JINTEPATYPA

1. Benobopodosa E.B. [lopaxkeHue TIeYeHU TPU XPOHMUECKUX
BHUPYCHBIX TelaTUTaX U UX COYeTAaHUU C aJIKOTOJIbHOM 60-
JIE3HbIO U OMUITHON HapKoMmaHueill. [IporHo3 teueHus u
ucxonbl: Jlucc. ... NOKT. Mea. HayK. — Tomck, 2007. — 434 c.

2. Heawkun B.T. Bone3Hu neyeHu n XKeaT4eBLIBOASIINX ITy-
teii: PykoBoacTso st Bpaueit / [on gen. B.T. UBaiikuHa.
— 2-e u3a. — M.: M-Bectu, 2005. — 536 c.

3. Henamoea T.M. EcTecTBEHHOE TeUeHUE XPOHUUECKON
HCV-undexunu // Poccuiickunii >1<¥lpﬂaﬂ TacTPOIHTEPOJL.,
rernaro., kogonpokroi. — 2002. —T. 4, Ne 2. — C.20-37.

4. Maiibopoda A.A., Kaaseun A.H., 306nun 10.B., lllepbamoix

Anpec 151 MepenucKu:

Cubupckuii meduyunckui xcypran, 2009, No 3

A.B. CoBpeMeHHBIE MTOIXO0/IbI K ITOATOTOBKE OPUTMHATBHOM
CTaThbU B XXypHAJI MEINKO-OMOIOTUIECKOI HApaBIeHHO-
CTU B CBETC KOHLECIIIUU «I0KAa3aTeJbHON MEIULIMHBI» //
Cubunpckuit MemuumnHCKui XKypHai (Mpkyrck). — 2008. —
T. 76, Nel. — C.5-8.

5. Maiiep K.I1. Tenatut u niocaencTBus renatura: [1pakTuy.
%g / Ilep. ¢ Hem. — M.: TBOTAP-Menuuuna, 2004. —

c.

6. Cromrxun B.E., Jlonamxuna T.H., Ilonosa H.B. ®akTopbl
pHCKa MPOrPeCCUPOBAHMUSA TIOPAXEHUA TIEUEHN TIPU XPO-
HUYECKOM TernaTUTe BUPYCHOW 3THOJIOTUU {({ KpemeBc-
éaﬁ aaiﬁnuuﬂa (knmuHUYeckuit BecTHUK). — 2000. — No 1. —

634041, r. Tomck, yiu. HoBropozckas, 1.44, kB.6. Octanko Banenrtuna JleonnnoBHa — ouHbIN acripaHT Kadenps! repanuu OIIK u
[I1C, e-mail: valala@yandex.ru; benodoponosa ExatepuHa ButanbeBHa - 1.M.H., npodeccop, berodboponosa DiabBupa MBaHoBHA -
II.M.H., mpoeccop, 3aB. Kadenpoii, [mMoamynuna Upuna OjeroBHa - 1.M.H., JOLIEHT.

© MMAHCKUM C.B., IBOPHUYEHKO B.B., PEIIETA O.P. — 2009

PEJKOE HABJIOJEHUE MHOXECTBEHHOMN
3JIOKAYECTBEHHOI ITAPATAHIJIMOMBI 1IIEA

C.b. Iunckuii, B.B. Jleopnuuenko, O.P. Penema
(MpkyTckuit rocynapcTBeHHbI MEAMIIMHCKUI YHUBEPCUTET, PEKTOp — A.M.H., ipod. M.B. Manos, kadeapa ob1ieit xupypruu

C KypCcOM ypoJIOruu, 3aB. — A.M.H., ipod. C.b. [TuHckuii;
I.M.H., npo¢. B.B. H_l%pax

, Kadenpa OHKOJIOTMHU, 3aB. — JI.M.H., TIpo.

PKYTCKMI MHCTUTYT YCOBEPILIEHCTBOBAHUS Bpayeil, peKTop —

.B. JIBopHMUYEHKO)

Pestome. TIpueodumes pedkuil cay1aii MHONCECMBEHHOI 310KA4eCMEEHHOI NAPA2aH2AUOMbl ulel — co4emanue 08yCnmopoHHUX

KaApOMUuOHbIX U UHMPAMUpeouoHoi onyxoaeil.

Ommeuaromess mpyOHOCMU KAUHUHECKOU U MOPPON02UHeCcKOoll OUaHOCMUKU.

Onyxonu Gviau 06GHapysiceHsl U YOaneHbl NOIMANHO ¢ UHMep8aiamu 6 § u 5 siem nocae nepeoil u, COOMEemcmeeHHo, 6Mopoil

onepauuu. InumeavHocms HabaOeHus cocmaesasem 23 eooa.

Karoueevie caosa: lcapomu()Haﬂ napaeaneauoma.

RARE OBSERVATION OF MULTIPLE MALIGNANT PARAGANGLIOMA OF NECK

S.B. Pinsky, V.V. Dvornichenko, O.R. Repeta
(Irkutsk State Medical University, Irkutsk State Institute for Medical Advanced Studies)

Summary. It is shown the rare case of multigle malignant paraganglioma of neck — combination of bilateral carotid and
m

intratireod tumors. The difficulties of clinical an

orphological diagnosis are noted. The tumors were diagnosed and removed

step by step with intervals in 8 and 5 years after the first and second operation. The duration of observation amounted to 23

years. ) ]
Key words: carotid paraganglioma.

Cpenu TpeX OCHOBHBIX I'PYITIT BHEOPTAHHBIX OIMYyXOJiei
e — HeMPOIKTOAEPMATbHBIX, ME3EHXUMAJIbHBIX U TH-
COMOPHUOHATIBHBIX, 0C000€ BHUMaHWE KIIMHUILIUCTOB B TTOC-
JieIHee AeCATUIECTHE MPUBJIEKAIOT MaparaHTJIMOMBI, paHee
M3BECTHBIE TTOJT HA3BaHWEM XeMOJEKTOMBI. [TaparaHrino-
MBI OTHOCSITCST K YMCITY PEAKUX 3a00JIeBaHU, STUOJIOTHS U
MaToreHe3 KOTOPBIX OCTAIOTCS M0 KOHIIA HesICHBIMU. KX
YyacToTa He TpeBhIIaeT 1% oT 0011ero Yrciia BHEOPTaHHBIX
OMyXOJIe 1IeH, a Cpelrd BCeX OHKOJIOTMYECKMX 3a00eBa-
Huii TojioBbl U wen — 0,01% [9,10,34]. Ilo ganabsM C.O.
IMoassasuukosa u M.A. Kponiorosa (1991), yactora 3j10Kka-
YeCTBEHHBIX MMaparaHrInoM coctaBuia 16,9% ot Bcex Ha-
OJTIOABIIMXCS UMU 3]I0KaYeCTBEHHBIX BHEOPTAHHBIX OITy-
XOJIEH TOJIOBBI U LIEU.

