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KINHNYECKOE HABJIOJEHUE

BTOPUYHAA KAPIVMOMMUOIIATUA ¥ BOJIBHOI'O TEMOXPOMATO30M

Kypkuna H.B., Hukxonaes B.H., Komaapos A.A., lepacvkun A.E.
MopnoBckuii rocynapctBeHHbI yHuBepcuteT uMeHu H.I1. OrapeBa; kadenpa rocnutanbHol Tepanuu, CapaHcK

Kapauomuonatuu (KMIT) npencrapisioT coboit He-
OIHOPOJHYIO TpyMITy 3a00JieBaHUI MMOKapaa, CBS3aH-
HBIX C HapylIeHUeM MeXaHWYeCKOW W/WJIu 3JIeKTprJec-
KOl (DYHKIIMU, KOTOPbIE OOBIYHO (XOTS U HE 00s13aTeNb-
HO) COIPOBOXIAIOTCS MATOJOTMYECKOU rumneprpodueii
WIA AWISTALUENR XeJTyJOYKOB cepila WU O0OYCIOBIEHBI
Pa3IMYHBIMU TIPUYMHAMM, MHOTHE M3 KOTOPBIX TE€HETH-
yeckue [5]. KMII npeacTaBasitior co6oit MO0 caMoCTOsI-
TebHBIE 3a001eBaHUsI, TIPU KOTOPHIX UMEETCS JIUIIIh TI0-
paxeHue cepalla, 1100 pa3BUBAIOTCS B paMKax reHepa-
JIM30BaHHBIX CUCTeMHBIX 3a0osieBaHuii. KMII yacto
TPUBOMASAT K CMEPTEbHOMY UCXOy MJIW pa3BUTHIO MHBA-
JIMITHOCTU, OOYCJIOBJIEHHOU Mporpeccupylolleil cepaey-
HOM HENOCTATOYHOCTHIO.

BropuuHast KaparoMuonaTis MOXeT pa3BUBAaThCs Ha
¢oHe OoJ1e3Hel HAKOTIJIEHUSI, B TOM YMCJIe TIPU FEMOXPO-
Martose.

Iemoxpomaro3 (MUTMEHTHBINM LIMPPO3) — Haced-
CTBEHHOE 3a00JieBaHUE, XapaKTepU3ylollleecsl MOBBIIIe-
HUEM BCaChIBAaHUS Xeje3a B KMIIEYHUKE W OTJIOXKEHNEM
B OpraHax M TKaHSX XeJe30COMepXKallluX MUTMEHTOB C
pasBuTHeM ¢Gudpo3sa.

B Hacrosiee Bpemsi JoKa3zaHa pOJib T€HETUYECKUX
(hakTOpOB B pa3zBUTHM MEPBUYHOTO reMOXpoMarosa. 3a-
OosieBaHMe pa3BuBaeTcs B 3-5 ciydasax Ha 1000 HocuTe-
JIeil TeHa HacJIeICTBEHHOTO TeMOXpOMaTo3a U nepeaaeTcs
10 ayTOCOMHO-PELIECCUBHOMY THUILY.

IlepBruHBIM (PYHKIIMOHATBHBIM AeDEKTOM TpU Te-
MOXpPOMATOo3€e SIBJISIETCS HapyllIeHUe PeTyysinu 3axBaTa
XeJe3a KJIETKaMU CIIM3UCTON 000JI0UKU KETyIOYHO-KU-
IIEYHOTO TPAKTa C MOCJIEAYIOIIUM OTIOKEHUEM TEMOCH-
JlepyHa B TI€YeHU, TTOIKEyIOYHON Xeje3e, cepale u
JIpyTux opraHax. BozHUKaeT KiIMHU4YecKass CUMITTOMaTH -
Ka 1UMppo3a TeYeHU, caxapHOro auabdera, BTOPUYHOM
KapaIuOMUOIIaTUH.

MpbI pUBOAVMM KJIMHWYECKUI Ciiydail HaOJIoaeHus
0O0JIBHOTO C MOJOOHBIM 3a00JieBaHWEM, Y KOTOPOTO Ha
TePBHIN TIJ1aH BBICTYAIM MPU3HAKYA KapIUOMUOIIATUM U
3aCTOMHOM cepleYHON HEAOCTATOUHOCTH.

