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HAVYHO-IIPAKTUYECKAA PEBMATOJIOT'HUA Ne 4, 2004

HABJIOAEHUA U3 ITPAKTUKHA

[TEPBUYHBINT AHTUD®OCDOOJUITNIHBIN
CHUH/IPOM B COYETAHUU C TETEPO3BUT'OTHOU
MYTAIIMEN B I'EHE PELIEIITOPOB
TPOMBOLIUTOB IIB/IIIA

10.B. Hlueuna.2, A.B. Hseanosa2, T.H.Ocunosa3, T.M. Pewemnax7
'y Uucmumym peemamonoeuu PAMH, 2[opoockas xaunuueckas 6oavHuya Ne2 Benukozco Hoezopooda

2Hos20podckuil ecocyoapcmeentvlii yuugepcumem um. HApocrasa Myopoeo,

3Hos2opoockas obracmuas Kiunuueckas 001bHUYd

Tpombodunnuyeckue COCTOSHUS MOTYT OBITH HNPUOOpETEH-
HBIMHM MJIM MMETb HAacCJEACTBEHHYI npupoiy. IIpuuuHoi ux
BO3HMKHOBEHHUS MOTYT OBITh HapyLIE€HHUS B Pa3IUYHBIX 3BCHBAX
remMocTas’a, HO 4Yallleé BCEro - HaTOJOrus B CHCTEME CBEPTHIBA-
HHUsA unaum B Tpombonutax [1]. I'enernueckuit dpakTop B pa3Bu-
THH TpoMOOdUINH HPUBOAUT K HEAOCTATKY HIH AePEKTy Tex
UM MHBIX (GAKTOPOB CBEPTHIBAHUS KPOBH, PELENTOPOB TPOM-
6ouuToB MO0 3a CUYET HACIEACTBCHHOH IPEAPACHOJIONKEHHOC-
TH, HampuMep, K Pa3sBUTHIO ayTOMMMYHHOH martoxoruu [2, 3]

HacnencrBenHsie TpoMmOouutapHbie TpoMOoduiuu damge
BCETO CBSI3aHBI ¢ MyTanueil B rene raukomnporenna Ilb/IIla. Pe-
LEeNTOPHBIH KoMmiekc riaukonporeun Ilb/Illa (uHTEerpuH
oclI(33) (I'Il Ilb/IIla) siBnsieTCs TIaBHBIM CpPead BCEX PELENTO-
poB TpoMGOLHTAa M BXOZHT B COCTAaB TPYNINbl LUTOAATE3MHOB.
Tensl, xonupytomue I'Il I1b/IIla, pacmonaratoTcs B obmactu 17
xpoMmocoMsbl (q21.32). Ilox BaIuSHHEM ONpEaEICHHBIX CTUMYJIOB
(amenosungupocdara - AP, tpomObuna, TpomMOOKcaHa, KOJI-
nareHa u ap.) kommiuekc [Tl Ilb/IIla akTuBHpyeTCcs U B3aHMO-
neficTByer ¢ pasnuyHbiMU nurangamu (ubpunorenom, ¢pubpo-
HEKTHHOM, ¢akTopom ¢oH Bunrebpanmga, BUTPOHEKTHHOM,
TPOMOOCIIOHANHOM), B PE3yJIbTaTe 4ero HPOUCXOIUT arperanus
Tpom6GouuTtoB [4]. OGcyxgaercs poab nmonuMopdusma rema I'TI
I1b/I1la B pa3Butum TpoMOO30B. B wacTHOCTH, OOHU aBTOPHI
OTMEYAIOT 3HAYEHHE 3TOIl MyTalMH B Pa3sBUTHU apTEPHUAIbHBIX
TpomM6030B - mHdapkTa mMuokapaa (MM)y aum Momomoro Bo3-
pacra [5, 6, 7, 8, 9], Toraa kak gpyrue HCCIEJOBATENH HE Ha-
XOJAT CBA3U Mexay moaumopdusmom B rene I'IT I1b/ITla u pu-
CKOM BO3HMKHOBeHUs WM, MHCYIBTOB M BEHO3HBIX TPOMOO30B
[+O].

