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WH(EKIUN IBAIETCH CHUKeHUe namMaTtu 57,1 %, B 0COOEHHOCTH ayauaAbHOM U 000-
HATEABHOM.

Tak ke Hamboaee pPaCIIPOCTPAHEHHBIMU H3MEHEHHSIMH SBASIOTCS CHHXKEHHE
KOHIIEHTpaluu BHUMaHUs 55,2 % 1 ObIcTpast YTOMASIEMOCTD IIOCA€ YMCTBEHHOM pa-
0ot 52,4 %.

H3MeHeHUs B 3MOIIMOHAABHO-KOTHUTHBHOM cepe IIOCAe ITOAHOTO BbBI3ZIOPOBAE-
HUS BO3HUKAaAH y OOABIIIMHCTBA OIPOIIEeHHBIX 64,8 % cryctd 1-6 mecsaes.
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Beeodenue

OpguuM m3 Hanboaee HH(POPMATUBHBIX CIIOCOOOB OIIEHKU ypoBHS Al y GepemMeH-
HBIX SIBASETCH CYTOYHOE€ MOHUTOPHpPOBaHUE apTepuasbHoro maBaeHus (CMA) [1].
[Tokazatean CMAJl obaamaroT GOABIION ITPEeAUKTOPHON 3HAYMMOCTBHIO MPU aHAAH3E
BEPOSATHOCTU Pa3BUTHUS IIPOTEUHYPUH, ITPEKAEBPEMEHHBIX POJOB, IPOTHO3UPOBaHUS
HHIEKCa MacChl TeAa HOBOPOXKAEHHOIO U, B IIEAOM, UCXOZ0B O€PEMEHHOCTH, a TaKXKe
BazKHbBI JIASI OIIPEeNEeACHHS TAaKTHKHU BBIOOpA A€KApPCTBEHHOTO CPEACTBA A KOPPEK-
MU TUIIEPTEH3UH [2].

Ifens

Anaan3 niokasateseit CMA/L y keHITUH MeTaboandeckuMm cuHapomoM (MC) B me-
puon 0epeMeHHOCTH U 4yepe3 1 rof Imocae poaoB.

Mamepuan u memoostL uccnedoeaHust

[IpoBeneHo obcaemoBanue 143 OepeMeHHBIX B Bo3pacTe oT 19 mo 43 aetr (Mmenua-
Ha — 31 (26; 35) rox). 2KeHnwHb! ObIAM pa3aeseHsl Ha 3 rpynibl. OCHOBHAS TpyIiia —
KeHIMMHB! ¢ ycraHoBaeHHBIM MC (IpMC) (n = 55), rpynma pucka (CpPMC) (n = 57)
XKeHIIMHbBI ¢ 1-2 kommoHeHTamu MC, KoHTpoabHad rpynna (I'pK) (n = 31) — npaxk-
TUYECKHU 30POBBI€ XKEHIIMWHBbI. [locae hbopMHpoBaHus BBIOOPKU B CPOKH 6-12, 29—
34 HemeAb W CIyCTH TOJ IIOCA€ POAOB IIPOBOAHMAOCH aHTPOIIOMETPUYECKOE M KAHMHU-
Ko-prabopaTopHOoe o0caeloBaHHWE, BKAIOYABIIIEE OIIEHKY II0Ka3aTeAeH AWITHIHOTO
CIEKTpa, TOPMOHAABHOTO (poHA, yraeBomHoro ooMmeHna, CMA/l. CMA/I rIpoBOIMAU C HC-
rnoab30oBaHreM cucteMsbl Phillips ¢ 24-4yacoBoii 3aIHChIO 110 OOIIETIPHUHSITOH METOIUKE.

[ToporoBeIil ypoBeHb Al mas nuarHOoCTUKU Al IIpy pa3AMdHBIX CIIOCO0aX €ro M3Me-
peHus npeactaBaeHU B Tabauile 1. [lanHble 00paboTaHbl C HCIIOAB30BAHUEM MTaKeTa
«StatSoft Statistica 6.0».
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Tabamita 1 — IloporoBeiii ypoBeHb A/l mad muarHOCTHKU Al mIpH pa3AMYHBIX CIiocobax
€r0 U3MEPEHUH