BombHoit 2K., 36 jieT, MOCTYNWI Ha CTallMOHAPHOE Jie-
YyeHUe B reMaToJiornueckoe otaeaeHue B mapre 2006 . ¢
>KajlobaMu Ha 0011yI0 c1a00CTh, Koolue 6011 B obJac-
TU cepllla, BOZHUKAIOIIME HE3aBUCUMO OT (hU3UYECKOM
Harpy3Ku, UppauupyIoliue Mo/ JeBYIO JOMAaTKy; yBeJIu-
yeHUe o0beMa XKMBOTA; OTEKW HOT; OMIBIIIKY TTPpU He3Ha-
YUTEJIbHOU (Pr3UUEeCKOl Harpys3ke.

W3 anamHe3a: cuuTaeT ce0s1 60JbHBIM C HaYaia OCEHU
2005 ., xorjga nmosiBUJIach HEMOTUBAPOBAHHAS CA0OCTbh,
B 9TO XX€ BpeMs Mocjie MepeHeCeHHON BUPYCHON UH(EK-
MM CTaJIM OeCOKOUTh 00JIM B obnactu cepaua. Crycts
MecsIll OTMeYaeT BOSBHUKHOBEHUE UyBCTBA «pacIiipaHUs»
B >KMBOTE, OJIBIIIIKHU, TMOSIBJIEHNE OTeKOB Ha Horax. [Toxy-
nen Ha 10 kr. 18.11.2005 1. oH exan B moe3ze, Koraa y He-
TO BHE3aITHO TMOSIBUJIOCH YYBCTBO YAyIbsi. BoibHOM mo-
Tepsi1 Co3HaHWe. BbIT TocruTatu3nupoBaH B 0OJIACTHYIO
KJIMHUYECKYIO OOJNbHUILY T. Ps3aHu ¢ AMarHo3oM MMO-
Kap/IuT.

IIpoeneHo obcrmenoBanue. AHanu3 Kposu: Hb 130
r/n, 3p. 4,2x1012/7, LIIT 0,92, Le 4,2x109/71, 203uHODM-
abl 2%, nanodkosiiepHbie 1%, cermeHTosmepHble 58%,
aumbouutsl 37%, moHouutel 2%, COD 7 mM/4. Ypo-
BEHb TJIFOKO3bI B KPOBU 7,2 MMOJIb/JI, B AajibHEMIIIEM —
3,4 mmonw/n, AcT 0,3 en./m, AnT 0,9 en./n, ounmupyouH
15,5 MKMOJIB/71, OCTaTOYHBIN a30T 21,0 MMOJIB/J, MOYe-
BMHa 6,5 MMOJIb/JI, CBHIBOPOTOYHOE XKejne3o 43,1
MkMosb/n1 (N — 13,0-30,0), xompornopbupunsl 69,2
MKT/T (N — 20,0-60,0), AAJIK 4,2 mr/Ir (N — 0,3-2,7).

Ananuz mouu: ynenbHbiit Bec 1028, 6€J10K OTCYTCTBYET,
anuTeanid 1-2 B mosie 3peHus1, JEUKOUUTHL 2-3 B TOJie
3peHMsI, CIU3b.

IKI: cunycoBbiii put™ ¢ HCC 75 B MuHyTy. Beptu-
KaJbHOE TIOJIOKEHME 3JIEKTPUUECKOoil ocu cepana. Enu-
HUYHBIE XeJyJOUYKOBbIE 3KCTpacucToibl. Hapyienue
MeTaboJIMYecKnX TpolieccoB B Muokapae. [lombem cer-
meHTa ST B OOJNBIIMHCTBE OTBeAeHUil. Yepe3 Tpu mHS
QRST 6e3 nuHaMUKH.

