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— 83,3%. Y 19,1% HeOoHOLLEHHbIX Ana-
rHOCTMpOBaHa 3ajepXka BHYTpUyTpoO-
HOro pasBuUTUS, acUKCUA NpU POoXAe-
HUM umena mecto y 19,3% manoBecHbIX
OeTen, KNMHUYEeCKne MNPOSIBIIEHUS BHYT-
puyTPOOHOW MHpeKUMn Obinn  BbISB-
neHol B 8% cnyyaes. PecnmpaTtopHbin
anctpecc-cuHgpom otmevancsa y 90% B
29-32 Hegenwn, y 55% — B 33-34 ny 18%
HefoHoLEeHHbIX — B 35-36 Hegenb rec-
Taumn. HoeopoxaeHHbIM 29-32 Hepenb
rectauun B 80% cnydaeB Obin BBEeOeH
npenapat Kypocypd sHOoTpaxeansHo,
OOHOKpPaTHO B nepBble 20 MUHYT XU3HMW.
HepoHoweHHbiM 33-34 Hepenb BBeae-
Hue cypdakTaHTa ObINo OCyLLECTBMNEHO
B 27,8% cny4yasax. KnuHnyeckasa xapak-
TEPUCTUKA HOBOPOXOEHHbBIX MpeacTaB-
neHa B Tabn.2.

B uenom y HegoHOLLEHHbIX HOBOPOX-
[JEHHbIX 4YacToTa pasBuUTUS Ae3ajanTa-
UMOHHOIO cuHapoma cocTtaBuna 81%,
yTo B 2,0-2,2 pa3a npeBblwaeT 4YacTtoTy
[es3afanTauMoHHbIX peakuun B rpynne
JoHoleHHbIX aeten (48%, p<0,05). Mo
OaHHbIM nuTepaTypbl, Ae3aganTauyoH-
HbIl CMHOPOM Y HEOOHOLUEHHbIX HOBO-
POXOEHHbIX LIEHTparnbHbIX panoHoB P®
BCTpeyvaetcss B 79% cny4vaes, y OOHO-
WweHHbIX — B 35% cnyyaes [1].

BbiBoabl. [N HOBOPOXAEHHbIX Ae-
TEW, POOMBLUMXCA Ha TeppuTtopun He-
PIOHrPYHCKOrO  parioHa  Pecnybnuviku
Caxa (AkyTns), xapakTepHbl HapyLLeHWs
HeoHaTanbHOM ajanTauun, CBS3aHHble
C MPOSIOHTMPOBAHHBIM  BO3OENCTBUEM
BHYTPUYTPOOHOW rMMokcum, ycyrybns-
IoLLIeNCa 9KCTpeMarbHbIMU  (hakTopamm
OoKpyXXatoLen cpeabl.

YcTaHOBMEHbl 0COBEHHOCTU TeYeHus
afanTauMoHHOrO nepuoda Yy HeOoHo-
LWEHHbIX W [JOHOLUEHHbIX HOBOPOXAEH-
HbIX AeTen B ycrnoBusax HeproHrpMHCKoro
palnioHa, TakvMe Kak HU3Kue AM3rapMOoHNY-
Hble nokasatenu U3n4Yeckoro pasBuUTUs

YK 616-007.7 : 616.69-053.5 (571.52)

NpU POXOEHWMN, CHWKEHHas OueHKa Mo
wkane Anrap, BbICOKUIA NPOLEHT yObinu
W ANUTENbHbBIN Nepunos BOCCTAaHOBMEHNS
maccbl Tena, bonee nos3gHWe Cpoku OT-
nageHns MynoBUHHOMO oOcTaTtka, BbICO-
Kasi yacToTa KOHbIraLMOHHOW XenTyXw,
TPaH3UTOPHAA TUMNOIMMUKEMUS, CHUXEe-
HVEe reMonoa3a, CUHAPOM CPbIrMBaHWS,
HapyweHusa gestensHoctn LUHC B Buge
NPOSABNIEHUA  TUMOKCUYECKU-MLLEMMNYEC-
KoM aHUedanonatum 1 pecnnupaTtopHoro
anctpecc-cMHapoma.