CrocoObI U3MepeHuda CAl, MM pT. CT. HOAIl, MM PT. CT.
KanaHnyeckoe nsMepeHue 140 90
Cpenuecyrounoe (CMA) 125-130 80
CpennenueBHoe (CMA/) 130-135 85
Cpenuenounoe (CMA/) 120 70
JomalitHee U3MepeHue 130-135 85

Pe3ynomameol uccnedoeanust u ux obcyxcoerue

[TpoBeaeHa olleHKAa KOAWYECTBA MAIIMEHTOK, ¥ KOTOPHIX BHIIBAEHO IIPEBLIIIEHUE
MaKCHMAaABHOT'O 3HA4YEHHS YKa3aHHBIX BeAW4YUH padzaesbHo 1o CA u JA. [JaxHHbIE
aHaAW3a IIPeICTaBACHBI B Ta0AHUIIE 2.

Ta6AI/IL[3. 2 — YacroTa BCTPEYAEMOCTH IIPEBBINICHHNA ITOPOI'OBBIX 3HaYeHUH Aﬂ B I
TPHUMECTpE
I'pMC 'pPMC I'pK 3HaYUMOCTb pa3AnuyHni, p
Hoxasarean (np= 55) (np= 57 | @ ° 31) [1vs.2]1vs. 3] 2vs.3
Cytounoe CAZl >130 MM pT. CT. 21 (38,2%) | 4 (7,0 %) 0 <0,001 — —
JueBHoe CA/l >135 MM PT. CT. 17 (30,9 %) | 5 (8,8 %) 0 <0,001 — —
Hounoe CA/l >120 MM pT. CT. 20 (36,4 %) | 7 (12,3 %) 0 <0,05 — —
Cytounoe A/l >80 MM pPT. CT. 12 (21,8 %) | 6 (10,5 %) 0 0,104 — —
MueBHoe [JAl >85 MM pPT. CT. 14 (25,5 %) | 8 (14,0 %) 0 0,127 — —
Hounoe A >70 MM pT. CT. 23 (41,8 %) |12 (21,1 %) | 2 (6,5 %) <0,05 | <0,05 | 0,058
Cytounoe CA/l >130 MM pT. CT.
HYCYTOque TIATL >80 aat F}i))T. o 12 (21,8 %) | 3 (5,3 %) 0 <0,001 | — _

B I'pMC BbIIBA€HO HambOABIIIEE KOAMYECTBO IMAIIUEHTOK C IIPEBBIIIEHUEM ITOPO-
roBbIX 3HadeHU# A/l, gamie (41,8 %) perucTpupoBaAUCh ITAITUEHTKU C IIPEBBINIEHUEM
nopora HouHoro JAJl u cyrounHoro CA/l (38,2 %). B I'pPMC uairie BBISIBASIAUCH KE€H-
IIMHBI C IIOBbIIeHHBIM HOYHBIM A/l (21,8 %) u HounbiM CA/l (12,3 %). BriaBaeHo,
4To Kaxaad ndras nanueHtka (21,8 %) B 'pMC umeaa npusnaku Al' ¢ npeBbIIIIeHH-
eM nnoporoBoro 3HadeHus> 130/80 MM prt. CT.

[aabHeliIliee cpaBHEHUE IIPOBOAUAOCH C HCIIOAB30BaHuEM t-Kpurepusa CTbIOIEH-
Ta. CpenHue 3Ha4YeHUS OCHOBHBIX ITokKazateaett CMA/I nmpeacTaBaeHBI B TabauIle 3.

Tabaniia 3 — CpaBHUTEABHAS XapakTepucTUKa rmokasareaeit CMA/L B I Tpumectpe (M + 0)

oKasaTeab 'pMC I'pPMC I'pK 3Ha4YMMOCTh pa3anduii: t; p
(n =595) (n = 57) (n=31) 1vs.2 1vs.3 2vs.3
Cpemuecyr. CAIl, mmpr. or.  |126,9+11,1|1154+9,7 |111,9+7,3 | 2% 6,3; L7;
. ) o . 7 T 5 T+, 7 =0, <0,05 <0,05 =0,102
5,2; 6,5; 2,3;
CAJl nHEBHOE, MM PT. CT. 128,3+11,3|117,2+£10,9 |112,6 £ 6,7 <0,05 <0,05 <0,05
4,2; 6,0; 2,6;
CA/l HOYHOE, MM PT. CT. 117,0+12,0|108,2+10,1 |{102,8 + 6,9 <0,05 <0,05 <0,05
Cpenmecyt. IAZL, v pr. ct.  |75,3+8,0 |700+7,4 |70,0+7.4 | > 5,35 2,2;
) ’ T T T T <0,05 <0,05 <0,05
3,2; 6,5; 3,3;
Al nHEeBHOE, MM PT. CT. 77,9 +8,1 72,8+ 8,7 66,7 + 5,6 <0,05 <0,05 <0,05
Al HOYHOE, MM PT. CT. 67,4+8,5 [62,8+8,3 [61,3%+7,3 <0.05 <0.05 0,375