Dxoxapouoepagus: neBoe npencepaue — 4,0 cM, ToJI-
IIMHA MEXCKETYyIOYKOBOM Teperopoaku — 1,2 cM, Toi-
IIMHA 3aTHel CTeHKH JIeBOTO Xemynouka — 1,2 cMm; @B —
38%. duacToinyecKuil pa3Mep JEBOIo Xeayaouka — 5,9
cM. IaponokcanpHoe nprxkeHue M2KII. TlepenHe3anHuii
pa3Mep mpaBoro xkeiayaouka — 4,1 cM. 3HaUUTEJbHO YBe-
JIMYEHO mpaBoe npeacepaue (6,4x5,7 cm); Vi — 122 min.
VYIoTHeHUe TanWUISIPHBIX MBI, MUTpaJbHBINA Kila-
naH — 0e3 ocobeHHocTel, peryprutaumsi Il creneHu.
AopTanbHBIN KJanaH — peryprutanus | creneHu, Tpu-
kycnunanbHbiil - III-IV ctenenu. JlerouHas aptepust —
2,8 cm. IlynemoHanbHas peryprutanus Il ctenenu. B me-
puKapae CBOOOIHAsS XUAKOCTh 10 150 mut.

3akaovenue: [nunstalvs NPeUMYIECTBEHHO MPaBbIX
KaMmep cepaia. BeipaXeHHBI TWIIOKWHE3 TepemaHei
CTeHKU TpaBoro Xxenaymouka. [Ipu3Haku Tmeperpy3ku
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MPaBOTO XeJTylI04Ka, TMOBBIIIEHHOTO JaBJIeHUs B TIPABOM
npencepauu. CHIDKEHUE CUCTOJIMYECKON (hyHKIIMU Jie-
BOTO XeJynouka. J{nacronnueckast AMCHYHKIUS JIEBOTO
JKeTylouKa peCTpMKTUBHOTO ThNa. PacimmpeHue cTBosia
JIeroyHoil aptepuu. BeipaxkeHHas1 HemoctaTouHOCTh TK,
BEPOSITHO OTHOCHUTEJIbHAst. OTHOCUTEIbHAST HeOCTATOY -
Hoctb MK. Tuaponepukaps.

Y3H 6prowroti nosocmu: Tie4eHb 3HAYUTENBHO YIUIOT-
HeHa, yBeJlndeHa, Kpail BbIcTymnaeT Ha 7 cM. [lomxkeny-
JIOYHAs Xejie3a OMHOPOIHAS, TUIOTHAS, AMaMETP TOJIOBKU
33 mm. Ceneszenka 169x90 MM, ogHoponHast. BopoTHast
BeHa 19 MM, cene3eHouHas BeHa — 11 mm. ZKenuHbli my-
3BIPb HE YBEIMYEH, CTeHKa yrosieHa 10 0,4 cM, KaMHeit
HeT. [Touku OOBIYHBIX pa3MepOB, (POPMBI U TTOJIOXKEHUSI.
YarmeyHo-JI0XaHOYHAsI CHCTeMa TToYeK He pacivpeHa. B
OpIOLIHON TMOJOCTU OKOJO 5 JI XXUAKOCTU. B mpaBoi
IIeBpajibHOU mosioctu He mMeHee 400 M xunakoctu. Te-
narocruieHoMmeranust. [Ipu3Haku Mppo3a nedyeHu, mop-
TajbHasl TUTIEPTEH3UsI, aclIUT. XPOHUYECKUI MaHKpea-
™™T. [MapoTopakc crpana.

Penmeenoepamma neekux: B HIDXHEM OTHAeJe cCIlpaBa
TOMOT€HHOE CHIXEHME TTPO3PavyHOCTU ¢ KOCO BepxHeit
rpaHulIell 10 ypOBHS IepeaHero orpe3ka V pedpa. Ciena
KOHTYp nuacdparMbl CTyllieBaH, CUHYC He nuddepeHIm-
pyeTcs 3a cyeT Xuakoctu. Cepliie yBeIMYEHO B pa3Mme-
pax, LIMPOKO JIEXKUT Ha nuadparme. 3aKI0ueHUe: Tuapo-
TOpAaKC CIipasa.

Qubpoeacmpodyodenockonus: TluieBong CBOOOIHO
MPOXoauM. KeTyoK COMEPKUT YMEPEHHOE KOJIMYECTBO
MYTHOH XUAKOCTU, MyTHOM Xemuu. Cnu3ucras xemyaka
OTeYHa, TUTIePEMHUPOBAHA C MTOACIU3UCTBIMU TeMOPParu-

SIMU B BepXHe#l TpeTu Teya Xejynka. [IpuBpaTHUK TIpo-
xoauM. JlykoBuua 12-Tv nmepcTHON KUIIKK Oe3 0COOeH-
HocTteil. [TocTOyIp0apHbIii OTIET HE U3MEHEH.