Mopenb0 ayTOMMMYHHBIX TPOMOO30B sBIsieTCs aHTH(OC-
dbonunupueit cunapom (APC), nuarnos xKoroporo Bepudum-
pyetcs mo MexayHapoaHsM Kpurtepusm [11]. Beigensior mep-
Bu4dHbBH ADPC (ITADPC) - mpu oTcyTcTBUHM Apyroro 3aboneBa-
HUS M HaJU4YUU KIMHHYECKHX U CEPOJTOTHYECKHUX NPH3HAKOB
A®C [12, 13]. Bropuunas ¢opma amarHoctupyercs Ha QoHe
n06bIX 3a00JIeBaHMl, Yalle BCEro ayTOMMMYHHBIX, CpPeJUd KOTO-
pBIX cucTeMHas KpacHas Bosiyanka [14], Oonesnp Ilerpena,
CHCTEMHas CKJIEPOAEPMHUs, 3J0KAUYECTBEHHBbIE HOBOOOpa3oBa-
Hus. Pexxe ADOC BO3HHKaeT HpH HpHEME HEKOTOPBIX JIEKapCT-
BeHHBIX mnpenapatoB [15]. Kaunuueckme mnposasienus ADPC
CBSI3aHBl C PELUUIMBUPYIOIIUMH TPoMOO3aMHU COCYNOB pas3iHi-
HOro Kanudpa W JOoKajiu3auuu. AprepuanbHbie TPOMOO3bl NpH
A®DC npuBoAsT K Pa3sBUTUIO HIIEeMHYECKON Oosie3HHm cepaua
(MBC) m HapymleHHIO MO3TOBOTO KPOBOOOpamIeHHUs IO HIIe-
MHYECKOMY TUNY y OOJBbHBIX MoJogoro Bo3pacra [16, 17, 18].
Pa3Butne TpoMGO30B y MOJOABIX JNIOACH, OTCYTCTBHE HPOTHOC-
TUYECKUX MapKepoB M MCX0M0B 3aboneBanus coOnuxaer ADC ¢
HACJIeJCTBEHHBIMH TpoMOoduiusamu.

Anpec: 115522 Mocksa, Kamupckoe 1., 34a
I'Y UuctutyT pesmatonorun PAMH. Ten.:115-93-79

NmMeroTcs e€JMHUYHBIE COOOI[EHUS O COUYSTAHHU HACIEICT-
BeHHbIX TpoMbopunuit m A®C [3]. Hanuuue anrturen x ¢dpoc-
¢bonmunugam (ad®JI) Ha PoHE reHEeTHUECKUX AC(PHEKTOB B CHCTE-
M€ reMoCTa3a YBEJIMYMBAET PHCK Pa3BUTHSA M PEUHUAUBUPOBA-
HUSL TpoM6O30B.

IpuBoaum onucanue ciaydas [TADPC, conpoBoKaar0IETro-
cs JBYMs TE€HETHMYECKHMMH JAedeKTaMM: IeTepO3UIOTHOH MyTa-
uueil B reie peuenrtopa tpombonuTos I'Tl Ilb/IIla u B rere nu-
Toxpoma 450 Cyp2C9.

Bonsnas II, 25 mer, moctymuna B XBoHHuHCKylo LIPb
HoBropoackoit ob6mactu ¢ »xamobamu Ha 00IM 3a TpPyAMHOMH
CKUMAIOLIEro XapaKTepa, HPPaAUUPYOLUIHE B JIEBYIO PYKY, BO3-
HUKalmue npu (Gpu3nueckoil Harpyske, Kynupylomuecs HpH-
eMOM HHUTPOTJIMIepUHA, Nepuojuyeckoe mnopeimenue AJ[ no
160/100 mm pt. ct. ("pabouee" AJl 110/70 - 120/70mm prt. CcT.),
350KOCTh KOHYMKOB MalIbIEB.

Cuuraer ceb6s GoapHOM ¢ mions 2002r, korga BHEpBBIC MO-
SBMIHMCh NPUCTYNOOOpa3HbIe CXKHUMaromue O6ONM 3a TPYAMHOI
npu ObIcTpOil X0abOe M B MOKOE IO HOYAM, MPOJOJIKUTEIbHO-
CThI0 HECKOJIbKO MHUHYT, HPOXOAHMBIIME CaMOCTOATENbHO. Tor-
Jla )K€ BHE CBA3M C KaKMUM-IMOO NPOCTyIHBIM 3a00JIEBAaHUEM H
dbusnueckoit Harpys3koil orTMeuasa HENPOAYKTHBHBIH Kallenlb
06e3 MOBBIMIEHUS TEMIEpaTypbl. YJacTKOBBIM TEPameBTOM 3aIo-
J103peHa IHEBMOHUsA, Ha3HA4YeHBbl aHTHOMOTHKM, Ha QoHEe KO-
TOPBIX COCTOSHUE HE HU3MEHHUIOCH.

