VY4uThIBaNMCh 1aHHBIE JAa00PAaTOPHBIX aHAJIN30B, IOTYYEHHBIX B Ha4aje CTAllMOHAPHOIO
neuenus. Y 30 mauuentoB (97 % ciydaeB) Habmronanace 303uHOGuIMs (6onee 5 %), y 1 ma-
IIMEeHTa IpU YPOBHE 303UHO(PUIIOB 4 % TuUTp cnenuduueckux anturen coctasus 1:1600. Do-
3MHO(MIUS JOCTHUrana BEICOKUX IHMpp — 10 66 %, B 42 % cnydaeB — Gonbie 30 %. Takxe
OTIpeJIeJICHBI CIEAYIONINe N3MEHEHHs B OOIIeM aHaJIn3e KPOBU: CABHT JICHKOIUTApHOU (op-
MyJIbl BIIeBO Habmronancs y 42 % OonbHbIX, neiikonuto3 — y 61 %, mumdonuro3z — y 58 %,
yBenuuenue COD — y 48 %. Taxxe BBIABICH TPOMOOIUTO3 Y 48 % OONBHBIX, CHI)KEHHE
ypOBHS reMonioonaa — y 45 %.

AHammBUpys pe3ysbTarhl OMOXMMHUYECKOTO aHaIn3a KPOBH, OBUIO BBISBICHO TOBbIeHHe AJIT
(y 10 %) u ACT (y 13 %), uTo oTpakaeT nopaxeHHe NEYEHH MIPU BUCLIEPATHHOM TOKCOKAapO3e.

YacTeIMu NPU3HAKAMU SIBJISUITUCH YBEJIIMYEHHE TUM(PATUUECKUX Y3JI0B, CINIEHOMETaIus U
rernaToMeraius. YBenuueHue JuM(aTHueckux y3/oB ¢ UX rumnepruiasueit Hadmonaercs B 30 %
ciydaeB. [IpuyeM yBenuueHue MOAYENIOCTHBIX — y 7 MAIMEeHTOB, a0JOMUHAIBHBIX — Y 2,
HMIEHHBIX — Yy 2, MOAMBIIIEUYHbIX — y 1. YBenuuenue u qudQy3Hble H3MEHEHUs IIeYeHH Ha-
omonanuce y 36 % ciydaes, yBenuueHue cene3eHkd —y 16 %. Ilpuuem B 15 % ciyyaeB Ha-
0roaJI0Ch YBEIMUEHHE KaK MEYeHHU, TaK U CelIe3eHKH, B 12 % ciaydyaeB HaOII0a10Ch yBEIU-
YeHHe JIMM(PATUIECKUX Y3JI0B, B COYETAaHUH C T€NaTOCINICHOMETaIUEH.

Bbioow

1. ITonoXuTenbHBIE TUTPHI IPU CEPOTOTMUECKOM 00CIEIOBAaHINH Ha TOKCOKApO3 y KHTe-
neit ['omennckoii oomacty BeIsiBIeHBI B 38,5 % ciiydaes.

2. Haunbosnee yacTo B AETCKUI CTAIMOHAP C TOKCOKAPO30M MOCTYMAIOT ACTU OT 7 A0 9 neT
(42 %), npuueM yarie Mabauku (68 %).

3. Ilpu ceponoruueckoMm o0caenoBaHUHN OOJBHBIX TOKCOKapo3oM y 91 % BBISIBIIEHBI BbI-
cokue TUTphl aututen ot 1:800 mo 1:25600, B 22 % cnyuaes Tutp antuten 611 1:200-1:400,
YTO MPH HAJTUYUM KIMHUKU U S03MHO(PHINN MOKET PACLIEHUBATHCS KaK TOKCOKapO3.

4. Y OOnbIIMHCTBA MALMEHTOB OTMEYAINCh 3HAUUTEIbHBIE M3MEHEHHUS B TeMOIpaMMe:
CBUT JielikoruTapHOi (opmyiiel BieBo — y 42 % G0nbHBIX, 303uHOpUINA — Yy 78 % o0cie-
JIOBaHHBIX, JieiikounTo3 — y 61 %, mumdoruros — y 58 %, ysennuenue COD — y 48 %,
TpoMOo1TO3 — y 48 % OONBHBIX, CHU)KEHHE YPOBHS reMoroonHa — y 48 %. B Onoxummye-
cKoM aHasnm3e KpoBu ObU10 BhLsiBIeHO noBbimeHne AJIT u ACT (y 10 u 13 % cooTBeTCTBEHHO).