Sakarouenue: Pedaokc- 330parut ¢ nNoacau3uCTbIMu
reMopparvsiMu B TeJle XKeJTyIKa.

BricTaBieH KIMHMYECKWI AMArHO3: HaCJIeACTBEH-
HBII TeMoXpoMaTo3. BTopnuHbIi IMppO3 TIeYeHU, CUHI-
POM TIOPTAJIbHOM TUTIEPTEH3UM, CTUIEHOMETJINSI, acIluT,
aHacapka, MpaBOCTOPOHHUI TUApOTOpakc. BTopuyHBIN
XpPOHUYECKUI TTaHKPEATUT, BTOPUYHBIN caXxapHbBIi aua-
6et. BropnuHast Mmetabonnueckast KapauomuonaTus. Ot-
HOCUTEJIbHAsI HEOCTATOUHOCTh TPEXCTBOPYATOTO KJlara-
Ha III-IV crenenu, mutpanbHoro kianaHa Il crenenwu,
KJlamaHa JIETOYHOU apTepuu. XpoOHUYECKasl cepaeyHast
HemoctatouHocTh 111 ct., ITI-IV OK.

IMpoBomwmsioch JiedeHWe: BEPOIITIUPOH, (YypOCEeMMII,
MPEIHU30JI0H B 03¢ 15 Mr/cyT, acriapkam, IIpeayKTall.

Ha ¢one nedyeHuss caMoyyBCTBUE OOJIBHOTO 3HAYU-
TeJIbHO YIYUYIIWJIOCh, MCUe3/id 00U B XUBOTE U nepude-
pUYECKUE OTEKHU, YMEHBIIWIACh OfibIKa. Ha KOHTpOIb-
HoM Y3W OpIoliHOM MOJOCTU: B OPIOIIHON MOJIOCTU
YMEHBIIUIOCH KOJTUYECTBO CBOOOTHOM XXUIKOCTH 10 3 1.
Dxokapauorpadus (koHTposb): PB yBenuuunace 10
50%.

ITocne BbIMUCKYU 60OJBbHOM MOCTYITWII Ha MJIaHOBOE Jie-
YyeHMe B TeMaTtojiorndeckoe otaeneHue T. CapaHcka. [Tpu
MOCTYIIJICHUM OOIllee COCTOSIHUE CPEeNHEil CTereHu Ts-
xectu. Koxa cepoBaro-3emyiicroro 1seta. OTMedaercst
nacTto3HocTh rojneHeit. Ilepudepuyeckue numdparnyec-
KUe Y3716l He yBeJInueHbl. [1epKyTOpHBIi 3BYK Ha JIETKH-
MM TIPUTYTUIEH B HUKHUX OTIENIax, Oobline cripapa. JIbI-
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XaHUe BE3UKYJSIPHOE, Pe3KO OC/IabIeHHOE B HUXKHUX OT-
JleJIax, XpUTIOB HeT. [paHUIIBI OTHOCUTENBHOM cepledHOn
TYIIOCTH PpAaCUIMPEHBI BJIEBO 10 TIEPEeIHEN MTOAMBIIIETHOMN
JvHuM. ToHBI cepla iyxue, puT™M npaBuiabHbiil. YCC —
72 B munyty; AIl — 110/70 MM pT. cT. ZKMBOT yBeIMUYEH B
o0beMe 3a cueT acuura. [Tanbnanus meyeHu u cee3eHKU
3aTpyAHEeHa U3-3a acIiuTa, IePKyTOPHO MeYeHb BHICTYIIA-
€T Ha 6 CM U3-TI0J] Kpasi IipaBoli pebepHoi ayru. [Tokomna-
YHABaHME IO MOSICHUYHOM 00J1acTh 6€300J1€3HEHHO ¢ 00¢e-
WX CTOPOH.