Cpenuecyrounsle 3HadeHuda CAJl u [IAJl, a TakKe HO4YHbIE M AHEBHBIE IIOKa3a-
Teau, B 'pMC 3HauYMMO HpPEBBIIIAAN COOTBETCTBYIOIINE 3HAYEHUA He TOABKO B I'pK,
HO u B 'pPMC. HauboarIiasg pa3Huna B cCpeqHUx udpax Oblaa 3aperuCTpUpoBaHa MesK-
oy I'pMC u I'pK no gueBHomy CAJl u cocraBuaa 15,7 [95 % AU 10,9-20,4] MM pT. CT.
Mexay I'pPMC u I'pK ObIAM BhIIBAEHBI 3HAYMMBbIE PA3AHYHS, 38 UCKAIOYEHHEM CpeI-
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HecytouHoro CA/l u HouHoro [JAJl. CpaBHUTEABbHaAsI XapakTepucTtuka Il Tpumecrpa
npenacraBaeHa B Tabaure 4.

Tabannia 4 — CpaBHHUTEABHAS XapakTepucTrKka rmokaszareseit CMA/L B Il Tpumectpe (M + o)

MoKazarean 'pMC 'pPMC I'pK 3HaYUMOCTB pa3Au4HHU: t; p
(n =55) (n =57) (n =31) lvs.2 | 1vs.3 | 2vs.3
CAIl cpeiHecyT., MM PT. CT 128,7+8,5 | 1192+8,4 | 114,1£63 | 2% 7,9; 2,8;
v T T e o <0,05 <0,05 <0,05
6,4; 10,7; 4,0;
CA/l nHEBHOE, MM PT. CT. 130,0+7,9 | 119,8 £8,8 | 112,9%+5,0 <0,05 <0,05 <0,05
4,4; 8,9; 5,0;
CA]Il HOYHOE, MM pPT. CT. 125,2+9,2 | 117,8+8,7 | 109,1 £ 5,5 <0,05 <0,05 <0,05
Al cpenHecyT., MM PT. CT 77,7 £6,2 71,8 6,5 67,5+ 5,4 +38; 77 3,1
o . . [ T 0, 0 =0, = <0,05 <0,05 <0,05
4,0; 8,5; 4,6;
Al nHEeBHOE, MM PT. CT. 84,6 £+9,3 77,5+9,7 68,4+ 6,7 <0,05 <0,05 <0,05
3.4 9,3; 5,6;
JAJl HOYHOE, MM PT. CT. 73,7+ 7,4 68,8+ 7,9 60,1 + 4,8 <0,05 <0,05 <0,05

B III TpumecTpe pa3Hulla cpenHux 3HadeHud Mexay I'pMC u I'pK o gaeBHOMY
CA]l yBeanmumnaach U cocraBuaa 17,1 [95 % AU 13,9-20,3] MM pT. cT. Bece cpeqnue
3Ha4YeHHUs CYTOYHBIX, JHEBHBIX U HOYHBIX 3HaueHUH, Kak CA/l, Tak u [JA/, B 'pPMC
YBEAUYHAUCH U cTaaHu 3Ha4YUMO (p < 0,05) Brimre, yem B I'pK.

Yepes 1 rom TakKe BBIIBACHBI PA3AUYHUS 10 IOATPYIIIIaM (Tabauiia 5).