B nous Ha 01.10.2002r nocine cuiabHOW Qu3HUIECKOH Ha-
IPY3KH MOSBHMJIMCbh MHTEHCHBHBIE CXKHMMawpIue OOIU 3a rpyau-
HOH M B o0lacTH cepila, CONPOBOXK/ABIIMECH OHEMEHHEM Jie-
BOH PYKM, HNPOJOJKUTEIbHOCTHIO HECKOJIBKO 4YacoOB, HE KyMH-
poBaBIIMECS AaHAITETHKAMHU. B 3Ty ke HOUYb BIEPBBIC B XKU3HHU
OB PTM30J] MOTEPH CO3HAHUA (CyAOpPOTH?) C HENPOH3BOIbBHEIM
MoueucnyckanueMm. boixpHas Oblila JOCTaBJIeHAa B pailloOHHYIO
6ONBHUIY, Tl€ HA OCHOBAHMM KJIMHHUKO-Ta0O0OpPaTOPHBIX JaHHBIX
u OKI (cumycoswit putrm, HCC 120 ygapoB B MHHYTY, OTpH-
marenpubie T B I, II, 1II, V2-V5, QS V1-V4, noagsem ST V2-V3

Makc 10 5 MM, QRS B aVL, aVF pacmennen, BoJbTaX CHUXECH)
0BT AMATHOCTUPOBAH OCTPBIH TpaHcMypanbHblii UM mepenne-
MeperopogouyHoil 00JacTH ¢ MEPEexXoJOM Ha BEPXYWIKY. B maib-
Hefimmem HabOmoganace xapakTepHas i MM nuHamuka Ha
DKTI. Ormeuanocs nmoBeimenne COD go 25-36 Mmm/u. Peakuus
Baccepmana (PB) Oblna oTpHLIIaTENbHOM.

Juarno3 UM Obin moaTBepikjaeH mo3aHee B HoBropojackoi
001acTHOW KIMHUYECKOW OonbHHUIE. TaMmM Takke OTMEYanocCh
yMmepenHoe yBenudeHue COD, HO BBISIBHUIACH PE3KO MOJOXKHU-
teabHas PB, orpunartenbHas B peakiuum uMMoOummusanuii Onen-
HON TPEHOHEMBI M C KapAHOJIUIUHOBBIM aHTHreHOM. KOHCYb-
TaHT-BCHEPOJOTr HE BBISBHMI y OONbHOW NMPU3HAKOB cuduiInca u
NPEANONOKHI HECHeUUPUIESCKHH XapakTep IMOJIOXKHUTEIbHON
PB.

Y4uutsiBas MOJOJOH BO3pacT, XCEHCKHH II0J, OTCYTCTBHE
daxtopoB pucka MBC, HOpManbHbIe MOKa3aTelId XOJECTEpUHA
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KpoBHu, GonbHyl0 HampaBuiau B kauHuky Cankt-IleTrepOyprcko-
ro I'ocy1apcTBEHHOTO MEJHIMHCKOTO YHHBEPCHTETa HM. aKal.
IlaBnoBa amsi mpoBeAeHHs KopoHaporpapuum U HCKIIOUYCHHUS
BPOXKJCHHOW aHOMAlIMU KOPOHAPHBIX apTEepuUil.

Ha xoponaporpaduu Bwisiien 90% crTeHo3 B cpeaHei Tpe-
TH NPaBON MEXXKeJyJAO04yKOBOIl BETBM JIEBOM KOPOHApHOW apre-
puH co ciaalbbIiM CHHIXXEHHEM KPOBOTOKAa B €€ JUCTAIbHOM OT/e-
Je C pOBHBIMH KOHTypaMH apTepuanbHOil cTeHku (puc. 1)
(danubie kKopoHaporpaduu a06E3HO MPEJOCTABICHBI 3aB. OT-
nelieHHeM OJHJIOBAaCKYJISPHON XHUPYPrUH KIMHHKA (GakyibTeT-
ckoil xupypruun AszoBueBbiM P.A.) ITo MHEHHIO KapAHOXHPYP-
TOB ONEpaTHBHOE JeueHHe (KOpOHapHas aHTHONIACTHKa) B TOT
MOMEHT He Obljla IMOKa3aHa.

B kpoBH ObIIM MOBBIMICHBl YPOBHU AHTHTENI K KapAHOJHUIMHU-
Hy (aKJI): IgA-aKJI u IgM aKJI 14,2 ME/mn (Hopma MeHbLIe
10)] u IgG-aKJI - 25 ME/mn (nopma 6,0-18,0)]. Coxpausnace
nonoxurenbHas PB.