B nuHamuKe coXpaHSITMCh BBICOKME TTOKA3aTeM ChI-
BOPOTOYHOTO XeJjie3a - 43,1 MKMOJIb/JT, HOpMaJIbHEIE TTI0-
Kazareau OOIIel >Keae30CBA3bIBAIOIIeil CITOCOOHOCTHU
cbBopoTKU KpoBu (O2KCC) — 47,9 MKMOJIb/JT M JIATEHT-
HOI XeJe30CBS3bIBAIOIIE CIIOCOOHOCTU CBIBOPOTKU
(HXCC) — 4,8 MKMOJIb/J1, TIOBBITIIEHWE TIPOLIEHTA HACHI-
nienust tpancdeppuna xenesom (HT) — 90,1% (N — 25-
40%), ioBeimieHre TpancaMuHas (AT — 2,4 en./m, AcT
— 0,4enm./n).

Ha BKIT ot 03.2006 r.: cunycosbiit putm ¢ YCC 70 B
MUHYTY. BepTUKabHOE MOJOXEHNUE DIEKTPUIECKOUN OCcU
cepaua. MI3aMeHeHUsI B MUOKape B BUJE 2JIEBAIIUU CET-
meHTa ST B orBemeHusix V1-V4, I, II, aVL, auddysHo
CrIaXXeHHBIX U c1a00 oTpuliaTeabHbIX 3yo1oB T. [unept-
podust 0060UX XKeITyI0UKOB.

Bo Bpems rocriutanuzaimm y 00J1bHOTO OTMedaaach OC-
TAHOBKA CepIlla, COCTOSTHUE KIMHUYECKoi cMepTu. [loce
MPOBOIUMBIX peaHUMAIMOHHBIX MEPOIIPUSITHI BOCCTAHO-
BUJICS CEPICYHBIN PUTM TIO TUITY TPETIETaHUST TIPENACEPIMiA.
IlepeBeneH B oTaeIeHNe peaHMMALIMM U UHTEHCUBHOM Te-
parnuu, rae Ha ¢oHe aHTUAPUTMUIECKMX TIPETapaToB ObIT
BOCCTAHOBJIEH CUHYCOBBI PUTM, IIOCJIE 3TOTO ITOIyJas
kopaapoH noa KoHtposeMm OKI u DKI'-XM.

B nanHOM ciiyyae B camMoM Havasie 3a00JieBaHUS MPO-
Boawiiach auddepeHInaibHas TMarHoCTUKa ¢ MUOKap-
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JIATOM, TaK KaK YIIOMUHAJIACh CBSI3b BO3HUKHOBEHUS 60-
JIEBOTO CMHJpOMA B ceplle C NMepeHeCEeHHON paHee BU-
pycHoUl uHdexkueit; 60au B cepalle HOCUIU XapaKTep-
HBIN KOOI WX HOIOIIMIA XapaKTep; MEPKYyTOPHO OT-
MEYaJIOCh PACIIMPEHNE TPaHULL CEPALA BIEBO, TITyXOCTh
TOHOB CepAlla IPU ayCKYIbTalluW; KTUHUYECKUE MPU3HA-
KU 3aCTOMHOM cepIeYHON HENOCTATOYHOCTH, U3MEHEHUS
Ha OKIT (sneBauus cermeHTa ST 1 ¢popMuUpoBaHUe Criia-
XKEHHOTO WJIM OTpHUIlaTeJbHOro 3yoma T B HECKOJbKUX
OTBEACHUSX, MTOSBICHUE XKEJIyJOYKOBBIX SKCTPACUCTON);
KapAMOMETaIMs 10 JaHHBIM 3X0Kapauorpabuu.

G.E. Burch u N.P. Pasquale B 1964 r. BbICKa3aJly TUITO-
Te3y O TOM, YTO y HEKOTOPBIX MAIIMEHTOB Pa3BUTHUIO AU~
JgTaumoHHoi Kapauomuonatuu (JAIKMIT) moxer npen-
11IECTBOBaTbh MMOKApAUT. DTa TeOpUusl He ToTepsiia CBoei
aKTyaJIbHOCTHU U ceiiyac. OmHaKo BOIPOC O TOM, SIBJISIOT-
Cs1 JIW 3TU 3a00JIeBaHUS PA3IUYHBIMU HO30JI0TMYECKUMU
€IMHULIAMY WIN Pa3IUYHBIMU CTAJAUSIMU OJHOTO IMAaTo-
JIOTUYECKOTO MPOILIecca, BCE €Ille OCTAETCS OTKPBITHIM U
npobnema auddepeHIIMaTIbHO TUarHOCTUKKA MHUOKap-
nuta u JIKMII octaetcst HepelleHHO.