Cpeau maparaHIJiMoM 1IeU yallle BCero BCTpevaroTcs
KapoTUIHBIE U pexXe — BaraJibHble. KapoTumaHble maparaH-
[JIMOMBI Pa3BUBAIOTCS U3 MaparaHTJIMOHAPHBIX KJIETOK B
obyactu 6udypkaiuy o0111eil COHHOW apTepuu U pacro-
JIaraloTcsl MeXy ee BeTBsIMU. BarasibHble maparaHrIMoOMbl
HCXOIAT U3 Y3JIOBOTO WM SIPEMHOTO TAHTJIMEB OJIyKIar0-
IIETO HepBa, MPEUMYIIECTBEHHO JIOKAIU3YIOTCS B 3aIHe-
GOKOBOM OKOJIOTJIOTOUHOM IMPOCTPAHCTBE, HEPEAKO MH-
TUMHO CBSI3aHBI C BHYTPEHHE COHHOI apTepueii, BHYTpeH-
Hell SIpEMHOI BEHOM, MOABSI3BIYHBIM U SI3bIKOTJIOTOUHBIM
HepBaMU. Psi1 aBTOPOB BBIIEIISTIOT AaTUTTUYHBIE JIOKATU3AIUN
MaparaHrjiMoM Iller, KOTOpble yallle BO3HUKAIOT B BepXHe-
OGOKOBBIX OTIEax Ier, XapaKTePU3YIOTCsT YIIOPHBIM PeLiy-
JIMBUPOBAHUEM U BBICOKOI YaCTOTOM 37I0KAYeCTBEHHOCTH.

K 1967 1. 0Te4eCTBEHHBIMU aBTOPaMM OBLTO OIMKUCAHO
oosee 100, a B MupoBoii TuTeparype — okono 500 Habo-
NIeHWii maparaHruoMsl 1eu [1], a k 1977 1., cooTBeTCTBEH-

Ho, 120 1 600 ciyuaeB atoro 3aboneBanus [5]. TTo mTaHHBIM
T.K. Oynuukoii (2000), B MupoBoii autepatype K 1998 r.
npuBeneHsl cBegeHus o 1700, a x 2003 . — o 2000 momo6-
HbIX HaOmoaeHui [20]. Bo MHOrMX OT€YeCTBEHHBIX My0-
JIMKAIUSX IIPUBOASTCS eTUMHUIHBIC HAOTIONCHUS XUPYPTHU -
YeCcKOro JieueHus1 3Toro 3aboseBanus [24,27,31].

JlurepatypHble TaHHbBIE O COOTHOILIEHUM TaparaHIin-
OM IIeu PA3IUYHON JIOKATM3AIKY BapbUPYIOT B IIMPOKUX
npenenax. [To nanueiM b.M. BtioprHa u coabrt. (1983), y
22 13 29 GOJBHBIX OTTYXOJIM UCXOMIIN U3 KAPOTUIHOTO TJI0-
Myca, y 5 — U3 riomyca Oyy>kIaroniero Hepea u'y 2 — pac-
ronaranuck aturmnaHo. [.B. damnees u coast.(1987) ot-
METHIU Y 56 13 93 OOJIbHBIX KapOTUAHYIO, ¥ 32 — Baraib-
HYIO Uy 5 — aTUMUYHYIO JIOKaIu3aluoo omyxoseit. A.W.
ITauec (2000) yka3piBaet o 141 HaGmMIOOEHUN KapOTUIHOMI
n 20 BarayibHOM maparaHmimoMsl men. Ilo manueiM U.B.
Benouepkosckoro u coanT. (2005), y 32 (85%) u3 38 Goib-
HBIX OBLTN KapoTuIHbie 1y 6 (15%) — BaraabHBIC TTaparaH-
mmoMbl. E.I. Martsakun u coast. (2005) yctanoBunu y 113
(57%) GonbHBIX KapoTUaHbIE, Yy 55 (27,8%) — BaraiabHbIE, Y
17(8,5%) — arummmanbie 1y 13 (6,6%) — MHOXECTBEHHBIC
MaparaHIMOMBbI LIEPBUKATLHOM JIoKaau3au. B 3HauuTe b-
HOM KOJIMYECTBE COOOIICHUI PUBOASITCS TaHHBIE TOJIBKO O
KapOTUIHBIX MaparaHrinomax ieu [14,16,17,24,30].

B nopasnsiolem 601bIIMHCTBE HAOMIOJEHUIN OTMeue-
HbI OJHOCTOPOHHME JIOKAIU3AIIUN COJTUTAPHBIX MaparaHr-
JvoMm 1er. BmecTe ¢ TeM, 0coObIii MHTEpeC MPenCcTaBIsIoT
MHOXECTBEHHBbIE (CoueTaHMWe ABYX M OoJjiee JIOKaJIM3alluii)
rmaparaHrauombl men. Cper MHOXECTBEHHBIX yallle Bce-
To BCTpeYaeTcsi CoueTaHUe IBYX MEPBUYHBIX OMyX0Jieii pa3-
JIMYHOM JIOKa3aiuu. Pa3inyaloT MHOXKECTBEHHBIE CITO-
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panuyeckre U MHOKECTBEHHbBIE CeMeiHbIe (HacaeICTBeH-
Hble) (hopMbl 3a001eBaHUS. MHOXECTBEHHbIE TTaparaHIin-
OMBI OOBIYHO TIPEICTaBICHBI TUITUYHBIMU JIOKATU3AIIUSIMU.
Cpenu Bcex O0JIbHBIX € MaparaHrJMoMaMH Ier Ha ceMeli-
Hble opMbl Tipuxonutces 5-10%. K stuonoruu Hachen-
CTBEHHBIX (DOPM 3a00JIeBaHMSI UMEIOT OTHOILIEHNE MTOBPEX-
JIEHUE Psiia XPOMOCOM, HacJielyeMOoe Mo ayTOCOMHO-/10MU-
"HantHomy tumy [20,38,40]. IIpu cemeitHbIX hopMax OBY-
CTOPOHHHE WJIM MHOXECTBEHHBIE JIOKaIM3allUM ITaparaHr-
JINOM HaOJIOAIOTCS 3HAYUTEbHO Yallle, YeM TP CIiopa-
nuyeckux. HacienoBaHue naparaHiioM B OCHOBHOM ITPO-
CJIEXKMBAETCS OT OTIA K AETSIM U OY€Hb PEJIKO IO MaTepyH-
CKOM IMHUU, HO Y XKEHIIIMH BCTpedaeTcs B 2-3 pasa Jaille,
yeM y myxunH [20].