IIpu omeHke (YHKIMOHAIBHON AKTHUBHOCTH TPOMOOLHTOB
BBISIBJICHBl MX HOBBINICGHHAs BHYTPHUCOCYAHMCTas aKTUBAUUi H
arperamus.

IIpu reHeTHYECKOM HCCIENOBAHUM OOHAPYKEHBl TETEPO3H-
TOTHBIE MYTAallMM B TeHe pernentopoB tpomOonurtos IIB/1Ila u B
rene nurtoxpoma Cyp2CO.

Hauart mon6op no3sl BapdapuHa, Ha3HAYEHBl MOHOMAaK, Me-
TOMPOJIOJ, aCIHPHUH.

Pucynox 1
KOPOHAPOITPAMMA BOJIBHOM II., 25 JIET

N3 aHaMHe3a JXM3HU BBISICHEHO, YTO 0OJIbHAs HMEET Xpo-
HUYECKHU TOH3HMJIHUT B cTaaiuu cyOkommneHcauuu. B 1997r Obi-
na obcienoBaHa MO KOHTAKTy ¢ CHGHUINCOM, BBISIBICHA MOJO-
KurenbHas PB, olHaKO KJIMHUYECKHE NPOSABIEHHS OTCYTCTBO-
Balu, CneuupUUYEeCKUe CEPOIOTHYSCKUE PCaKIUU Ha CUPHUIHC
(MMMyHOGEpMEHTHBIH aHAIU3, peaKklUHus NMacCHUBHOMW reMarriio-
THHaLKUHU) He Oblnu mpoBeneHsl. Ilonmyumnaa Kypc JiedeHus me-
HUIIUIIAHOM, IIOCI€ 4Yero Ha OCHOBAaHUM oOTpuuaTenbHOil PB
6bi1a custa ¢ ydera. C 1997r oTmMedanoch 3MHU30QUYECKOE I1O-
Beimenue AJ[ o 160/100mm pr. ct. npu "pabouem" Al 110/70
- 120/80 MM pt. cT. B 1999r BBIsIBICH IMCCEMUHUPOBAHHBIH Ty-
Oepkyye3 JIETKUX, IO0Jlydana NPOTUBOTYOEepKyIe3Hble mHpemapa-
Tol, B 2000 r cHsiTa ¢ y4yera y ¢pTuU3HATpa B CBS3U C BHI3JOPOB-
JeHHeM. AKYMepCKO-THHEKOJOTHYeCKU aHaMHe3: | GepeMmeH-
HOCTh (MEAMIHMHCKHUN abopT), MOCje 4Yero perylsipHO XKHUJa IO-
JIOBOW JKHU3HBIO 0€3 HCIOJNB30BAaHUS METOJOB KOHTpaLEHILHH,
GepeMeHHOCTh He HacTymala. HacieJcTBEHHBIII aHaAMHe3: y Ma-
TEpU CTEHOKApAHWs HampsDKeHUs ¢ 25 jmer, ymepia B Bo3pacte
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45 ner wu3-3a TpaHcMmypainbHoro WM, oren 3m0poB. BpeaHbie
NPHUBBIYKK: BbIKypuUBaeT nmo 1/3 mauku curaper B aeHb ¢ 18 jer.

B okTss6pe 2003r GonbHas Obljla TOCHUTAIN3UPOBAHA B Kap-
JHO-PEBMATONIOTHYECKOE OTAeneHne [OpOACKOil KIMHMYECKOMH
GonbHunbl Ne2 Benukoro HoBropoma ans o6GcienoBaHus u
noabopa Tepanuu.

CocTosiHME NpH MNOCTYMJICHHH yaoBiaeTBopurenbHoe. Cun-
3UCTasi TJIOTKH THIepeMupoBaHa. MUHIAIMHBl yBEJIHYCHBI, I'l-
nepemupoBaHbl. Ka3eo3Hble BBIACICHUS M3 JIAKYH MHUHIAIUH.
Poctr 170 cm, macca tena 80 kr.PacmpocrtpaneHHoe ceruyaTtoe
IMBEJO Ha Koxe Oexep, roileHed, pyk u xuBoTta. Ha koxe xu-
BoTa cTpuu po3oBoro uBera. AJ[ 110/70 mm pt cr. I'panuusl ot-
HOCHTEJBHOW TYNOCTH Cepjlla pacliupeHbl BieBo (Ha 1cM KHa-
pyXH OT JIeBOH cpeJHe-KJIIOYUYHOH nuHuu B V Mexpebdepse).
AyckynbraTuBHO: | TOH Ha BepXxymke ociabieH, PUTM Ipa-
BUIIBHBIN, ucc 78 ya. B MuH. YJ[ - 18 B MuH. J[piXxaHue BE3UKY-
ISIpHOE, XPUIIOB HeT. IIepKyTOpHO HaA JErKUMHU: 3BYK SICHBIH,
JEroYHbIif, y4acTKOB NPUTYHJIEHHS He oOHapyxkeHo. JXXuBoT
Npu majablaluu MATKHH, Oe30o0ne3HeHHbli. [leyeHp - Mo Kparo
pebepuoit ayru. CHMITOM IOKOJAYMBAHHSA IO HOSCHUYHON
001aCTH OTPHIATEIbHBIH.