PemarommiM MeTOIOM B YCTAHOBJIEHUM OUArHO3a re-
MOXPOMATO3a y JaHHOTO OOJIBHOTO CTaJI0 OMNpeJeieHue
TIOBBIIIIEHHOTO YPOBHS ChIBOPOTOYHOIO XeJjie3a U Ipo-
LIEHTa HACBIIIEHUS TpaHC(EeppuHA XKeIe30M, BBICOKOE
coJepkaHue Komnponop@uprHOB U TpaHcamMuHa3. JlaH-
HbIE 3XOKapauorpadu4ecKoro UCCaenoBaHUSI MOATBEP-
JUAIA HATWYKWE MPU3HAKOB META00IUYECKON KapIuoMu-
OIaTUU, KOTOpPbIE MPU JAHHOU MATOJOTUU HOCAT BTO-
PUYHBINA Xapakrep.

bonbHOMY HEOOHOKPAaTHO MPOBOAUIUCH TeMAIKChY-
3uH, crenuduyeckas Tepanus aechepaioM Mo CXeme B
COYETAHUU C AHTUOKCUAAHTAMMU (MEKCUAOJ, SMOKCU-
MUH), MeTaboauyecKasi Tepanus, a TakKe JeUyeHue cep-
JedHOI HetocTaTouHOCTH (MHTUOUTOPHI ATTD, B-610Ka-
TOPBI, AMYPETUKHU), TaK KaK, IO TaHHBIM JINTEPATYPHI, OT
3aCTOMHOU CEpIeYHOM HENOCTATOYHOCTUA YMUPAIOT OKO-
70 35% GonbHBIX reMoxpoMaTo3oM. Ha doHe mpoBonu-
MO Tepamuu OTMeYaeTcs IMOJOXUTENbHAs TUHAMUKA B
BUJI€ KYITUPOBAHUS MPOSIBIEHUNA HETOCTATOYHOCTU KPO-
BOOOpalIeHUsI, YMEHBIIEHUSI Pa3MepOB MEYEHU U Ccesle-
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3€HKHU (M0 JaHHBIM KOHTPOJbHOU Y3U — neueHb BBICTY-
MaeT Ha 2 CM M3-MOoj Kpas pedepHOUl nyru, ceje3eHKa
146x57 cM), CHUXEHUs ITOKa3aTejeil CHIBOPOTOYHOTO
Kenesa 10 25,2 MKMOJIb/J1 M HachIleHUs TpaHcheppuHa
xene3oMm (HT) - no 44%.

TakuMm obpa3om, MmepBUYHbIE KapAWOMHUOMNATUU (re-
HETUYECKUE, HETeHETUYECKHEe, TTPUOOPETEHHbIE) BCTpE-
YalOTCS CPaBHUTENBHO penko. Yale MpuxoauTcs cras-
KuBaTbcst co BropuuyHbiMu KMIT mpu KoTopsIx cepaiie
MOpaxaeTcsi, KaK OIWH U3 MHOTMX OPTaHOB, BOBJIEUEH-
HBIX B CUCTEMHOE 3a00JIeBaHUE.
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B nocnenHee BpemMsi MpOAOJKATEIBHOCTD XU3HU Ta-
KUX TallMEHTOB 3HAYUTEIbHO YBEJIMYWIACh. TepIeanBoe
U ckpynyjie3Hoe JiedueHue OosibHbIX JKMII mo3Bossier
JOOUTBCS OMpeNesIeHHbIX YycnexoB. Tak, ¢ MOMOIIbIO Te-
paru naTHOUTOpamu AI1D, GrokaTopamu B-axpeHope-
LIENTOPOB, ANYPETUKAMU YIAETCS MPOMTUTH XKU3Hb YACTU
601bHBIX Ha 8-10 neT. ITokazaTenbHO, YTO, HECMOTpPSI Ha
MpUeMIEMOE CaMOYYBCTBUE TaKMX MallMEHTOB, 3XOKap-
nuorpagudeckue rnoxkasareau JIZK ¢ romaMu HeOTBpaTu-
MO YXyIIIAI0TCS.
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