Tabauria 5 — CpaBHUTEABHAs XapakTepucTHKa nokazareseii CMA/L dyepe3 1 rox rmocae
pomoB

oKazareas 'pMC 'pPMC I'pK SHAYKMMOCTb PA3AMYHM: t; p
(n =55) (n =57) (n=31) 1vs.2 1vs.3 2vs. 3
CA cpemuecyT, MM pT. cT |129,0+7,8 |118,7+£9,5|111,9+£7,1 6,3; 10,1; 3,5
’ ) T a2k o <0,05 <0,05 <0,05
6,6; 11,0; 5,1;
CA/l mHEBHOE, MM PT. CT. 130,3+8,2 |120,5+7,5|113,0%+4,2 <0,05 <0,05 <0,05
3,6; 8,6; 5,7;
CA/l HOYHOE, MM PT.CT. 118,5+7,3 |113,7+7,0|105,3 6,1 <0,05 <0,05 <0,05
TTAJT cCpenHecyT., MM PT. cT. |76,4 54 [70,2+6,6 |67,4+6,1 54 [T 2,0;
v ‘o L T T <0,05 <0,05 <0,05
4,0; 8,9; 6,8;
JAl mHEeBHOE, MM PT.CT. 85,6£8,6 |79,8+6,7 |70,2+5,8 <0,05 <0,05 <0,05
1,9; 4,9; 3,4;
JAJl HOYHOE, MM PT. CT. 69,2 +79 66,4+7,3 [61,4+4,8 -0,062 <0,05 <0,05

Yepes 1 rox, cpegume 3Hayenus CA/l u [IA/l, a TakyKe HOYHbIE U AHEBHbIE I[TOKAa-
3ateau, B 'pMC u I'pPMC ocTaauch NOBBIIIEHHBIMYU U 3HAYUMO OTAWYaAUCh oT ['pK.
MaxkcuMaabHBIE pa3AWYHd OTMEYEHbI MeKAYy AHEeBHBIMU 3HadeHuamu CA/l B I'pMC u
I'pK, xoropsie cocraBuau 17,3 [95 % AU 14,1-20,4] mm pt. cT. HouHble 3HaueHUda
OA B I'pPMC mocae pogoB OCTaAUCh Ha BBICOKOM YPOBHE U 3HAYUMO HE OTAUYAAUCH
ot 3HadeHu# B 'pMC, 4T0 MOXKET CBUAETEALCTBOBATE O ITporpeccupoBaHuu Al y na-
IIUEHTOB C IMOBBIIIIEHHBIM PUCKOM Pa3BHTH MeTa00AMYECKHUX HaPYIICHUH.

Buleooust

Takum ob6pazom, HAUOOABIIIEE KOAUYECTBO MAIIUEHTOK C IIPEBBIIIEHHUEM IIOPOTO-
BbIX 3HadeHuil A/l BrigBaeHO B I'pMC (21,8 %). Hauboabiras pasHUIIA B CPEIHHUX
3HayeHusx aHeBHoro CA/l Gwlaa 3apeructpupoBaHa Mexay I'pMC u I'pK B I Tpu-
mectpe (15,7 [95 % AU 10,9-20,4]), B III Tpumectpe (17,1 [95 % AN 13,9-20,3]) u
yepe3 1 rox mocae poxoB (17,3 [95 % AN 14,1-20,4]). B I'pMC cpenHee 3Ha4deHHe
nHeBHoro JA/l 3Hayumo (t = -7,4; <0,001) yBeanunaocsk ¢ 77,9 mm pT. ct. B | TpHU-

217



[lpobnemsi u nepcnexkmuss: Passumus coppeMettiol Meduuutist

W —— ——
—== _

MmecTpe 10 84,6 MM pT. cT. B IIl TpuMecTpe 1 ocTaa0Ch Ha HEM3MEHHOM yPOBHE Yepe3
1 rog mocae pomoB. B I'pPMC cpennee 3HadeHue nHeBHOro A/l yBEAWYHAOCH C
72,8 MM pT. cT. B | TpuMecTpe no 79,8 MM PT. CT. 4epes3 rof Iocae ponos (t = -6,3;
p < 0,001), wero He O6bir0 oTMeueHO B I'pK, rme nueBHble 3HaveHus CA/ u A/l He
PAa3AUYaAUCh U OCTABAaAUCH HA CTAOHMABLHOM ypPOBHE.