TeyeHve nepvoga aganTauum y He-
[OHOLLEHHbIX HOBOPOXAEHHbIX pasnuy-
HbIX CPOKOB rectauuv W [AOHOLUEHHbIX
HOBOPOXAEHHbIX, POAMBLLMXCS B 0COObIX
Knumartoreorpaduyecknx ycrnoBusx, Ao-
CTOBEPHO Yallle npvobpeTaeT naTonoru-
yeckune 4eptbl (81%— y HEOOHOLLEHHbIX
(p< 0,05), 48% y [OHOLLEHHbLIX HOBOPOX-
[O€EHHbIX) B CPaBHEHNW C HOBOPOXAEHHbI-
MU 13 BNaronpuATHBLIX ANs NPOXMBAHUS
KNMMMaTU4YeCKMX 30H.
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B.J1. NpnuyuHckagqa, O.C. Om3ap

OCOBEHHOCTU ®U3UNYECKOI'O PA3BUTUA
U NoNnoBOIro CO3PEBAHUA LUKOJIBHUKOB
KOPEHHOW HALUMOHATBHOCTH

B PECINYBJIUKE TbIBA

MpencTaBneHbl pe3ynsTaThl 06cnesoBaHNA MarnbYMKOB W IOHOLLEN KOPEHHOW HaumoHanbHocTu Pecny6nuvku TeiBa B Bo3pacTe oT 7 o 18 ner,
obyyatoLuxcst B 06LweobpasoBaTenbHbIx Wkonax r. Kbisbina. MpoBeaeHa comaTomMeTpust, AaHa XapakTepucTrKa YpoBHS (hM3MYECKOro U NosIoBOro
pa3suTns. Y 56,5% LLUKONbHMKOB onpeaenieHo rapMoHnYHoe dusmnyeckoe pa3sutve. Cpeay AMCrapMOHUYHbLIX BApUaAHTOB Yy MNaALLIMX LUKOMbHUKOB

npesanupoBsana AucrapmMoHusi, 0bycroBrieHHas n3bbITOYHOW Maccol Tena; y CTapLUmMX LIKOMb-
HWKOB — BapVaHTbl, CBSi3aHHbIE C Pa3fnMyHoOl cTeneHbto Aeduunta maccel Tena. OTMeyeHo, 4YTo
29% WKOMbHUKOB MMEIOT 3a4epXKKy MOMOBOro CO3peBaHUs; Y 3Ha4YMTENbHOM YacTu obcneno-
BaHHbIX FOHOLLEN npouecc nybepTaTHOro pa3sutusi He 3aBepLuaetcs k 18 rogam. BbisiBneHHble
0COBEHHOCTY (hM3NYECKOTO N BUOMOrMYECKOro Pa3BUTUS LLKOSNIbHUKOB XapakTepHble Ans cTabu-
nM3auun akcenepaumm n HaYana petapgaummn; cnocobHbl OKasblBaTb HeraTMBHOE BIMSHUE Ha
peanusauuio penpoayKTUBHOIO NOTeHUMana nogpacTatoLLero NoKoneHus.

FPULIMHCKASA Bepa JliogBuroBHa — A.M.H.,
B.H.c. HUM meamumHckmnx npobnem Cesepa CO
PAMH, r. KpacHospck, rsimpn@scn.ru; OM3AP
Onbra CepaaeBHa — H.c. unmana HAWN meau-
LMHckmx npobrnem Cesepa CO PAMH, r. Kbiabin.
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KntoueBble cnoBa: LLIKOMbHUKN, KOPEHHOE HaceneHne CVI6VIpVI, dusmyeckoe passuTne, NONOBOE CO3PEBAHNE.

The article shows the results of the examination performed for native boys and adolescents of Tyva Republic aged from 7 to 18, schoolchildren of
the town of Kyzil. We carried out somatometry, determined the level of physical and gamic development. We marked harmonic physical development
in 56.5% schoolchildren. In junior schoolchildren disharmony, caused by overweight, prevailed over other disharmonic variants. Disharmony,
connected with different stages of body mass deficit, prevailed in senior schoolchildren. We found delay in puberty in 29% schoolchildren. In
majority of the examined adolescents pubertal development process was not completed up to the age of 18. The revealed peculiarities of physical
and biological development in schoolchildren are typical for acceleration stabilization and the start of retardation, being able to provide negative
effect upon the realization of reproductive potential of the growing generation.