5. YacTo npu TOKCOKapo3e y JIeTeil BBIABISUINCH yBennueHue TuMparuueckux y3ios (30 %),
renaromeranus (36 %), cruenomeranus (16 %).
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Beeoenue
AHoManus D01TeiiHa — BpOXKACHHBIA NOPOK Cep/la, XapaKTepU3yIOLIMHCs AUCIUIa3H-
el ¥ CMELIEHUEM CTBOPOK TPUKYCIHIAIBHOIO KJlalaHa B MOJOCTh MIPaBoOro kemyaouka [2].
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ITopok onmcan Bnepsbie B 1866 1. nmpodeccopom I'oTTuHreMckoro yHusepcurera Buiib-
reabMoM DOmreiiHoM. [TopokoM cTpaman 19-neTHUI malMeHT, yMepIIuid OT JEKOMITCHCAIH
CEp/IEYHOMN HET0CTaTOYHOCTH [2].

Berpeuaemocts mopoka B CIIIA 1958 1. cocrammsiia 1:210 Thic. ®KUBOpOXIIEHHBIX. B Ha-
CTOsIIIIee BpeMsI 3TOT MokKa3zarenb coctaBiseT 1:20 toic., coctapiss 0,5-0,7 % Bcex BpOKAECHHBIX
NOpOKOB cep/ua. [1ooBbIX pa3nuuuii B CIIy4aeMOCTH JaHHOTO NIOpOKa He oTMevaercs [3].

Tounble npuunHBl aHOMaNKUu DO1ITeliHa Hen3BeCTHBI. VIMEIoTCst HaOMIOIEHUsS O TOM, YTO
y MeHee 3 % marepel, IpUHUMABIINX JIUTHHA, POIWINCH IE€TH C 3TO aHoManuel. JIntuii nu3sec-
TeH KaK TOKCHYECKUI MHIIYKTOp, NPUBOAALIMN K POXKICHUIO JIeTel ¢ MaTOJIOTHYECKUMHU 100a-
BOYHBIMHU MTPOBOASAIIMME My TAMH. [IpyruM (GakTopom sBIIsieTcs: ynoTpebinenue Bo Bpems Oepe-
MEHHOCTH O€H30/IMa3eNMMHOB. PHUCK Takxke BbIlIe y ceMel 0enoil pachl, MOIBEPIIIMXCcs BO3/IEH-
CTBHIO JJAKOKPACOYHOW MPOAYKIIMHA U UIMEBLINX B aHAMHE3€ BBIKHJIBIII U Jp. IPUUUHBI [4].

VY MO0J0BUHBI NALMEHTOB ¢ aHOMaKMel DOmTeiiHa nMeercs eeKT MeXIpeacepIHON Te-
PErOpOIIKH, a y YETBEPTH — J100aBOYHBIN MTPOBOAIINMN MyTh, YaIlle, IPaBOCTOPOHHHMM, Y 525 %
Ha OKI' quarHoCTUpyroTcs CUMITOMBI NMPeaBO30YyKAeHUs xenyqoukoB. Y 2540 % ormeua-
eTCsl CyNpaBEeHTPUKYJIIpHasl apUTMUs, Yallle B MOJIOAOM Bo3pacte. JKemynouKoBble apuTMUU
TaKKe pacnpoctpaneHsl, cuaapoM WPW Bctpeuaerca B 10—18 %. BHesannas cmepts — Hc-
xox 3a0oneBanust y 5—7 % mnaruenToB [1]. @akropamu prcka CMEPTH SIBIISTFOTCS BO3PACT, CO-
MYTCTBYIOLIME 3a00JIeBaHMs, CepeyHas HEIOCTaTOYHOCTh W Jp. Haiuuue cuHiapoma WPW
WJIM HaJDKETYI0YKOBON TaXUKAPAMU HE CBSA3BIBAIOT C IOBBIIIEHHOW CMEPTHOCTHIO [4].