B oTeuyecTBeHHOI IUTEPATYpe MPUBOASITCS ENMHUYHbBIE
HaO0JII0JICHUSI MHOXKECTBEHHBIX ITaparaHrjuoM, mpeumyliie-
CTBEHHO KapOTUIHBIX, a B OOJILITMHCTBE ITyOIMKALIM OHU
naxe He ynomuHalorcs. [IpuBoaumeble 1aHHBIE 00 MX Yac-
TOTE Cpely Bcex HaOMoNeHUi BecbMa pa3HopeunBbl. PA.
Creraitnos u A.B. [aBpuienko (1979) BbIIBUIM 1BYCTOPOH -
Hue Jjokaym3auuu y 2 u3 10 601bHBIX C MaparaHrJIMOMaMu
wen. M.J. Kuszes u coast. (1985) ormeTnsin 1ByCTOpOH-
HUE JIOKaIM3alK onyxosieil y 7 u3 32 G0JIbHBIX 1 TOJIBKO B
OITHOM CJTyJae HacJIeCTBEHHYIO (hopMYy IPH IBYCTOPOHHEN
JIOKaJIM3allMy KapOTUIHOM maparaHriioMsl. I B. @anuiees
u coaBt. (1987) HabmogaIM ABYCTOPOHHUE KAPOTUIHBIE
naparaHrjanoMbl y 5 u3 93 GOJIbHBIX, @ HACJIEICTBEHHYIO
dopmy omyxoJieii — y 3 00abHBIX B omHOI cembe. FO.B. bo-
ponysvH 1 coaBT. (1991) nmarHocTHPOBAIN IBYCTOPOHHIOIO
rnaparaHrjamomy Tobko y 1 u3 34 6oabHbIX. B.A. KoHcTaH-
TUHOB U coaBT. (2000) BBISIBUIM ABYCTOPOHHUE KapOTH/I-
HbIe TaparanranoMsl y 8 (16,3%) GonbHbIX. E.I. MaTsakuH
(2004) oT™MeTHIT ceMeiTHbIe TTaparaHTJIMOMBI IIer Y 6 60Tb-
HBIX, 4 U3 KOTOPBIX UMETU U MHOXECTBEHHBIE JIOKaJI3a-
uuu omnyxoseit. [To nanubiM W. Shamblin u coasr. (1971),
JIBYCTOPOHHME JIOKAIM3aLIUY [TAPAraHIIMOM IiIer ObLIH Y 6
(6,6%) 13 90 GOJBHBIX.

Kimandeckue MposiBIeHUs MHOXKECTBEHHBIX TTaparaH-
[JIMOM IIIEU CYLIECTBEHHO HE OTJIMYAIOTCS OT TAaKOBBIX MPU
Pa3BUTHUM COJIMTAPHBIX omyxojei. OTMeyaeTcsi OTHOCH-
TeJIbHO O0Jiee paHHUI BO3PACT Pa3BUTHUSI MHOXKECTBEHHBIX
CeMEIHbBIX ITaparaHrJMoM, a TAKXKe MPEeUMYIIECTBEHHO Tep-
BUYHO-MHOXECTBEHHOE 1 OMIaTepaibHoe mopaxeHune. Kak
U IIpU criopaanyeckux popMa, MHOXKECTBEHHbIE CEMElHbIE
MaparaHTJIMOMbI XapaKTepU3YIOTCsS MEIJICHHBIM Pa3BUTH-
€M UM JUIMTEJIbHBIM OeCCUMNTOMHBIM TeueHueM. Hepeako
€IMHCTBEHHOM Xast000ii 00JIbHBIX, KaK U IPU CIOpaandec-
K1X (hopMax, SIBJISIETCSI HaTW4Ire caydaiiHO OOHapyKeHHO-
rO OIMyXOJIEBUIHOTO 0Opa3oBaHusl Ha Iiee. KimHuueckast
KapTrHA 3a00JIeBaHUs 3aBUCUT OT pa3MepOB OITYXOJIN U ee
B3aMMOOTHOILIEHU C Pa3IMUYHBIMU aHATOMUYECKUMU 00-
pazoBaHusMU Ha 1iee. [To Mepe pocTa omyxoyi TIOSIBIISTIOT-
€51 CUMITTOMBI, OOYCJIOBJIEHHBIE CIaBJIEHUEM apTepUaTbHBIX
COCYIIOB, a TaKXe MOBPEXIEHUEM OTY>XAaI0LIEro, MOAbsI-
3BIYHOTO, BO3BPATHBIX, SI3bIKOTJIOTOYHOTO 1 BEPXHETO T'Op-
TaHHOTO HEPBOB. MHOTHE aBTOPbI OTMEYAIOT, YTO MHOXKE-
CTBEHHBIE CeMelHbIe MaparaHJIMOMbl XapaKTepU3yIOTCs
0oJiee JOOPOKAYECTBEHHBIM TE€YEHUEM, YEM MHOXKECTBEH-
HBIe HeceMeHbIe U criopanndeckue hopmbl. [1py Baraib-
HBIX TTaparaHrjinomMax 6oJjiee BhIpaXkeHbl, YeM ITPU KapOTH/I-
HbBIX, HEBPOJIOTMYECKUE CUMIITOMBI, OOYCJIOBJIEHHBIE 1O~
paXkeHreM HEPBHBIX CTBOJIOB. JIJIs1 aTUTTMYHBIX 110 JIOKATH-
3allMM MaparaHrJvoM IIeu HeT YeTKOM KJIMHUYECKON Kap-
TUHBI, OHU TIPOSIBJISIIOTCSI CUMITTOMaMM, CXOTHBIMU TIPU
JIPYTUX BHEOPTaHHBIX OMYXOJIsIX 11eu [29].

3j10KavyecTBEHHBbIE (POPMBI OITyXOJIM OTMEYaroTCs Kak
TIPY COJIUTAPHBIX, TaK U ITPU IBYCTOPOHHUX U MHOXKECTBEH-
HbBIX TTaparaHmIMoMax 1eu. JlaHHbIe pa3IMuHbIX aBTOPOB O
9JacToTe 37I0KaYeCTBEHHBIX BAPMAHTOB ITaparaHrIMoM Leu
CYLIECTBEHHO OT/IMYarTCsI — oT 5-6% no 50% u Gonee
[1,8,16,17,25,33,36]. E.I. Matsaxkun u coast. (2005) orme-
TUJIU KJIMHUYECKU 3/I0KAUeCTBEHHbII BApDUAHT Pa3BUTHS B
3 13 7 ciyyaeB MHOXXECTBEHHBIX TTaparaHrIMOM.

CnemyeT OTMETUTD, UTO U IO HACTOSIIIIETO BPEMEHU HeT
YETKUX U IOCTOBEPHBIX MOP(DOTIOTUYECKUX KPUTEPUEB 3710~

Ka4eCTBEHHOCTH, KOPPEJIUPYIOLIMX C KIMHUYECKUMU MTPO-
SIBJICHUSIMU. DTO 1aeT OCHOBaHUE CYUTATh, YTO KPUTEPUEM
3JI0KAYeCTBEHHOCTH JTOJIKHBI CIIY>KUTh He MOpdosioruyec-
KHe, a KIMHUYECKUE MPU3HAKKU — TOSIBJICHUE PELUJINBOB
u MeTactaszos [1,19,21,25,26].