Keywords: schoolchildren, Siberia native people, physical development, puberty.

BBepeHue. OxpaHa 340poBbs Noa-
pacTaloLero nokoneHnss sBNAeTcH of-
HUM W3 Ba)KHEWLUMX acrekToB CUCTEMbI
30paBOOXPaHEHUss B YCNoOBUSX Hebna-
rornpusITHON 3KOHOMMUYECKON U aemorpa-
duyeckon cutyaumm B ctpaHe. OpHum
13 BeOyLnX KpUTEprEB 300pOBbs Ae-
TCKOro HaceneHusi NPUHATO cYMTaTh ypo-
BeHb (PU3NYECKOro pasBUTUS U rapMo-
HUYHOCTb BMOnorMYeckoro cospeBaHus,
OoTpaxarllimne agekBaTtHOCTb 0bwebno-
NIOTMYECKMX, COLManbHO-TUIMEHNYECKUX
N MeOUKO-OpraHn3aunOoHHbIX YCIOBUIA
*mn3Hu [8,9,10]. AaHHble Hay4HbIX Ny6nu-
KauWin CBMOETENbCTBYIOT, YTO MpoLecc
akcenepauuMnm B KOHLUE MpOLUSIOro Beka
B OGONbLUMHCTBE PErnMoHOB Hallel cTpa-
Hbl CTabunManpoBarncs, a B HEKOTOPbIX
obnacTsx oTMedvarTCca ABMeHust petap-
aaumn [3,6,9,13,14]. OgHako cBegeHui,
OTpaXKarLLMX COBPEMEHHbIE TEHAEHLMMN
POCTOBbIX MNPOLIECCOB U CTaHOBMEHUS
pPenpoayKTUBHOM (PYHKLUUN Y LUKOSbHU-
KOB KOpPEHHOro HaceneHus Pecnybnuku
TweiBa (PT) HepocTaTouyHo [1,2].

Llenb wuccnegoBaHuMsi — BbLISBUTb
0cobeHHOCTU (hM3nYeckoro pasBuUTUS U
MOMIOBOr0 CO3PEBAHUS LUKOSIbHUKOB KO-
peHHON HaumoHanbHocTn PT Ha coBpe-
MEHHOM 3Tane.

Matepuanbl n metoabl. bbinn 06-
crnegoBaHbl  MarnbYMKM U FOHOLUWM KOPEH-
HOW HauMOHanbHOCTK, obyvarlimecs B
obueobpasoBatenbHblx Wkonax r. Kbl-
3bina. Becero obecnenosaHo 354 yyeHuka
MMaALmx KnaccoB B Bo3pacTte oT 7 go 11
net (I rpynna) n 482 yyawmxcsa crapLumx
knaccos B BospacTte ot 12 go 18 nert (Il
rpynna). ComatoMeTpusi BkMovana wus-
MepeHne OJIMHbI U MacChbl Tena, OKPYX-
HOCTM rpyaHon knetku. OnpeneneH WH-
TerparnbHbIi NokasaTtenb  (OU3n4eckoro
pasBUTUS - NoLlaab NOBEPXHOCTM Tena
(S), koTopyl BbluMCNSANM MO chopmyne
Dubua [12].