TpaguimoHHbIe BU3yaJIM3UPYIOIIME METOblI UCCIEIOBAHUS BKIIOYAIOT PEHTIEHOTPaMMy
IpyaH, 3Xokapauorpaduio, anruorpauio U BEHTPUKYJIOrpaduio MpaBoro keiyaodka. Jlede-
HHE BO3MOXKHO KaK KOHCEpPBATUBHOE, TaK U onepaTuBHOE. [IporHo3 onpexaensercs HapyleHH-
eM remoguHaMHuKU. CpeaHsisi MPOAOKUTENbHOCTD )KU3HH MIPU aHOMAJIUK DOLITeHa — OKO-
10 20 nert, 30 % — ymMHparoT B paHHEM JETCKOM Bo3pacte. [IpnunHON BHE3aHOW CMEPTH B
60 % cirydaeB BISAIOTCS pa3nuyHble GOpMbI apuTMHUi [3].

Mamepuanvt u memoowt

B TomenbckoM 0071aCTHOM KIMHMYECKOM KapAMOJIOIMYECKOM JHCIAHCEpE B MEPUOJ C
25.01 mo 5.02.2011 rr. Ha cTaLMOHAPHOM JICUEHUU Haxonusack nanueHTtka C. 56 net, nmocry-
NUBINAs C ’kKajo0aMu Ha OOIIYIO CIA0OCTh, YCTAIOCTh B MOCIEIHIOI HEACTIO, «TSDKECThY B
I'PYAHOM KIIETKe, OABIIIKY IPH MOIbEME Ha 2 3TaX, IPUCTYIbI CepALeONEeHus.

Pezynomamot u oocyycoenue

Cunraer cebs 6onbHOI ¢ 1994 1., korna mocne Y3U cepana ObLT MOCTaBIEH AUArHO3:
BPOXKJICHHBIN MOPOK cepaia — aHomanusi DomreriHa. OxHako, TOsSBIEHUE 0oJei B o0macTu
cepla OTMEUaeT ¢ MOAPOCTKOBOTO BO3PACTa, OJIbIIKA MOsIBHIIACH rojie 30 JeT.

B anamuese: xonmuuuctakromus (1990), kecapeBo ceuenue (1990, 1994). U3 xponuue-
CKUX 3a00JI€BaHUI: apTepuasbHas TUIIEPTEH3Us 1 CT., TakXKe MalMeHTKa OTMeYaeT ajlepru-
YECKYyI0 PEKIIMIO Ha aHAJbI'MH B BUJIE€ KPaMBHUILIBI.

ITpu ocMoTpe B MpUEMHOM OTAEICHHUHU: OOIIee COCTOSHUE YAOBIETBOPUTENBHOE, CO3HA-
HHE SICHOE, TEIOCIOKEHNE PaBUWIbHOE, TUM(aTHIECKUE Y3716l HE YBEIMUYCHBI, HAOMI0IaeTcs
THIIEPEMHUs] KUCTEH U CTOM MO TUITY «IEPYaTOK» U «UYJIOK», Ha TOJIEHAX M CTOIAaX OTMEYaroT-
cs oreku. [Ipu manpnanuum rpyaHoON KIETKH M3MEHEHUs He BbIsBIEHBI. [Ipu mepkyccum rpa-
HUIIBI a0COJIOTHOM CepAeYHOM TyNOCTH CIEAyIoUIMe: MpaBas IpaHula pacnoioxeHa B IV
MexxpeOepbe Ha | cM OTCTaeT OT MpaBoro Kpasi TpyauHbl, JieBas — B V Mexpedepbe 1o cpef-
HEKJTFOUMYHOW JIMHWH, BEPXHsISI — COOTBETCTBYyeT HibkKHemy kpato III pedpa. Takum obpaszom,
IpaHuUIlbl A0COMIOTHOM TYIOCTH Cep/lla M3MEHEHBL: CMEILEHbI BOpaBo U BBepX. Ilpu ayckynbra-
IIMM — TOHBI Cep/ila MPUNITYIIEHbI, APUTMUYHBIE (B IPUEMHOM TOKOE MOCiIe MH(Y3UN HOBOKAU-
HaMuza B/B KaleJIbHOTO — PUTM BOCCTAHOBHJICA), BBICIYIIMBAIOTCS CHUCTOIMYECKUE IIY-
MBI BO BCEX TOUYKax ayCKyJIbTalluu ¢ MHUIeHTpoM Ha Bepxymke, YCC — 123 yu./muH., YJ] —

73



16 yn./mun., Al — 135/85 mmHg, t — 36,7 °C. JIpixaHue Be3UKYJISIpHOE, XOPOLIO MPOBO-
JIUTCSL BO BCE OTJENBI JIETKUX. [Ipy manbnanuu >kuBOT MATKUN, O0e300e3HeHHbIN. [leueHs BbI-
cTynaet Ha 1,5 cM u3-noj kpast pedepHoOi AyTH.