JrarHocTuKa MOBBIIIEHHOTO ypoBHA A/l Ha paHHUX cpokax (B I Tpumectpe) y
KeHIMUH ¢ KoMrnoHeHTaMUu MC u KoHTpoab ypoBHS A/l ¢ momoipio CMA/L momoraet
nomoOpaTh ameKBATHYIO THIIOTEH3HUBHYIO TE€PAaIlHI0, OLIEHUTH ee 3PPEeKTUBHOCTb U
n30exkaTh OCAOKHEHUU TedeHUs OepeMEeHHOCTH, POJAOB U HeOAATONPUATHBIX MEPHU-
HaTaABHBIX HCXOM0OB, a TaK¥Ke II03BOAUT YAYUIIINTE OTAAA€HHBIH ITPOrHO3 [3].
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Beeodenue

Femocuanu — rpymma KoaryaonaTuii, o0yCAOBA€HHBIX T€HETHYECKH IeTepPMHU-
HUPOBAHHBIM Ae(PUIIUTOM IIAA3MEHHBIX (PAaKTOpPOB cBepThIBaHUs KpoBu VIII, IX —
BasKHEHITUX 3BEHBEB B CHCTeMe remocrasa. KaaccuduimpyoT reMoUAHU IO 1e-
GUIUTY aHTUTEMO(PUABHBIX TAOOyAMHOB (AIT): remocuansa A mpencTaBaseT coboit
nedpunut pakropa VIII (FVIII); remoduanusa B (6oae3ns Kpuctmaca) — medpuut dak-
Topa IX (FIX). O4yeHp penKoO BHIABAGETCS KOHKOMHUTHPOBAHHAs TeMO(UAUS: OTHO-
BpeMmenHblit nedpunut FVIII u FIX, gacTo compoBoxkmaronyiica HapyleHUeM IIBETO-
BOro 3peHHd. PacmpocTpaHEeHHOCTb FeMO(MHUAHHN B OOABIIIMHCTBE CTPaH COCTABASIET
15-20 na 100 TBIC. Myk4MH HAHU 1:10000 HOBOPOXKIEHHBIX MaAb4YHKOB. CoraacHo
OIIeHKEe, OCHOBAHHOM Ha €XKEroJHOM TAO0aABHOM OITpoce, IpoBoauMMOM BcemupHOH
Peneparmeit 'emoduanu, yucao aroneit ¢ remoduanuei B MUPE COCTABASET IIPUOAU-
suteAabHO 400 ThIC. YeAoBeK. [Ipu 3ToM cooTHomIeHMe reModuanHu A K remodpuanu B
cocraBageT 4:1. B Pecnybauke Beaapych pacnpocTpaHeHHOCTb I'eMO(HAHU A CO-
craBAageT — 12-16 caydaeB Ha 100 ThIC. My>KCKOTI0O HaceAeHHs U remoduaud B 1,2-
1,6 Ha 100 TBIC. My2KCKOT'O HaceAeHHd [1].

FeHn, komupyronmi ypoBeHB (pakrTopa VIII, HaxomuTcsad Ha OAHHHOM IiAede X-
XPOMOCOMEBI B AOKyce q28. I'eH, Konupylonmi ypoBeHb dakropa [X, HaxoguTcs Tak-
Ke Ha JAMHHOM Ilaede X-XPOMOCOMBI B AOKyce 27. [loaToMy XapakTep HacAemoBa-
HHuA reModuanr A U B peliecCUBHBIN, CHETAeHHBIH ¢ X-XpoMocoMo#. B HacTodiee
BpeMd YCTaHOBAEHO, YTO N€HETHYECKUMHU nepeKTaMH, IIPUBOASIINMU K TeMOMHANH,
ABAFIOTCS TOYEYHbIe MyTallUH, B pe3yAbTaTe KOTOpbIX B reHe (paktopa VIII mam IX
IIPOUCXOOUT U3MEHEHHEe aMHUHOKHCAOTHOI'O cOcTaBa OeAka, YTO IIPUBOIUT K CUHTE3Y
HETIOAHOIIEHHOTO MpoTerHa. HacAeACTBEHHBIN (CeMEeMHBIH) xapakTep TI'eMO(OUANU
ormeyaetca y 70-90 % mnarmuenToB. B 30-10 % cay4yaeB reMoHAUs SIBASIETCS CIIO-
paandeckol, Bo3HUKAWIIEH B pe3yAbTaTe peasu3allud CKPBITOTO IeT€PO3UTOTHOTO
HOCHUTEABCTBA UAU B pe3yAbTaTe CIIOHTAHHBIX MeHETUYECKUX MyTallui.
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