B psie cooO1ieHMit TPUBOASITCS TPOTUBOPEUYMBBIE TaH-
HBIE O YAaCTOTE U MyTIX METACTA3MPOBAHUS 3/I0KAUECTBEH-
HbIX TaparanmivoMm 1ueu. I1o muenuio A.U. T1auec (2000),
MPU 3T0KAYECTBEHHO MaparaHrjmoMe MeTacTa3bl HabJto-
JAIOTCSl TOJbKO B PErMOHAPHBIX JUM@aTUUECKUX y3J1ax.
OmHaKo 3710Ka4eCTBEHHbIE ITaparaHTJIMOMbl CITIOCOOHBI Me-
TacTa3upoBaTh U B OT/EIbHbIE OPraHbl, HO 3TO BCTpeYaeT-
cs Kpaiine penko. M., KusizeB u coaBT. (1985) BbIsiBUIN
MeTacTasbl y 4 13 32 OOIBHBIX, M3 HUX Y 2 — B IISHHBIX JIUM-
daTrueckux y3nax u'y 2 — B JIETKMX U OpraHax cpeaocTe-
Hus. P.U. Tyabko (1989) oTmeTt oTnaneHHbIe MeTacTasbl
B 7,4%. C.O. INoassznukoB 1 M.A. Kponotos (1991) ot-
METWIN B pa3IMYHbIC CPOKU HAOIIONCHUS TTOCIIe XUPYPIU-
YECKOTO JICYEHMS 37I0KAYECTBEHHbBIX MaparaHriIuoM peru-
OHapHbIe MeTacTasbl y 36,4%, a otnaneHHble — y 40,9%
6o1pHBIX. W. Shamblin u coasT. (1971) yka3biBaiot o 3,2%
MECTHBIX MeTacTa3ax u 3,2% OTHaJIeHHbIX C TIOpaXeHUeM
JIETKMX, KOCTEH, Tle4eHr U Apyrux opraHoB. O0 oTnanieH-
HBIX METacTa3ax Ipu 3JI0KaYeCTBEHHOI MaparaHTrjiMoMe co-
00IIAIOT U MHOTHE Apyrue aBTopsl [6,12,14]. Cpoku o6Ha-
PYXKEHHSI METacTa30B COCTaBJIIIOT OT 1 roma mo 10-15 mert.

B NpkyTcKoM 00,1aCTHOM OHKOJIOTUYECKOM TUCTIaHCe-
pe 3a mocaeqHue 10 et ObUIHM OIeprpoBaHbI 12 OOIBHBIX C
KapOTUIHBIMU TaparaHrimoMamu. Y 11 U3 HUX ObUIM Of-
HOCTOPOHHMWE JIOKAJTU3AIUA OTYXOJIEN, U TOJIBKO B OMTHOM
cJIy4yae IMarHoCTHPOBaHbI MHOXKECTBEHHbIE MTAPAraHrJIMOMBbI.
B noctymHoit iuTepaType Mbl BCTPETWIIN TOJIBKO OJHO O~
caHMe COYETaHMs MaparaHIMOMBbI IIIUTOBUIHON XeJe3bl ¢
JIBYCTOPOHHUMM TaparaHrjivoMmamMu KapotuaHsix teselr (D.
Haegert u coasr., 1974). [IpuBoaum Haille HaOMIOAEHNE.

boavuas C., 25 rem, nocmynuaa 6 06aacmuoil OHKoA02UHeC-
Kuii ducnancep (O0/) 15.03.1985 e. ¢ hanpasumenvHbim Juae-
HO30M: 1€80CMOPOHHUI NOOUeAOCMHOU AumMpaderHum. B dexabpe
1984 2. no mecmy scumenscmea 6viaa NPou3eedeHa MOH3UANIK -
momusl 6 cés3U ¢ Yacmulmu aHeunamu. Kanobvl npu nocmynne-
HUU Ha Haau4ue onyxoneeuoH02o 006paso8anus Ha uiee ceed, Ko-
mopoe énepavie 00Hapycura 2 200a Ha3ao ¢ meHoeHyuell K meo-
aennomy pocmy. Tpu obcaedosanuu 6 éepxneil mpemu weu creea
no0 yenom HUdCHel yeaocmu enepedu KUeamenbHol Molullbl 00-
HapyJceHa nAOMHAS ¢ 02PAHUMEHHOL NOOBUNICHOCMbIO Oe3001e3HeH-
Has onyxonws 6 duamempe 00 2,5 cm, yeeauuerHble ueliHvle aumpa-
muyeckue y3aol. [Ipu nasvnayuu wumosuonas Jcene3a yeeauena,
NAOMHOU KOHCUCMeHUuU, 0e3 Haruuus 6Hbix o0pazosanuil. 1o
OGHHbIM NYHKUUOHHOU OUONCUL: YUMODAMMA 8eCbMA NO003PUMENb-
HA HA PaK, UCXOOAUUIL U3 SNUMENUS. WUMOBUOHOLL Jiceesbl.

C npednonroxcumensHolM OUACHO30M <«PAK WUMOBUOHOLL Jice-
Ae3bl (MUKPOKAPUUHOMA), MeMAcmassl 6 Aumgamuueckue y3nbl
weu caeea» 16.01.1985 e npoussedena onepayus. Ilpu pesusuu
obaacmu 6ugypkayuu oduleli COHHOU apmepuu 00HAPYICEHO 0Ny~
XonesudHoe obpazoéarue pazmepamu 3 x 2 cm, Komopoe Mygpmo-
00pasHo oxeamviéaem U UHMUMHO CHASIHO C COHHbIMU apmepusi-
mu. Tlpu nonvimke évidenenus obuabHoe Kposomeuerue. Boinoa-
HeHa eemumupeoudsKxmomus caesa u ouoncus onyxoau. Ilpu euc-
MOAORUMECKOM UCCACO08AHUL: 8 1e60l D0Ae WUMOBUOHOIL Jcene-
3bl XPOHUUECKUL mupeououm, 8 Ouonmame — 310KA4€CMEeHHAS.
napazaHeAuomMa KapomuoHo20 CUHYCA ¢ NPUSHAKAMU AMURU3MA
U UHBA3UBHO20 pocmA.

B nocaeonepayuontom nepuode ommeuen napes 1e6oii Noao-
eumbl eopmanu. B cea3u ¢ duaenocmuposannoil 310kavecmeen-
HOU KapomMuoHOU NapazaHeAuoMoll wel cAe6a NPUHIMO peuleHue
0 npogedeHuU KOMOUHUPOBAHHO20 NeUeHUS: NPeAONePAUOHHOU
AYHe6oil mepanuu ¢ NOCAeOYIOUUM ONEPAMUBHbIM eMeulament-
cmeom. C 9.04. no 16.05.85 e. npowina Kypc oucmanyuonHol ay-
uegoti mepanuu ¢ COJ[ 40 Ip. Obayuenue nepenecaa yooenemeo-
DPUMENBbHO.

14.06.85 . uz mpaucghemopanrvHoeo docmyna vinoaxeHa Ka-
memepu3ayus A€o0l COHHOU apmepuu U KapoOmMuoHas aHeuoepa-
us. 3akarouenue: cyxcenue 1e8oil odujell COHHOU apmepuu 8 00-
aacmu Kapomuonoeo cunyca. boavue dannvix 3a sxcmpasaszans-
Hoe coasnenue.

B nocaedyrouwem nposodunacs KOMIAEKCHAS NPe0onepayuoH-
Has nodeomoska. C yuemom A0KaAU3AUUU ORYXOAU U B03MONCHO-
20 00BeMa npedcmosueil onepayull 8aNCHoOe 3Ha4eHue npuoasanu
npedsapumenvHoil mpeHupogke cocyoos nymem cucmemamuec-
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K020 npudicamus COHHOU apmepuu C Yeabl0 YAYHUIeHUs 6HYmpU-
M03208020 KOANAMeEPANbHO20 KpogoodpaujeHus no Mammacy.