Janusie oGcnexoBanus: spurpouuts - 4,8x 1012/1, remo-
ramobun - 158 r/m, tpombGonmutel - 269 -109/m, neHKOUHUTH -
5,8x 10~/n, neiixountpanas ¢opmyna He usmenerna, COD 32
mMm/4, CPB otp, cuanoBbie kuciaotel 0,18 ex (Hopma mo 0,2 en),
dbubpunoren 4000 mr/a, Bpems pexaibuupukanuu niaasmsl 130
CeK, TOJEPaHTHOCTh K remapuHy 5, TpomboTecT 4, KpCaTUHUH
0,098 mmoub/n, xomectepuH 4,4 MMOJIbB/I, XojecTepuH Oera-
nunonporennos 1,42 en, Oera-nunonporeunsl 0,46 en, kod¢-
¢dunuent areporenuoctu 2,1, ACJI 625 ex (mopma menee 313
en), ACK 200 en (mopma menee 100 en), HMK 150 omt. en.
(nopma mene 93 ont.en.), AH® orp, anturena x n-JHK orp.
IgG-aKJl ummyHOodepMeHTHBIM MeTogoM - 73,5 ME/Mn (Hop-
ma g0 23 ME/mn), PB: Muxpopeakuus pe3KONO3UTHBHASA C
KapAMOJUIHHOBBIM aHTUIE€HOM (++++), ¢ TPENOHEMHBIM aH-
turesom (++++), PB Ha xomone - tutp 1:10. JIns uckiawoyeHHs
cudunuca npopegeHsl crnenuduueckne peakuuu (MMMyHOdep-
MEHTHBIH aHamM3, peaklMs MacCCHBHOW TreMarriIlOTHHAIUH),
KOTOpBIE OBbIIIM OTPpHULATEIbHBIC.

MHO 6e3 Bapdapuna Obim0 0,9, Ha poHe mpuema Bapda-
puHa 6,25 mr/cyr. - 2,98

OO6uuit amanu3 Mouu: uB. xeat, yx sec 1012, Gemox 0,09
r/m, caxap oTp, dNUT. MIOCKUi 1-2-3 B mousie 3penus, neik. 50-
70 B moye 3peHHUsA, 3P. €AUHMY, cau3p +, OGakrepum +++. Cy-
TouHast moreps OGenka ¢ mouoi 0,02 r/n

Ha DOKI cunHycoBBIHf pHTM, TOPH30HTalbHOE IOJOXKEHHE
SNIeKTpU4Yeckoil ocu cepana. IIpu3Hakm 04aroBoro pyGIOBOro
MOpa)keHUs MepeaHe-IeperopoJouHoN TOKaIU3alHU C pacnpo-
CTpaHEHHEM Ha BepXylKy. HexocTaTo4yHOCTbh KPOBOCHAOXKEHUS
B mepeaHe-00KOBOI CTEHKE JEeBOro »eiypouka, (puc 2).

IIpy XOJITEPOBCKOM MOHHTOPUPOBAHMH: 3MHU30Jbl Jempec-
cun cermerTa ST B OTBEAEHHAX, XapaKTEPH3YIOUUX IMOTEHIIUA-
bl OOKOBOH CTEHKHM JIEBOTO )KeJyJ04Ka, BO3HMKAIOIHE BO Bpe-
Ms Harpys3ku npu moporoBoMm UYCC, xapakTepHOM JJs CTEHO-
kapauu 2 QyHKHUMOHaNbHOTro kinacca. O6beM BBIIONHEHHOH pa-
6oTbl - 74-84% oT MakcUMalbHOM JiIs JaHHOTO Bo3pacTa (cyO-
makcumanbpHass YCC pocturuyra). [IpuynHa npekpauieHus Ha-
rpy30K - oablmka. Bo BpeMs Harpy3ok 3aHKCHPOBAaHBI HIIe-
mudeckue usMenenus Ha OKI. TomepaHTHOCTP K Harpyske
cpenHss.