[ns KOMNAEKCHOWM OLEHKN YPOBHS chn-
31MYECKOro pas3BUTUSI MO AAHHLIM COMATO-
MeTpUM  06CnefoBaHHbIX  LUKONbHUKOB
Hamn ObiNn pa3paboTaHbl pervoHanb-
Hble CTaHAapTbl nokasatenemn usmyec-
KOro passutusi (LEHTUNbHbIE Tabnuubl).
dusnyeckoe pasBuUTUE OMNpeaensnocb
KaKk cpefHee npu COOTBETCTBUWU ASMHbI
Tena naumMeHTa BO3pacCTHbIM 3HAYeHU-
M B uHTepBarne oT 25 go 75 ueHTuns;

BbllLe cpeaHero — oT 75 go 97 ueHTu-
N4, BbICOKOE — Bblle 97 LEHTUNS; HUXe
cpegHero — ot 25 g0 3 UeHTUns, HU3Koe
— Hwxke 3 ueHTUnA. OueHka rapmMoHUY-
HOCTW (PM3NYECKOrO pa3BuUTUS MNpoBeae-
Ha ¢ NomoLLbIo nHAeKkca KeTne,, KOTopbIi
paccunTbiBancs nytem AerneHusi Macchbl
Tena (Kr) Ha kBagpaT ANuHbl Tena (M2).
B 3aBMCUMOCTM OT COOTBETCTBUS 3HAYeE-
HUA nHaekca Ketrne, HopmatiBam LieH-
TUNBHOM LUKanbl BblAENEHbI crieaytoLme
BUAbI (PM3NYECKOrO pa3BUTUS: rAPMOHNY-
Hoe (25 — 75 ueHTUnn), AMcrapMoHN4HoEe
3a cuyer gedwmumta Maccbl Tena (Huke
25 ueHTUNs) n gUcrapMoHUYHOE 3a CYeT
130bITOYHONM Macchl Tena (Bbiwe 75 ueH-
Tunsa) [12].

YpoBeHb OUOMOrMYeckon 3penocTu
LLUKOMNBbHUKOB ONpeaensnicss no crenexHun
nornoeoro pa3sutus. Npu oueHke nomno-
BOrO pasBUTKS NaparnsenbHO UCMosb3o-
Banucb [BEe OCHOBHblE METOOUKU: Npea-
noxeHHasa M.B. MakcumoBol 6annbHas
OLeHKa BTOPUYHbIX MOSIOBbIX NMPU3HAKOB
1 KOMMNIEeKCHasi heHoTUNMYecKasi oLeHka
nonosoro co3pesanHusi no J.Tanner [12].
Cratuctnyecknii  aHanms MaTepuana
npoBefeH B COOTBETCTBUM C TpeboBaHu-
AMU, NPeabsiBNSeMbIMA K BbIGOPOYHBLIM
nccrneaoBaHnaMm, C WCMornb30BaHNEM
naketa nporpaMmmHoro obecneyeHus
«STATISTICAV. 6.0 © STATSOFT, USA».
[aHHble npuBedeHbl B BUAE CpenHEro
3HayeHns (M £ m) Ana KonM4ecTBEHHbIX
n (P £ m) Ka4ecTBEHHbIX MoKasaTene.
[ocToBepHOCTb pasnuunii aHanmM3npoBa-
nm ¢ nomoublo t—kputepusi CtblogeHTa-
duwepa B AOBepUTENBbHOM WHTepBane
(OW) 6onee 95% npu HopmarnbHOM pac-
npegeneHnn BaprauoHHOro psiaa.

PesynbsraTthl u obcyxaeHue. Y 60nb-
LUMHCTBa 06cnenoBaHHbIX ObIno cpegHee
dusnueckoe passutue: B | rpynne y 43,4
+ 2,6% wkonbHuKoB; Bo Il rpynne y 48,5
+ 2,4% yyawmxcs. MNMpakTnyeckn oguHa-
KOBO 4YacTO Onpefensanoch gusnmyeckoe
pasBUTUE HWXE U BbiLLe cpeaHero. Yucno
yyawmxcs ¢ Hu3kum (4,7 +1,1%) u Bbico-
kM (3,3 £ 0,9%) ypoBHEM (PU3NHECKOTO
pa3BuTUSi GonbLUe B NEPBOW rpynne, Yem
y CTaplmx wkonbHukoB (3,3 + 0,8 n 2,3
+ 0,7% COOTBETCTBEHHO); CTATUCTUYECKM
3HAYMMOW pasHULbl NOKa3aTenemn He Bbl-
SIBMEHO.

