACEJIEHUA 3BEHKUU

Y 3popoBbix getent 4-12 net OBeHkum u . KpacHosipcka B konmyectse 132 YenoBek U3yveHbl CTPYKTYPHO-YHKLMOHAMNbHbIE CBONCTBA MEM-
6paH 3pUTPOLIMTOB C OnpeAernieHnem y HUX NUNMOHOTO CMeKTpa, MUKPOBSI3KOCTM MOBEPXHOCTHOIO M YIMEeBOAOPOAHOIO CMOEB, YPOBHS CBA3AHHON
BOZbl W XXMPOPACTBOPMMOro BUTaMMHa anbda-Tokodepona. BbisBneHHble pernoHanbHble 0COBEHHOCTU CTPYKTYPHON MOAMUKaLIMM 3pUTPOLIN-
TapHbIX MemMbpaH CBMAETENbCTBYIOT O MOBbILLEHHOW OBHOBNSIEMOCTU NMUNUAHOW KOMMOHEHTHI MeMBpaH SpUTPOLMTOB Yy AeTell HEKOPEHHOrO
HaceneHns OBEeHKUW, a TaKke ponm MeMbpaHOCBA3aHHON BOAbI B CTabunmsaunm membpaH spuTpoLnToB.

KnioueBble cnoBa: CeBep, 4ETU, SpUTPOLUTAPHBIE MEMBPaHBI,

MUWKPOBA3KOCTb MeM6paH, MeM6paHOCBﬂ3aHHaH BOoAa.

In 132 healthy children of 4-12 years of Evenkia and Krasnoyarsk structurally functional properties of erythrocytes membranes with definition in
them of lipid spectrum, microviscosity of superficial and hydrocarbon layers, a level of the connected water and fat-soluble vitamin alpha-tocopherol
are studied. The revealed regional features of structural updating of erythrocyte membranes testify about increased updating of lipid components
of erythrocytes membranes in non-native children of Evenkia, and also about role of membrane-connected water in stabilization of erythrocyte

membranes.

Keywords: the North, children, erythrocyte membranes, microviscosity of membranes, membrane-connected water.

BBepeHne. B nocnegHee Bpewmd
HabnogaeTcs  nporpeccupyrollee  He-
6narononyyne B COCTOSHUWM 3[4,0POBbSA
nogpacratowiero nokoneHus  Poccun.
Ocob6eHHO 3TO KacaeTcst AeTel JOLLKOSb-
HOro M MnagLwero LIKONbHOro Bo3pacTa
HEKOPEHHOr0 HacCerneHusi CEBEPHbIX pe-
TMOHOB CTPaHbl, Y B YAaCTHOCTU OBEHKUN.
[6]. TMepcnekTvBHbIM  HanpaBreHVeMm
N3y4eHUs 300pOBbSl AETEN Ha KMeToud-
HO-MOJEKYISIPHOM ~ YPOBHE  SBNSAeTCA
uccrnenoBaHue CTPYKTypbl BuomembpaH
[4,1]. YHMBepCanbHOM MOAENbIo Ans U3y-
YEHUs1 COCTOSHUS KIETOYHbIX MembpaH
cnyxut aputpouut [7]. KomnnekcHoe
n3yyeHne nNUNUOHOM CTPYKTYpbl MeMO6-
paH 3pUTPOLIUTOB, UX MUKPOBSA3KOCTHbIX
CBOWCTB, oOnpeaeneHve YpOBHEW BHYT-
pyMeMOpaHHOro  NMNUAPacTBOPUMOro
BUTaMuHa anbda-Tokodpepona (TKP) un
MeMOpaHOCBA3aHHOW BOAbI AaeT Hanbo-
nee MOMHy KapTUHy MeTabonmyeckmnx
N3MEHEHWUI B OHTOreHe3e, YTo MO3BONUT
WHOMBMAYaANbHO MOAXOAUTbL K MpoBene-
HMO NPOOUNAKTUYECKUX MEPOMPUATUIA.

HUW wmeanumHckux npobnem Cesepa CO
PAMH: KONOOAXHAA TaTtbsiHa AnekcaH-
ApPOBHa — K.0.H., BeA.H.C., Ten.:8-913-532-21-
94, 3AVILIEBA Onbra UcaeBHa — A.M.H., Bef.
H.c., 342930@ mail.ru, MAHYYK Banepuu
TumodpeeBUY — O.M.H., unex-kopp. PAMH,
OVPEKTOop.