Oxokapauorpadus (OxoKI'): aopra 3,04x1,7cMm; mnpaBoe
npegcepaune 3,6x4,6cMm; npaBblil xenygodek 3,4x2,8cM; MexKe-
nypoukosasi meperopoxaka 0,9cm; snerounas aprepus 2,0cm; ne-
Boe mnpexncepaune 4,0x4,6cm; meBbld Kedymodek 5,25x3,86¢wm;
3ajJHss1 CTEHKa JeBoro xenyunouka 7,0-6,6cM; dpakuus ykopo-
gyenusi 27%, ¢dpakuus BeiOpoca mo Teicholtz 52%. MuTtpans-
HBIH KJalmaH - peryprutanus 2 ¢T, TPUKYCHUJAIbHBII KilamaH -
peryprutauus 1 cr, aopraibHbIii KiamaH- peryprutauus 1 cr.
JlaBnenue B gerouHoi aprepuu 21 MM pr.cT. 3akJlO4YEeHHE: He-
CKOJIBKO pacIIMpeHa IOJOCTh JIEBOI'O XKEJNyJ04Ka, MUOKApH kKe-
JNya04YKa HE yTOJIEH, COKpAaTHTEIbHAas CMOCOOHOCTh yMEPEHHO
CHMXXEHA, YIIOTHEHHE, YTONIU[CHUE CTBOPOK MUTPAIBHOIO Kia-
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MaHa, HEJOCTATOYHOCTh MHUTPAJbHOTO KiamaHa 2 CT. 30HbI T'H-
Mo- ¥ aKMHE3UHU B IEPEJHE-NEPEropoaoyHoil obnacTu, nepen-
Hell M JlaTepalbHOil CTEHKaX JIEBOTO XKeIyAodka U B 00nacTu
BEPXYLIKHU.

Ha oCHOBaHMM KJIHMHHMKO-Ia0OpPAaTOPHBIX NAaHHBIX BHICTAB-
sneH auarno3 ITA®C: aprepuanbHblil (KOpOoHapHBIi) TpoM603 ¢
passutueMm UM ot 10.2002, ceTyaroe auBego, dNUICHTHHOPM-
HbIIl CHHAPOM. ['eTepO3UIrOTHBIE MYTAaUMU B I'eHE PELEHTOPOB
tpombonurtos Ilb/IIIa u B rene npuroxpoma 450 Cyp2C9. Apre-
puanbHas THIEPTeH3Us 1 CTENEHH.
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HbIE THTPBl aHTUTE] K aHTHUTEHAM CTPEHTOKOKKAa. B HEKOTOPBIX
paborax ormeuaercs poJib MHPEKIUU B MHAYKIUH BBIPAOOTKH
aKJI, mosiBIeHHE KOTOPHIX, OJHAKO, ABISAETCA TPAH3UTOPHBIM B
oTIMYKME OT Hamel OONbHOW M HE COMPOBOXKAACTCS MPH3HA-
xamu ADC [23, 24, 25].

(6] BO3MOXHO# pOINM TEHETHYECKHX Ae(PEKTOB B Pa3BUTHH

TpoM0OO30B CBHACTEABCTBYET M TO, YTO y MaTepu OOJNBHOH OT-
MeYalnCh MPHCTYIOBl CTEHOKAPAHH C 25 IeT, KOTOPBIE TaKkKe
Mornun ObITh O0YCIOBICHBI TPOMOO30M KOPOHAPHBIX COCYZOB
I yCHUICHHEM arperamuy TPoMOOUHTOB (yMmepna B BO3pacTte

Pucynox 2

9Kl BOJBHOM M., 25 JIET.

CHHYCOBBIii PUTM, TOPH30HTAIBHOE MOJIOXKEHUE SIEKTPHUYECKOil ocu cepiua. IIpu3Haku ouaroBoro pyOLOBOrO MOPaKEHHS INEpPEIHE-IEePeropo-
JIOYHOM JIOKAJIM3alMM C PACHpPOCTPaHEHMEM Ha BepxXyuKy. HemocTaToyHOCTh KPOBOCHAOXKEHHUs B NepeHE-00KOBOH CTEHKE JIEBOIO JKelyl04Ka