Knunanko-naboparopHsie qanHbIe. B 00mmem aHamm3e KpOBH H3MEHEHUS HE BBISBICHEI. B
o0miem aHaiau3e Mouu HaOmomaetcst mpoTeruHypus (1o 1 r/mn), nelikouutypus (10 25 B momne
3peHus), IPUTPOIUTYPHsI (B OOJBIIOM KOJUYECTBE B TOJIEC 3peHUs). B OMOXMMHUYECKOM aHa-
Jn3€ KPOBU — YBEIUYEHHUE YPOBHSI MOYEBHHHI (10 12,2 MMoIb/1), obuiero 6mnupyousa (10
25 mmone/n), AJIT (no 37 ME), nonoxurensusiii CPb (10 12,3).

Ha OKT': npencepanas taxukapaus ¢ AV-6nokagoi 2:1 (UHCXK — 80 yu./mun, UCIT —
160 yn./muH), nomHas Ookaia MpaBoil HOXKKYU Tydka [ rcca, cyOsnukapanaibHble H3MEHEHUS B
MHOKap/ie BepXYIIKHA OOKOBOM CTEHKH JIEBOTO XKEMyI04Ka, TUIEPTPOQHs IPABOTO KETyA0UKA.

Ha DXO-KI': BIIC: anomanus D0mTeiiHa, peryprutanus TPUKYCIHIAIBHOTO KilaraHa
IV crenenn, mutpansHoro knanasa Il crenenu, nunaranus npasbix otaenos cepaua, HIIB.

[Ipu Y31 opraHoB OpIOIIHOI MOJIOCTU BBISABIEHBI CIEIYIOIINE U3MEHEHUS: YMEPEHHbBIN
BEHO3HBIN 3aCTOM B NIEYEHU, 3ACTOWHBIE MIOYKH.

[Tpu ®T/IC obHapyskeHBI TyOIEHO-TACTPATBHBIN pelIIOKC, 3aCTOMHBIN TYOCHHT.

Ha ocHOBaHUM NMOTy4eHHBIX KIMHUYECKUX U JJaOOPATOPHBIX JAHHBIX OINPENENeTCs] JEKOM-
TIeHcanusl 3a00JIEBaHMs C PAa3BUTHEM 3aCTOMHBIX SBICHUH B OOJBIIIOM KPyTe KPOBOOOPAIICHHSI.

Bwi6oowt

JlaHHBINM Cilyyall NPEACTABISIET UHTEPEC B CBA3M C PEAKOCTHIO JAHHOM aHOMAJIMHM, €€
HO3IHUM BbIsBICHHEM (39 JIeT), 4TO CBS3aHO C MAJIOCUMIITOMHBIM T€UEHHUEM U HECOBEpILECH-
HOCTbBIO INarHOCTUKH B T€ TOJIBI.

VYHUKaJIbHOCTD 3TOr0 KJIMHHUYECKOTO Cllydas CBSI3aHA C INPOJODKUTEIBHOCTBIO KU3HU
nanueHTky (56 1eT) ¢ JaHHO# marosjorueil 0e3 onepaTUBHOTO JEUEHUS.
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Beeoenue

I'emoppoit — 3aboseBaHue, CBSI3aHHOE C TPOMOO30M, BOCIAJICHHEM, MATOJIOTHUICCKUM
pacliipeHHeM M H3BUTOCTHIO TeMOPPOUIATBHBIX BEH, OOPa3yIOIIUX Y3Jbl BOKPYT MPSIMOMN
KHIITKH, SIBIISETCS OJHUM M3 CaMbIX PACIPOCTPAHCHHBIX 3a00JICBaHHI YEIOBEUECTBA, MM
ctpagaet 10 % B3pocioro HacelneHHs IUIAHETHI, CpeAH MPOKTOIOTUYECKUX 3a00JeBaHUI Ha
ero gomio npuxoautcs 40 %. Cpeanuii cpok HETPYAOCIOCOOHOCTH TMOCIE XUPYPTHUECKOTO
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