Y OGonblKHCTBA  06CNegoBaHHbIX
LUKOMbHMKOB ObINO rapMoHu4Hoe  hu-
3uyeckoe passutue: B | rpynne y 57,2 +
2,5% n Bo Il rpynne y 55,8 + 2,5%. Yua-
Lmxcsa ¢ M3bbITouHOM Maccol Tena Bo |l
rpynne menbwe (19,7 = 2,0%), yem B |
rpynne (28,5 + 2,3%, p< 0,001). Yncno
LUKOMbHUKOB C AedULMTOM Macchl Tena
Bo |l rpynne 6onblwe (24,5 £ 2,1%), yem
B | rpynne (14,2 + 1,8%, p< 0,001), uTO
CBSI3aHO C MHTEHCMBHbLIM POCTOM AeTeN B
ONWHY B NOAPOCTKOBOM BO3pacTe.

CpaBHUTENbHBIN aHanM3 comaToMeT-
puyecknx rnokasartenen nokasan, u4To
nybepTaTHbIA CKa4oK pocTa NPUXOAMTCS
Ha BospacT ot 13 go 14 net (npupoct
ONuHbl Tena 3a rog coctaBun 7,8 cm).
MakcumanbHas npubaBka Macchbl Tena
oTMmeveHa 3a 14-n (5,3 kr) n 15-n (4,8
Kr) rogbl Xn3Hu. Pasmepbl rpygHon Knet-
Kn ©Oonee MHTEHCMBHO yBENUYMBAKOTCA
B Bo3pacte 14-15 net (4,2 n 3,5 cm 3a
rog). NonyyYeHHble HaMK pesynbTaTtbl Co-
rmacylTcsl C AaHHbIMU UCCNEefOBaHUN B
apyrux pervoHax Cunbupu [4,5]. Mo gax-
HbIM psiAa aBTOPOB, NMpU3Haku nybepraTa
y GonblUMHCTBA AeTen ¢ nroLwlaapto no-
BEPXHOCTW Tena meHee 1,2 M? He BbIAB-
nanucb [11]; aHanornyHble pesynsraTbl
nony4yeHbl HaMW: WHULMALMSA TMOMOBOrO
pas3BUTKS NO BCEM NpMU3HaKam OTMeYaeT-
cs 'y 0b6cnefoBaHHbIX LUKONBHUKOB € 12-
neTHero Bo3pacTa (cpegHue nokasartenu
S - 1,24 »?) (Tabn.1).

Havano nonoBoro co3peBaHus siBNs-
eTcs ofHUM 13 Hanbonee BaXkHbIX 3TarnoB
B XM3HW. VccnepoBanus, npoBefeHHbIe
no BCEMYy Mupy, NMoKasanu, YTo BO3pacT
Hadvana nybepTaTta MOXeT BapbypoBaTh B
3aBUCMMOCTU OT PacOBOW U STHUYECKOM
NPUHAANEXHOCTW, 3KOMOMMYECKMX YCIo-
BWI, reorpaddnyeckoro pacrofioXeHus n
ocobeHHocTen nutanusa [4,5,7,11]. Co-
OTBETCTBME YPOBHS MOMOBOr0 Pa3BUTUS
nacnopTHOMYy BO3pacTy OTMeYarnocb Yy
65,5% + 2,6% obcrnenoBaHHbIX LLKONbHN-
koB. Cpean OuCrapMOHUYHbIX BapMaHTOB
Ouonornyeckoro pasBuTUs NpeBanupo-
Bana 3aJepXka MofoBOro CO3peBaHUS:
BbisiBrieHa y 29,2 + 2,5% yvalumxcsi.