12.09.85 2. — onepauyus. B obaacmu pazeunku connoil apme-
DUl BblA6AEHA ONYX0b PA3MePOM 3 X 2 cM, UHMUMHO CRASIHHAS C
ougypkauueti conHoll apmepuu u 6 sude My@molL 0X8amvlearOuids
HapyJICHYI0 U 8HYmpeHHiolo coHHble apmepuu. C mexHuvecKumu
mpyoHoCmAMU NPOU38edeHo padukanvhoe yoanreHue onyxoau ¢
pesekuyuell 0bujeli CoHHOU apmepuu U ar10npPome3upo8aHuem Kpo-
6eHOCHbIX cocyd08. [Ipu eucmonoeuteckom uccaedoganuu yoaneH-
HOII OnyXoAu KapmuHa 310Ka4ecmeenHoil napazaneauomol. Iloc-
JneonepayuonHoe meyerue 6e3 ocroxcherutl. Mo3eosvle Hapyuie-
HUsl He evlseaenbl. Boinucana 6 yooenemeopumensHom cocmosi-
Huu noo Habardernue OO0/,

B meuenue nepguvix 3 1em nocae onepayuu npoxoouna KoHm-
poavhble obcredosarus 6 OO kaxncovie 6 mecsaues, ¢ 1989 no 1999
2e. — 00uH pas 6 200. llpu kaunuueckom, 1a60pamopHOM U UHCH-
PYMEHMAanbHoM 00¢1e008aHUU peyudue 3a001e6aHUSA U MEemacma-
361 He ommeuanucs. C Hosops 1999 e no 10 nos6ps 2002 2. Ha kKou-
mponvHble 00cAe008aHUs He S8ASNACD.

10 nos6ps 2002 e. npu ouepedHom ocmompe bis81eHO 00pa-
308aHUe 8 npasoil dose uumoguoHol Jceaeswl. /s 0ocredosanus
13.01.03 2. eocnumanuzuposana ¢ OO/. IIpu nocmynaenuu 06-
ujee cocmosiHue y008aemeopumensroe, Jcanrobsvl Ha nepuodutec-
KU 803HUKaloujue 201068Hble 604U, 00bIUKY NpU pu3uUecKoi Ha-
2py3Ke, 4y8cmeo oHemenus koneurnocmeil. IlIpu obcaedosanuu Ha
wee cneea OAHHLIX 34 peyuous YOareHHol napazaneAuoMbl Hem.
Jlesas dons wumoeuoHoll Jcenesvl He nasvnupyemcs. B npaeoii
0one wumosuoHoIl diceaessl onpedensemcs y3n080e 00pasosatie,
naomuoll Koncucmenuyuu, 6esoonesnennoe. Ilpu Y3HU: nesas dors
U nepeuieex wjumMo8UOHOI Jcene3vl OMCYMCMEYIom, 8 cpedHell
mpemu npaeoit doau obpaszosanue 3,1x 2,1 cm, cHudsceHHol X0~
2eHHOCMU, HEOOHOPOOHOUI CIPYKMYPbl, ¢ HeHeMmKUMU KOHMYpa-
Mmu. Pecuonaphoie aumgpamuueckue y3nvl He yeeauuennl. Ilpu yu-
MOA02UMECKOM UCCAe008AHUU OOHAPYICEHbI INeMeHmbl nepughe-
puyeckoil kposu. [Ipu noanom KauHuueckom o6ca1e006aHuU, KOH-
CYAbMAUUU CMEIHCHBIX CReUUanrucmog, 0py2ol OHK0A02U4eCKOol
namonoeuu He 8blis181€HO.

20.01.2003 2. Onepayus — eemumupeoudsxmomus cnpasa. Bo
épeMsi onepayuu 603HUKA0 00UAbHOE KposomeUeHue, npouseede-
Ha eemompancysus. [pu mopghonroeuueckom uccaedosanuu: npa-
8as1 0045 WUMOBUOHOLL Jicene3bl 4x 3 x 3 cm codepacum onyxonv 3
x 3x 2 cm, kopuurnesamo-sceamosamoeo yeema. Paccmosanue om
onyxoau do kpaeé mkaru duceae3vl om 0,5 do 1 cm. 3akaouenue:
3n10Kavecmeennas napazaneauoma. Ilocaeonepayuonnoiii nepuod
npomekan enadko. Beinucana 6 ydoeremeopumensHom cocmosi-
Huu uepe3 7 cymok nocae onepayuu. C 3.02.03 e no 27.02.03 e.
npogedena ayueeas mepanus Ha oonacmo weu 6 COJ 50 Ip.

B meuenue 5 nem nocae onepayuu Haxoousace nod ouHamu-
ueckum Haonodenuem OO ¢ exnceco0HbIMU KOHMPOALHBIMU 00-
cnedosanusamu, exaovas Y3H weu u wjumosuonoil xceneswl, ouo-
Xumuueckue u penmeeHonocuueckue ucciedosanus. B smom ne-
puod peyudugnsl 3a601e6aHUSA U MeMACMAazbl He OMMeUaAUCh.

8.03.2008 e. npu ouepedHom KOHMPOAbHOM 00CA€008AHUU
bovHasn npedsssuna JHeanrobbl Ha NosGAeHUe 6 NPABOU NOA0BUHE
weu 6e3001e3HeHH020, MEONeHHO Y8eAUHUBAIOU,ee0Cs 8 Pa3Mepax
obpaszosarus, komopoe eviasuia 3 mecaya Hazao. 18.03.08 . eoc-
numanusuposarna 6 OO 01 noaHoeo KauHu4eckoeo 06caedosa-
HUs, NpU KOMOPOM 8 8epxXHell mpemu uieu cnpasa @ nooueaiocm-
Holl obaacmu obHapysceno obpazoeanue 6 duamempe 0o 3 cm,
YMEPeHHO NO0BUNCHOE, NAOMHO-IAACMUYECKOl KOHCUCMEeHYU,
besbonesnennoe. lumosudnas snceneza u aumghamuueckue y3nol
weu He nanvnupyromes. Ilpu Y3U 6 pescume ysemnoeo donnne-
POBCK020 KAPMUPOBAHUA: 8 NOOHeAl0CMHOl obaacmu cnpasa
08a/bHOE 2UNO3X02EHHOE 00pA308aHUe ¢ HeMKUMU BONHUCTbIMU
Koumypamu, caabo HeoOHopooHoi cmpykmyput, 39 x 18 mm, ¢
BbIPAJICEHHBIM KPOBOMOKOM NO Nepugepuu; NPU3HAKu nopajce-
Hus wellnbix aumgoysnos cnpasa. Tlpu yumonoeuueckom uccae-
dosaruu nynKkmama o6pazo8anus — 31emMeHmol nepugepu4eckoll
Kpogu. Boiagaenvl conymcemayioujue 3a601e8anHus: cmeHoKapous
Hanpscenuss 1 PK; apmepuanvruas eunepmensus 2 cmenenv, 2
cmaodusi, puck 3; NocAeonepayuoHHblii 2unomupeo3 8 cmaouu me-
OJuKameHmMO3HOU KOMReHCayuu,; nape3 1e6oii noA08UHbl 20pma-
HU; amepockaepo3 yepedpanrvhblx apmepuii U IKCMpPaKpaHuan,-
HbIX OCY008, ACMeH0-0enpeccugtblli CUHOPOM, XPOHUHECK ULl NaH-
Kkpeamum, Kucma npaeoi nouku. OHKoA02UHeCKas Namoaous
BHYMPEHHUX OPeAHO8 He BblsGNEHA.