Llenblo HacTosLLEro wmccnenoBaHus
ObINo: BbISBUTL OCOBEHHOCTU  CTPYK-
TYPHO-(PYHKLMOHANBHOro COCTOSIHUS
apuTpOoLMTapHbIX MembpaH y [aeTen,
NPOXMBAKLLMX B Pa3fUYHbIX PErvoHax
Cubwnpw.

Martepuanbi u metoabl. bbinu obene-
[oBaHbl aetn 4-12 nert, npoxuearomne B
r. KpacHosipcke 1 3BeHkun (dnemnuinc-
KM pawioH: noc. Typa). [leTn npusHaHbl
KITMHWYECKM 300pPOBbIMU, UMENU cpen-
Hue nokasatenu uanm4ecKoro 1 noroBo-
ro pa3sutus. o Bo3pacTHow nepunognsa-
Ly cchopmmpoBaHbl 2 rpynnbl: MragLuas
BO3pacTHasa rpynna 4-7 net, crapLuas
—8-12 net.

B membGpaHax 3puTpOLMTOB MeETO-
[OM TOHKOCIOWHOW xpomarorpacdun [9]
onpegensnu cogepxaHue obumx coc-
donunuaos (OPJT) n nx dpakumn: doc-
datmgunataHonammHa (P3A), docda-
Tnaunxonuxa (P X), cymmapHom dpakumm
dochatuguncepuHa n dgochaTnannm-
Hosutona (PC+dU), nnsodocdartnamn-
xonuHa (JI®X). BbluucneH uHTerpanb-
HbIn KoadpdpumumneHT (JTPX/DX). YposeHb
XMPOpPacTBOPMMOro BUTaMUHa anbda-
ToKOdpepona onpeaensanu dryopumer-
pudecknum metogom [10]. [ns BeisBNEHUS
MUKPOBSA3KOCTHbIX CBOWCTB OLiEHMBanu
TeKy4ecTb rnybokoro u MnoBEPXHOCTHO-
ro crnoeB MemMbpaH 3puUTpoLUTOB. Teky-

YecTb rnyBoKOro Crosi 3pUTPOLUTAPHbIX
MeMb6paH 6bina onpegeneHa ¢ NOMOLLbIO
3oHOa nupeHa. Eé paccumTbiBanu no co-
OTHOLUEHMWIO UHTEHCUBHOCTEW orntoopec-
ueHuun J470/J370, xapaktepuaytoLlei
MUKPOBA3KOCTb  Cpedbl, OKpyKatoLlen
30HA [2]. MuKpOBA3KOCTb MOrMeKyn no-
BEPXHOCTHOrO  GEenoK-NMMNUAHOro  nons
oueHuBanacb no BenuyvMHe KoaduLm-
€HTa aHu30TponuMU 30HAa 1-aHUIUHO-
HadTannH-8 cynbdoHat (AHC) B nons-
puv30BaHHOM CBETe Ha rpaHuue 6enok
— MOBEPXHOCTHbIE NUNuabl. CTeneHb rma-
paTUpoOBaHHOCTU MeMOpaH 3pUTPOLUTOB
n3Mepsanacb ¢ MomoLlbl ryopecueH-
THOro 30HAa 4-AMMeTMnamMuMHoXarkoHa
(don.AMX). Mokasatenb pervctpuposanmu
npv grvHe BomHbI dontoopecueHuun 498
HM ¥ ONUHE BOSHbI BO306YyXaeHnst 427 HM
1 ycTaHaBnuBanu no obparTHom ero Benu-
YMHe, Tak Kak CTPyKTypvpoBaHHasi Boga
racut dryopecuLeHUmMio 3Toro 3oHga B
ovomemMbpaHax. [laHHble un3MepeHus
NPOU3BOAMIINCE HA CNEKTPoyopumeT-
pe cdupmbl Hitachi-MPF-4 (Anoxusa) B
kBapuesown kioBete 0,1+0,1 cm npu wu-
pVHe LLenM MOHOXpOMaTopoB BO30yxae-
HWS 1 ncnyckaHus 8.

MaTemaTtundeckyto 06paboTky nony-
YeHHbIX pe3yrbTaToB MPOBOAUIA C UC-
nonb3oBaHWEM CTaHOAPTHOMO nakeTa
cratuctnyeckmnx nporpamm STATISTICA,