CoveraHue TeTEPO3UIOTHOW MYyTallMd B TE€HE PEILENnTOPOB
Tpombonurtos Ilb/Ila ¢ Haanumem adJl ycuimBaeT arperamuio
TPOMOOLUTOB, yBeNHYHBas PUCK TpomOGo30B. IlatoreHes oboux
COCTOSIHUM, NPOABIAAIOMIUXCS THIEPKOAryIslueil, pa3indeH.
JledbexT B reHe perentopoB TPOMOOLHMTOB CIOCOOCTBYET CHHU-
JKEHUI0 Mopora JJisi TPOMOOUHMTApPHOTO OTBETa, MHIYLHPOBaH-
HOrO aroHucramMu, ocobeHHO AJ[®-HHAYUHUPOBAHHOTO CBS3bI-
BaHUs (pUOPUHOTrEHA, YTO NMPHUBOAUT K MX aKTHBALlUM U arpera-
uun [4]. HecmoTpsa Ha 1O, uTo a®JI MOryr cBA3BIBaTHCA C IO-
BEPXHOCTHIO TPOMOOIMTOB M, BO3MOJXHO, CIIOCOOCTBOBATH HX
aKTHBAIlMM M arperamu, MecTa CBSI3BIBAHUS Yy HHUX HHBIE MO
CPaBHEHMIO C APYTMMHU aroOHMCTaMH arperamuu TPOMOOLHTOB.
He oTMedyeHO mepekpecTHOW peakTHUBHOCTH 3TUX aHTUTen ¢ [Tl
[1b/I1la u Gonee BepOsATHO UX CBsA3BIBaHHE C GochonrunuIaMu
[19, 20, 21, 22]. Kpome Toro, B matoreHe3 A®C BoOBICYEHBI H
Jpyrue MeXaHM3Mbl: aKTHBAILMS YHIOTEIHAIbHBIX KICTOK, CTH-
MYJSIUs BbIPAaOOTKH HPOBOCHAIUTEIbHBIX IUTOKHHOB T-kieT-
KaMmu, cBsa3biBaHue ¢ (3-2-rnukonporenrHom I, mpoTrpomMOGHUHOM,
nporenaomM C u S, aHHEKCHHOM V, BIHAIOIMUMH Ha KOaryls-
OUOHHBIH Kackanx u ap. [19, 20].

Hanwune y nanuoil OGonbHOW nedekra B reHe pemenrtopa
tpombonuToB Ilb/I1la mpuBeno k rumeparperanuu TpomMOoOuHU-
TOB, BBISIBJICHHON NpH OLEHKE MX (PYHKIMOHAIbHBIX CBOWCTB,
4YTO Hapsaay co ctabuibHO BbeicOKMM TUTpoM aKJI mormo cmo-
co6cTBOBATh PAa3BUTHIO THIIEPKOATYNSHHU M TPOMOO30B B pas-
JIMYHBIX OpraHax.

OOpamaer Ha cebs BHUMaHHe, yTo MM pa3BuiCsS y XKEH-
HIMHBl MOJOAOTO BO3pacTa B OTCYTCTBMH THIEPIUINUACMHU U
NPH3HAKOB aTepockiepo3a Ha KopoHaporpaduu. DIuienTuye-
ckMil mpumagok y OGOJIBHOH C OTPHIATENbHBIM HACJIECICTBEH-
HBIM aHaMHE30M M B OTCYTCTBHH YEpPEHHO-MO3TOBBIX TPaBM B
aHaMHe3e coBmajl nmo BpemeHu ¢ paszputuem HMM. Ilocnennemy
B TeUYEHHE 3 MeCsLeB IpeJUuIecTBOBal 00JEBOW CHHIAPOM, TH-
NUYHBIA A1 CTEHOKapAMH, CyXOil Kalieab, HE CONPOBOXKJIaB-
MIHCS MOBBIMIEHHEM TEMIIEPAaTyphl, YTO OBIIO PAacCLUEHEHO yda-
CTKOBBIM TEpaleBTOM KakK NMHEBMOHHUs (MaHHBIMHU (uiooporpa-
¢buum Mbpl He pacmoiaraem). Heus3BecTHO, OBIIIM JIM CHMIITOMBI
CO CTOPOHBI JITKUX NPOSIBICHUEM TPOMOIMOOIUU MEIKHX BET-
Beil IeroyHol aprepuu, NUOO0 MHPEKI MU COPOBOLUpPOBaJA MO-
sBJIE€HUE KJIMHUYecKuX cumntomoB AD®C. Kpome Toro, y manu-
€HTKM HMMEIOTCS YKa3aHHs Ha HEPEHECEHHBIH JAUCCEMUHUPO-
BaHHBIH TyOepKyJie3 Jerkux, a B KPOBHU BBISBICHBl ITOBBIIICH-

45 netr or UM)B cBs3K ¢ HalIM4YUEeM KaKoW-I1nOO MyTanuHu B CH-
cTeMe remocrasa.