Bo epems oocredosanus 23.03.08 e. nossuruce Kaunuueckue
NPUHAKU 0CMPO20 HAPYUIeHUsl MO3208020 Kpogoobpauienus. Ilpu
KT 20106H020 M032a ¢ KOHMPACMHBIM YCUACHUEM 04A2080l Na-
MON02UU 20108HO20 M032A HE BbIABACHO. 3aKAI0YeHUe He8pona-
monoea: ueMu4ecKuil UHCYyAbm 8 npasom KapomuoHoM bacceli-
He, NecKUll 1e60CMOPOHHULL cemunape3, OUNAonuUs, 8ecmuyasap-
HO-KOOPOUHAMOPHble HAPYUIEHUSL, 2eHEPANU308AHHOE MPEBOICHO-
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denpeccugroe paccmpoiicmeo.

bonvras Hanpasnena é Heaponoeuueckoe omoeneHue 0as npo-
6e0eHUs Cneyuau3upo8anHo2o NeueHus ¢ peKomeHoayuel no-
eémopHoil cochumanusayuu 6 OO/] nocae Kynuposanus Hespoao-
eUHeCKUX paccmpoicms.

Tlocae npogedenHo2o neuenus 6 CheyUaIU3UPOBAHHOM HEGPO-
snoeuneckom cmayuonape 26.05.08 e. 6H06b cocCnUmManu3upo8ana
6 O0/I. Ilo dannbim yabmpaszgykoeoil donnaepoepaghuu eviaeneH
KAUHUYECKU 3HAYUMDbLI peCmeH03 A€ol 00ujeli COHHOU apmepul,
U3MeHeHue KpOBOMoKa No NO360HOUHbIM ApMepUusiM npu pomayi-
oHHbIx npooax. C yuemom omecymemeusi pocma onyxoau (no 0am-
Hoim Y3H) u 6bicokoeo pucka pazeumus ROBMOPHO20 uulemu4ec-
K020 UHCYAbMA, peuleHo NPodoAINCUMb AeHeHUe 8 He8PON0cUHeC-
KoM omaoeneHuu.

20.10.08 2. nocmynuaa ¢ O0/I 015 onepamueHo2o Aevenus no
10600y Memacmaszo8 310Ka4eCmEeHHOU NaApazaneAuoMbl 8 Ho0-
yenrocmuble aumgamuueckue ynvl weu cnpasa. Ipu nocmynae-
HUU OMMeUeHO 3HAUUmMenvHoe YayuueHue 00ue20 coCmosHus,
yepeOpanbhbix Hcanob He npedsseasien.

30.10.08 e. — onepayus, 80 8pems KOMOPOLl 00HAPYHCeHA ONY -
xoab 3 x 2 cm 6 obaacmu 6ugypkayuu u enepedu oduleli COHHOU
apmepuu, 6ypoeo yeema. Ha nosepxnocmu onyxoau Haxooumcs
N00BA3bIUHDLI HEPE, KOMOPbLIL 8bldeneH u omeedeH 6 cmopony. Ilpu
8bloeseHUU onyxoau 0ounbHoe kposomeuerue. lIpoussedero yoa-
AeHue onyxoau u AUMpooucceKyus cnpasd. 3akarouenue eucmo-
N02UHECK020 UCCACO08AHUS: KAPMUHA 000POKA4eCMEeHHOU napa-
2aH2AUOMbL KAPOMUOHO20 CUHYCA. B aumgamuueckux yznax npu-
3HAKU PeaKmMUBHOU CMEUAHHOU AUMPOUOHOT 2unepnAasuu.

B nepevie cymku nocae onepayuu ommeHeHo oepaHuieHue
N00BUINCHOCMU A3bIKA 3a CHem NOCAeONepayUOHHOI HeepOnamuu
nodea3bIMH020 Hepea. B yeasx npoguaakmuxu acnupayuu Hano-
JHCEHA MPAXeOCMOMA U YCMAHOBACH NUUCEOOHDIIL 30HO, KOMOpble
yoanenst 14.11.08 e. nocae noaHoeo 60ccmaHo08AeHUs CAMOCMOs-
meavroeo numanus. boavnas evinucana 17.11.08 e. 6 omHocu-
MeAbHO YO06AemE0PUMeNbHOM COCIOSHUU nO0 HaAOAt00eHUe OH-
Kon02a, s3HOOKpUHON02a U Heaponamonoza. Konmpoavroe oocae-
dosanue 6 00/ uepes 6 mecaues.

[ mpencTaBlIeHHOro HAOMIOACHUST, HApsITy C UCKITIO-
YUTEJbHOU PEIKOCThIO, XapaKTEPHBI Psii OCOOEHHOCTEA.
IIpexne Bcero, 3T0 TPYLHOCTU JUArHOCTUMKM KaK NEPBO-
HAYaJIbHOW KapOTUIHOW MaparaHrJIMOMBI IIEU CJI€Ba, TaK
U IpyTUX ee JoKanusauuii. M 1o HacTos111ero BpeMeHu Bce-
MU aBTOpPaMM TMPU3HAIOTCS CYIIECTBYIOIIUE TPYIHOCTU B
NMAarHOCTUKE TIaparaHIIMoOM IlIeu, KOTOPYI0 HeOOXOIUMO
nuddepeHIIMpoBaTh ¢ HEBpUHOMaMU, JTuMdocapKoMamu,
TyOepKyJe3HbIM TUMbaIeHUTOM, OOKOBBIMU KUCTAMU
111eu, MeTacTazaMy paka pa3jIMuyHoOMI JIoKaIu3aluuu (rmpex-
JIe BCETO, IIIMTOBUIHOM KeJIe3bl) U APYTUMU MHOTOYUCIICH-
HBIMU MSTKOTKAaHHBIMU BHEOPTAHHBIMU OIyXOJISIMU 1IEU.
B psine onuvcaHHBIX HaOM0neHUIA O00JbHbIE ObLIM OIepu-
pPOBaHbI IO TIOBOJY TMPEAToIaraeMoro paka IIMTOBUAHOMN
Keje3bl ¢ MeTacTta3aMu B JUMbaTUYECKUE Y3Jbl LIeU
[4,15,20], yTO MMEJIO MECTO 1 B HallleM HAOJIOIeHUN.