Cpokv MOsIBNEHUSI BTOPWUYHBLIX MOMO-
BbIX MPU3HAKOB — 3TO YETKUA KpUTEPUIA
Cco3peBaHNs opraHuama. Y 60nbLUnHCTBa
obcnefoBaHHbIX NEPBLIM NMPU3HAKOM SIB-
nsetca osonocexue nobka (P,), cpeaHunii
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OCHOBHBIE COMAaTOMETPUYECKHE OKA3ATEIH MAIBYNKOB-TYBHHIEB (M £m)

Bospacr, JlvHa Tena, cM Macca tena, Kr OI'K, cM [T1011a/1b IOBEPXHOCTH TeEJIa, M2
ger M +m 95%J11 M +m 95% 11 M +m 95% 11 M +m 95%J11
7 n=78 122,5+0,5 | 121,5-123,4 23,2+0,3 22,6-23,7 59,3+0,4 58,6-60,1 0,90 + 0,010 0,87-0,92
8 n=81 125,6+0,4 | 124,5-126,2 25,804 25,1-26,5 60,0 £0,5 59,0-60,8 0,95 + 0,007 0,93-0,97
9 n=64 130,4+0,5 | 129.4-131.3 28,8+ 0,4 27.9-29,6 62,4+04 61,6-63.3 1,02 = 0,009 1,00-1,03
10 n=59 1343+0,4 | 133,4-135,2 30,5+ 04 29.,8-31,3 64,0 £0,5 63,0-64.,9 1,07 + 0,008 1,06-1,09
11 n=72 139,7+0,5 | 138,7-140,7 34,7+ 0.4 33,9-35,6 66,7 +0,6 65,5-67.9 1,17 £0,009 1,15-1,19
12 n=73 14524+0,7 | 143.8-146,6 37,7£0,6 36,5-38,9 70,9 £0,7 69,5-72,2 1,24 £0,013 1,22-1,27
13 n=66 151,2+0,8 149,6-152.9 414 +0,7 40,1-42.8 71,6 £0,6 70,5-72,7 1,33£0,014 1,30-1,36
14 n=176 159,0+0,9 | 157,3-160,8 46,7+ 0,8 45,0-48,4 75,8 £0,6 74,5-77,0 1,44+ 0,016 1,41-1,47
15 n=66 164,6+0,9 | 162.8-166,5 51,5+0,9 49,7-53,2 79,3+£0,8 77,7-80,9 1,54 +£0,017 1,51-1,58
16 n=65 169,2+0,9 | 167,5-171,0 54,3+0.,8 52,6-55,9 81,2+0,7 79,8-82,5 1,61 +0,016 1,58-1,64
17 n=68 170,3+0,8 | 168,7-171,9 58,0£0,9 56,1-59,9 85,1 £0,7 83,7-86,4 1,68 +£0,019 1,64-1,72
18 n=68 171,3+0,8 | 169,7-172.9 59,0 £0,9 57,2-60,7 85,7+0,7 84,4-87,0 1,69 0,017 1,67-1,73
Bo3pacT nosieneHuns 13,9+0,5 net. My-
Tauusa roroca (V,) ¥ pocT WMTOBUAHO- .
ro XpﬂLU.a (Ll) nosiBNSOTCS I'IpaKTMLIECKVI CraHoBJieHue BTOPHUYHBIX ITOJIOBBLIX IPU3HAKOB Y MAJIL1HUKOB, Yo
opgHoBpeMeHHo: B 14,9+0,4 n 14,8+0,5 TIpusHak Bospact
NeT COOTBETCTBEHHO. OBONOCEHME NMLA nonosoro | 11 ner | 12ner | 13ner | 14mer | 15ner | 16mer | 17 ner | 18 mer
(F,) nosiensetca B cpefHem B BO3PACT® | paspyrug | n=72 | n=73 | n=66 | n=76 | n=66 | n=65 | n=68 | n=68
15,010,3 NleT N onepexaet Nno Cpokam V1 0 4’4 18,3 47,9 53,8 20’3 17’7 7’3
NOSBNEHMS OBONOCEHNE MOAMBILLEYHbIX v, 0 0 0 12.4 38.5 76.6 82.3 92.7
BnaauH (AX,); CPeaHWA BO3pacT —aKcu- P, 0 103 21,7 15.1 232 47 15 0
avnka, pasamn sropmax nonose | Te |0 [ 0 [ 83 [oa6 T8 172 [ 75 | 43
NPU3HaKoB Y LLUKOMbHUKOB MNpeacTaBre- I;3 0 0 0 17.9 292 35,9 30,9 28,6
Ha B Tabn.2. BoisBneHa 3agepxka cop- P4 0 0 0 4.1 21,5 35.9 53,0 33,3
MMPOBaHMA K COBepLUeHHoneTuo V, 'y 5 0 0 0 0 L5 4.7 7,3 11,8
7.3%, p5 y 88,2, L2 y 17,6, AX4 y 92,6, L1 3,9 10,3 30,0 58,9 64,6 34,4 23,5 17,6
F, Yy 71,1% o6criefoBaHHbIX Hamu yua- L, 0 0 0 15,1 26,2 62,5 76,5 82,4
wmxes. Ax, 0 1,5 5,0 15,1 21,5 12,5 10,6 8,5
3aknoyeHune. Takum o6pas3om, B Ha- Ax, 0 0 0 4,1 18,5 32,8 36,4 37,7