B paccmarpuBaemom ciydae ceponorudecknit mapkep APC
OBl BBISABIEH ¢ moMomibio PB B nebiore 3aboneBanus. HekoTo-
phle MCCIe0BAaTENN YKa3blBalOT HAa BO3MOMHOCTh HCIIOJNB30Ba-
Hus PB nns panHero BhisiBieHUs GonbHbIX ¢ ADC, y4uThIBas
NPOCTOTY BBINOJHEHHUS U HCIOJNb30BAHME JAaHHOW peakUHu B
KayecTBe CKpPUHHHTIOBOHW [26]. B 1o xe Bpems PB mpossuser
HHU3KYI0 YYBCTBUTEIBHOCTh, 0COOCHHO B "Hepa3BepHyTOoM" Ba-
puaHte. Y 00JbHOW B NMPUBEACHHOM HaMHU ClIydyae HECKOJBKO
pa3 orTMeuanach oTpuiiatenbHas PB npu cTrabHIbHO, BBICOKOM
ypoBHe aKJI u pe3ko mo3uTuBHOH paszBepHyToil PB, uTo roso-
PUT O HENOCTATOYHO YYBCTBUTEIBHOCTH pPYTHHHOIO METOJa
[27]. Ans nubdepeHunanbHOil TMaTHOCTUKH MCTUHHOMN M JTOXK-
HOIl MO3UTHBHOCTH CEPOJIOTHMYECKHUX peakuuil Ha cuduiauc cie-
JyeT MCHOJNb30BaTh APYrHe METOAMKH: PEAaKLMIO MACCHBHOMU re-
Marrjilo THHAIUK, PEaKIUI0 UMMYHO]IIOOpPECHEHINH, HMMYHO-
dbepmenTHBIt MeTOx [26,27,28]. YuuThiBast, uto npu Bepuduka-
uuu aumarfos3a cuduauca B 1997r GonbHOW HE TPOBOIHMINCH
cnenu(pUUECKHe TECThl, HENb3s HCKIIOYUTH MEPEHECCHHYIO CH-
bunuTHYeckyo HH{}EKIHUIO.

Hanuune y 6oIbHONH ABYX TeTEPO3UTOTHBIX MYTAallMH HMeEET
3Ha4YeHHe U B mojgbope Tepanuu. B HEKOTOPBIX HCCIEJOBAHHAX
OTMEYaeTcs, 4YTO MOJUMOP(HU3M B reHe peuentopa TpomMOOLH-
toB Ilb/IIla MoxeT BIHMATH Ha YYBCTBHUTEIBHOCTh K aHTHArpe-
ranTHOMY 3} (deKTy aleTHuIcaIuIUIOBONH KHUCIOTH Ha Tpombo-
uuTel [29], uTo TpebyeT y maHHOH MalMEHTKH KOHTPOJS arpe-
raiuyd TPOMOOLHMTOB JJIsi NMPO(GUIAKTHKH OCIOXKHEHUHW B BUAE
KpoBoTeueHUs. Kpome TOro, Hajmuuue MyTalUd B TEHE IHUTO-
xpoma P 450 sBnsercs mokaszanumem MmoHutopuHra MHO npu
NnpUeMe HENpPSAMbIX aHTUKOAryJIsSHTOB, TaK KaK HEKOTOpbIE pa3-
HOBHJHOCTH MyTaluii B reHe nutoxpoma P450 acconuupyirorcs
C PHCKOM KPOBOTEYCHHS.

Takum 00pa3oMm, HacjeJACTBEHHAs NPEAPACIONOKEHHOCTh K
TpoMOO(GUINAM MOMKET pEanu30BBIBATHCS C MOMOIIBIO He-
CKOJIbKMX TIaTOT€HETHYECKHX MEXaHM3MOB, YTO YBEJIHYMUBAET
puck pasBuTtHs TpoM0030B. M3ydeHHE 3THX MEXAaHU3MOB I03-
BOJIUT Oojiee nupdhepeHUMPOBAHHO, a 3HAYHUT, Ooiee 3 dek-
THBHO OCYWIECTBIATh NPOGHIAKTUKY TpoM6G030B. CBOEBpEMEH-
HOC BBISIBICHHE JIMI[ C MOBBIIICHHBIM PHCKOM TpomMGooOpa3o-
BaHHS MO3BOJUT HPOBOAUTH MOAOOpP aHTHArperaHTHON M aHTH-
KOAryJIssHTHOW Tepamuu M NPEJOTBPATHTh Pa3BUTHE OCIOXKHE-
HUH.
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