B nutepatype cyliecTByeT MpOTMBOpeUYMBasl OlLlEHKa
3HAYUMOCTH U OMTACHOCTHU IIUTOJIOTMYECKOTO NCCETOBAHUS
MyHKTaTa OIMyXOJU JJIs1 IMarHOCTUKU MaparaHrjiuoM IIeu.
B Hamem HaOMOAeHUM, KaK U Y MHOTHX JIPYTMX aBTOPOB,
LIUTOJIOTUYECKAs AMArHOCTHKA OKa3ajiach HeMH(MOPMaTHB-
HOM, TaK KaK MaTepuaj ObLT MPeICTaBIeH TOJbKO JIeMEH-
TaMM nieprdeprudeckoil KpoBu. OCHOBHBIMU METOaMU B
pacro3HaBaHUM KapOTUAHBIX MaparaHrjiuoM SIBISIOTCS
YJIBTPA3BYKOBOE CKAHUPOBAHUE C JOTIUIEPOBCKUM KapTH-
poBaHUEM, KOMIIbIOTepHAasi ToMorpadus 1 aHruorpaduyec-
Kue ucciaegoBaHus. [Ipu nepBom obOpallleHUM y Hallel
0OJIbHOI TIPaBUJIBHBIN JOOTEPAIIMOHHBIN TUarHO3 — 3J10-
KayeCcTBEHHAas! KapOTUIHAS MaparaHrinoMa cjiesa ObLT Mo-
cTaBJIeH 110 JaHHBIM Y3W-uccremoBanms, KapoOTUIHOMI
aHruorpauy U OTKPBITON OMOIICMM OITyXOJIM, IIPOU3BE-
JIEHHOI BO BpeMsI omnepalny Mo MOBOAY MPeaIiojaraeMoi
OITyXOJIM IIIUTOBUIHOM KeJe3bl. JlnarHo3 BepuguiipoBaH
pe3yJBTaTaMu TTOCIeoNnepalilMuoHHOT0 MOP(OJIOrMYecKoro
HCCleT0BaHus.

Bropas ocobeHHOCTh NpUBEIEHHOTO HaM1 HaOJIIoae-
HUS 3aKJII0YAETCSI B TPYAHOCTSIX OTIPENEJIEHUS MTaTOTeHe3a
pa3BUTHS MAPAraHIIMOM B IIIUTOBUIHON XeJie3€ U B TIPO-
TUBOIIOJIOKHOM (CITpaBa) KapOTUIHOM CHHYCE, KOTOphIe
BO3HUKJIM, COOTBETCTBEHHO, Yepe3 8 JIeT mocye MnepBoi
orepaluu U yepes S JIeT rocjie BTOpoii ornepaluy — yaaie-
HUS OIYXOJIM B LIMTOBUIHOM Xele3e.
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M3BecTHO, YTO NMPY MHOXECTBEHHBIX TTaparaHTIMOMax
11IeW BTOPbIE OMYXOJIX MOTYT BO3HUKATh WK ObITh OOHAPY-
JKE€HBI OMTHOBPEMEHHO C TIEPBOM, WJIM B Pa3IMYHbIE CPOKH
T10CJIE BBISIBJICHUS NIEPBOiA. B psize ciyyaeB BTopble U Tpe-
ThU OITyXOJIM MOTYT BO3HUKATh aaxe yepe3 10 u Gosiee yier
nocie nepsoii [20]. BmecTe ¢ TeM, 110 MHEHUIO OOJIbILIMH-
CTBa aBTOPOB, B CBSI3U C TPYAHOCTSIMU MOP(HOIOTHIECKON
JNMAaTHOCTUKY 3JI0KAYECTBEHHOCTH TaparaHIJIMoOM IIeu,
KPUTEPHUEM 3JI0KAUYECTBEHHOCTH B OOJIbIIIE CTETIEH! 0~
SKHBI CITY>KUTh He MOP(hOJIIOTMIecKre, a KITMHUIeCKUe TP~
3HAKU — MOSIBJIEHKWE PELIUAMBOB M METACTA30B MTPU JTUTE b~
HOM HaOJIIOIeHUN 32 GOJBbHBIMU TIOC/IE PAIMKATBHOTO Jie-
yenus [1,20,21,22,25,29]. PeruonapHsle 1 OTOajJeHHbIE
MeTacTa3bl MOTYT TOSIBIISITBCSI CHHXPOHHO C MEPBUYHOMN
OTTYXOJIBIO MJIW BBISIBIISITBCSI B pa3IMUHBIE CPOKU TTOCIIE ee
oOHapyxXeHust — B cpeaHeM ot 3 1o 20 ser [12,41]. ITportu-
BOPEUYMBBIC JTUTepaTypHbIe TaHHBIE O YaCTOTE W TYTSIX Me-
TacTa3upOBaHUs 37I0KAUYECTBEHHBIX MaparaHIInoM IIeu
(TIpeMyIIIeCTBEHHO B TpeaeiaX PernoOHapHbBIX MIEHHBIX
TUMGATUIECKUX Y3JIOB), 3HAUUTEIBLHO OCJIOXHSIOT OIpe-
JieJIeHre UICTHHHOTO XapaKTepa MHOXKECTBEHHBIX ITaparaH-
[JIMOM, HEPEJIKO BBISIBJISIEMBIX TIOCIEIOBATEIBHO B pa3ny-
Hble cpoku. [To muenuto ILU.Yux (1977), koTopoe pazne-
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B noctynHoli nutepatype Mbl HE BCTPETHJIM COOOIIIe-
HUI 0 MeTacTa3ax 3JI0Ka4YeCTBEHHbBIX TTaparaHIIMoM IIeu B
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JIarHOCTUPOBAaHHBIE B pa3IUMIHBIC CPOKH (C MHTEpBa-
JIaMu B 8 1 5 JIeT) maparaHrjaloMbl TpeX JIoOKaanu3aluii (IBy-
CTOPOHHHE KapOTUIHBIC W IIIUTOBUIHON Keje3bl), OTCYT-
cTBUE MOPGHOJIOrMUECKUX TTPU3HAKOB 03JI0KAYeCTBIECHMS
MPaBOCTOPOHHEN KapOTUIHON OMyXOJU, TUCTOJOTUYECKHU
He TTONTBEPKIEHHbIE METAaCTa3bl B PETMOHAPHBIX JUMDa-
TUYECKUX Y3J1aX 1Ieu, He YCTAHOBJEHHbIE PeLIUINBbI 3200-
JIEBaHUSI TIOCTIe UX PAIUKATbHOTO YIAJIEHUS TIPU JTUTEITb-
HOM HaOJIIoIeHNM 3a 00JIbHON B TeueHue 23 JIET, 1aloT OC-
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THE CASE OF FLEBOTHROMBOSIS AFTER SURGICAL CORRECTION OF CONGENITAL
HEART DISEASE IN A CHILD WITH MESENCHIMAL DYSPLASIA AND
THROMBOPHYLIA OF COMPLEX ORIGIN

L.V. Firsova, A.A. Denisova
(Irkutsk Regional Children Hospital. Irkutsk State Medical Institute of Postgraduate Education)

Summary. A case of flebothrombosis after surgical correction of congenital heart disease in a child with mesenchimal
dysplasia and thrombophylia of complex origin is described in the article. Investigation of comlex changes in hemostasis
make it possible to verify combination of hemathologic disturbances that prevented thromboembolism and improved

management, outcome and quality of life of the patient.

Key words: thrombophylia, mesenchimal dysplasia, flebothrombosis, children.