CTOsILLee BPpeMS Y LLKOMNbHUKOB KOPEHHOW Ax, 0 0 0 4,1 7,7 21,9 36,8 46,4
HauunoHanbHocTn PT mnmeetcsa psg oco- Ax, 0 0 0 0 0 0 5,9 7.4
OeHHocTen dumsmyeckoro n bruomnoruyec- F, 0 16,2 23,4 60,3 47,7 32,8 26,5 26,5
KOro pasBUTUSl, CMOCOOHLIX OKasblBaTb F, 0 0 0 5,5 23,1 29,7 36,8 45,6
HeraTMBHOE BNUSIHUE Ha peanusauuto F, 0 0 0 0 6,1 25.0 344 22.0
penpoaykTMBHOro noteHuuana. Y 6onb- F, 0 0 0 0 0 3.1 33 4.4
LWUMHCTBA 0OCNeaoBaHHbIX — yyalumuxcst F, 0 0 0 0 0 0 0 15

COMaToMeTpUYeckne mnokasaTenm cooT-
BETCTBYIOT  BO3paCTHbIM HOpMaTVBaM,
OOHaKo 3HayMTenbHasi YacTb LUKOMbHU-
KOB WMeeT AMCrapMOHWYHblE BapuaH-
Tbl cpusmyeckoro pa3suTus. Cpeam auc-
rapMOHUYHbIX BapWaHTOB Yy MIMagLmx
LLKOMbHWKOB NpeBanvpyeT AUCrapMOHUS,
obycnoBneHHas M30bITOYHOW Maccom
Tena; y CTapLuMx LUKONbHUKOB — BapuaH-
Tbl, CBSI3aHHbIE C Pa3NWYHOW CTEMEeHbIo
pedvumTta maccbl Tena. NpakTnyeckn y
Ka)X[,oro TPETbETO LUKOMbHMKA OTMeYaeT-
Cs 3aMefJIeHHbI Temn BGronorn4yeckoro
CO3peBaHWsi; 3afiep’kka NoroBoro passu-
Tns Gonee BbipaxeHa no Kputepuam Ax;
n P,y 3HaumTensHOM Yactu obcneno-
BaHHbIX FOHOLLEN npouecc nybepTaTHOro
pasBUTMA He 3aBepluaeTtca kK 18 rogam.
BbisiBneHHble Hamy 0cobGeHHoCTU u-
31M4YECKOro pasBUTMS M MOJTOBOrO CO3pe-
BaHWS LUKONMbHUKOB KOPEHHOrO Hacerne-
Hua PT xapakTepHbl Ans ctabunusaumm

akcernepauum u Havana peTtapgauuu;
npeanonoXnTeNnbHO B 3HAYMTENbHOW
mMepe obycroBrneHbl HebrnaronpuATHbLIM
BO3JENCTBMEM (DAKTOPOB OKpYXaroLlewn
cpegbl. Heobxogumo nposectn yrny6-
NEHHBIA  aHanu3 coumarnbHO-3KOHOMU-
YECKUX W IKONOrMyecknx HakTopoB B
pecnybnvke ¢ nocnegyowen paspabor-
KO 1 npoBefeHneM npodunakTU4ecKmx
MepOonpuUATUIA.
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K.K. MaBnosa, A.A. leTtpoBa

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-