HacnenctBenHast pomM60duInst — 3T0 MHOTONPUYMH-
Hoe 3a00JIeBaHNe, XapaKTepu3yolleecsT MOBLIIIEHHOM Be-
POSITHOCTBIO BHYTPUCOCYIMCTOTO OOpa3oBaHUs CTYCTKOB,
00YCJIOBJIEGHHOTO HapyllIEeHUSIMU MEXaHU3MOB CBEPThIBAHUSI
U IMIPOTUBOCBEPTHIBAHMSI KPOBU, a TAaKKe (DMOPUHOIUTHYEC-
Koii cucteMbl. ClieICTBUEM HapyILIEHU B CUCTEME reMOCTa-
3a SIBJISIETCS TIOBBILLIEHHAs! HAKIIOHHOCTh K PaHHEMY TIOSIB-
JICHUIO U PELUMIMBUPOBAHUIO TPOMOO30B U OOIUTEepaLnii
KPOBEHOCHBIX COCYZIOB, UIIIEMUSIM 1 MH(HAPKTOB OPTaHOB.

BpoxneHHast TpoM60oG UM BOSHUKAET KaK CJIeJICTBUE
MOJIEKYJISIPHBIX Ie(DEKTOB B CUCTEME MHTMOMPOBAHUS CBEP-
TBIBAHUSI KPOBU U, PEXKe, B CAMOM TIPOLIECCEe KOATyISIIINHU.
Krnaccudukaino oCHOBHBIX BUIOB BPOXKIEHHBIX TPOMOO-
bmmii MOXHO MPeCTaBUTh CIASTYIONTUM 00Pa30M.

®opMbl, 00YCTOBICHHBIC HAPYLIEHUSIMU COCYAUCTO-
TPOMOOLIMTAPHOTO reMocTasa. [urneprpoM6o1nTo3sl. Pop-
MbI C TMOBBIIIEHHO# arperauueit TpomMoouToB. MopMmbl,
CBSI3aHHBIE C TTOBBIIIIEHUEM TMPOIYKIIMU U TOJTUMEPHOCTH
dakTopa Bumnedpanga. CuHAPOMBI BI3KMX (JIMITKMX) TPOM-
OOLMTOB JIMOO TEHETUYECKM O0YCIOBIEHHBIE, TMOO CUMIITO-
MaTHYeCKHe — TIPU IPYTUX BUIaxX TpoMbodumii [6].

®opmbl, 00ycIOBICHHbIE NeDULIUTOM UM aHOMATHUSI-
MU PUHOIOTMIECKHUX aHTUKOATYJISTHTOB. Tpu Tuma nedu-
LIUTa aHTUTPOMOMHOBOI aKTUBHOCTU: | — HU3KUIA (0KOJI0
50%) pyHKUMOHATBHBIH M1 UMMYHOJIOTMYECKUI YPOBEHD
aHTUTpoMOuMHa, Il — mpucyTcTBHE BapuaHTOB aHTUTPOM-
OMHa, KOTOpbIE 3aTparuBaloT JIMOO PEaKTUBHBINM IIEHTD,
JIUOO TeIapuHCBSI3BIBAIONINI TIEHTP, JTMOO W TO U JIPYroe
(rmneitorponust) [4]. C 1990 roga onrcaHo HECKOJIbKO Ba-
PUAHTOB MyTallii TeHa aHTUTPOMOWHA, HAXOSIIETOCS B
xpomocome 1 B moytoxkeHuu 1g23-25, KOTOphIe BEIYT K Ae-
¢umury Tima I, n 6osee 100 cirygaeB, XapaKTepU3yIOITIX-
csa nedpexkramu turna 11 [2]. dedumt u aHomanuu npoTen-
Ha C u S-o61ero u cBoboaHOT0. BBUIY HEMPEephIBHOTO

BHYTPUCOCYIMCTOTO CBEPThIBAHUSI KPOBU J1axke B (DU3MO-
JIOTUYECKUX YCJIOBUSIX B TIPOIIECCE SBOJIOLMU BO3ZHUKIIN
MOIIIHbIE aHTUKOATYJISIHMOHHHAS U (PUOpUHOIUTHYECKAS
cucTeMbl. B acTHOCTH, BaXXHYI0 aHTHKOATYJISIIIMOHHYIO
GyYHKIMIO BBIMOJHSIET cucTtemMa mporerHa C, B KOTOpoit
KO(MaKTOPHYIO POJIb BIMOJHSET NpotenH S [4]. [1potenH
C gaBnseTcs: npoepMEeHTOM CEPUHOBOI POTeas3bl, IIUPKY-
JIUPYIOIIMM B KPOBH, JIJISI CHHTE3a KOTOPOTO B IEYEHU He-
obxomuM ButaMuH K. B akTUBHOM LIEHTpE Y HEToO KaTalli-
TUYECKYI0 (DYHKIIMIO BBIMIOJHSET TUAPOKCUIIbHASI TPyTIIia
aAMUHOKUCIIOTHI ceprHa. Ero akTuBamust mpoucxoauT o
NeCTBUEM JIPYTroil, CepUHOBOM e, MpoTea3bl TPOMOMHA B
Mpoliecce CBePThIBAHMS KPOBU MapalieIbHO C aKTHBAIIM-
eit pakropoB VIII u V. AktuBupoBaHHbIi mpotenH C mpe-
MOTBpAILlaeT Ype3MEPHOE pacIIpOCTPaHEHNE KOATYISILIMOH-
HOTO KacKaja IMyTeM pacllerIeH!s U WHAKTHUBUPOBAHMS
dakropoB VIIla u Va. JlaHHble peakuMu MPOTEKAOT Ha
TMMOBEPXHOCTH IHAOTEIUATBHBIX KJIETOK, BBICTHIIAIOIINX
BHYTPEHHIOIO TTOBEPXHOCTb KPOBEHOCHBIX cocynoB. Ha Ha-
PYXXHOI MeMOpaHe 3TUX KJIETOK HAXOIUTCS HI0TEINAIb-
HbIIi 6€JI0K TPOMOOMOYJIMH, KOTOPBII CBS3bIBAET U TPOM-
6uH, U ero cyocTpar — rporerH C. DTOT MeXaHU3M TT03BO-
JIIeT COOJIIOAaTh paBHOBECHE MEXY KUIKUM COCTOSTHUEM
KPOBU 1 00pa30BaHUEM CI'YCTKOB 3a MpeeiaMu KpOBEHOC-
HBIX cOCyIOB. [OMO3UTOTHAsT HETOCTATOUHOCTh MPOTENHA
C nposiBisieTcs TSKeIoi TpoMO0aMOoMEl yke B epuoe
HoBopoxneHHocTh. OHa M3BecTHa Kak purpura fulminans
U 00ycJIOBJIeHa TPOMOMPOBAHUEM COCYIOB M HEKPOTUYEC-
KWMM U3BSIBJICHUSIMU TKaHeii. [erepo3uroTHast HeaocTaTou-
HocTh TipoTenHa C TMPOSIBISETCS TOBBIIIEHHBIM PUCKOM
BEHO3HBIX TPOMO030B. HacToTa rerepo3uroTHoro aedexra
npoterHa C BbIIIe, YeM TOMO3UTOTHOTO, U COCTaBJISIET OKO-
70 0,1-0,3% B obieit monyssiiuu [2]. CxoaHbIM 00pa3omM
nposiBisieTcs u neuumt npoterHa S. K naHHbIM hopmam

135



