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KINHNYECKOE HABJIOJEHUE

BTOPUYHAA KAPIVMOMMUOIIATUA ¥ BOJBHOI'O TEMOXPOMATO30M

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

Kapaunomuonatuu (KMIT) npencrapistor coboit He-
OIHOPOJHYIO TpymITly 3a00JieBaHUI MUOKapaa, CBS3aH-
HBIX C HapylIeHUeM MeXaHWYEeCKOW WU/WIn 3JIeKTpudec-
KOl (DyHKIIMU, KOTOPbIE OOBIYHO (XOTSI U HE 00513aTeNb-
HO) COIPOBOXIAIOTCSI MATOJOTUYECKON runeprpodueit
WIA AWISTALMENR XeJTyJOYKOB cepila U OOYCIOBIEHBI
Pa3TMYHBIMU TIPUIMHAMM, MHOTHE M3 KOTOPBIX T€HETH-
yeckue [5]. KMII npeacTaasiioT co6oit MO0 caMOCTOsI-
TebHBIE 3a00J1eBaHUsI, TP KOTOPBIX UMEETCSI JIUIIb T10-
paxeHue cepaila, 1100 pa3BUBAIOTCS B paMKax reHepa-
JIM30BaHHBIX CUCTEMHBIX 3a0osieBaHuii. KMII yacto
TIPUBOMSAT K CMEPTETbHOMY MCXOMY WY Pa3BUTUIO MHBA-
JIMTHOCTU, OOYCJIOBJIEHHOU MpPOrpecCUupylolleil cepued-
HOM HENOCTATOYHOCTBIO.

BropuuHast KaparoMuonaTis MOXeT pa3BUBaThCs Ha
¢oHe 00J1e3Hel HAKOIJIEHUSI, B TOM YMCJIe TIPU FeMOXPO-
MarTose.

Iemoxpomaro3 (MUTMEHTHBINM LIMPPO3) — Haced-
CTBEHHOE 3a00JieBaHUE, XapaKTepU3YIOIIeecs MOBBIIIIE-
HUEM BCaChIBAaHUS Xeje3a B KMIIEYHUKE W OTJI0XKEHUEM
B OpraHax M TKaHSX XeJe30COMepXKallluX MUTMEHTOB C
pasBuTHeM ¢pubdpo3sa.

B Hacrosiiee Bpemsi JAoKa3aHa pOJib T€HETUUYECKUX
(hakTOpOB B pa3zBUTHM MEPBMYHOTO reMoxpomaTosa. 3a-
OosieBaHMe pa3BuBaeTcs B 3-5 ciydasx Ha 1000 HocuTe-
JIeil reHa HacJieICTBEHHOTO TeMOXpOMaTo3a 1 nepeaaeTcs
10 ayTOCOMHO-PELIECCUBHOMY THUITY.

IlepBUYHBIM (DYHKIIMOHAIBHBIM AeEKTOM IpU Te-
MOXpPOMATO03€ SIBJISIETCSI HapylIeHUe PeTyJslMu 3axBaTa
XeJe3a KJIETKaMU CIIU3UCTON 000JI0YKY KeTyIO0YHO-KH -
LIEYHOTO TPaKTa C MOCIEAYIOIIUM OTI0XEHUEM TeMOCH-
JIeprHa B TEYEHU, TOMXETYIOYHOU Kejese, cepaule u
JIpyTux opraHax. BozHnKaeT KIIMHU4YecKass CUMIITOMATH-
Ka IUMppo3a TEeYeHU, caxapHOro auabera, BTOPUYHOM
KapaIuOMUOITIaTHH.

MpbI pUBOAVMM KJIMHWYECKUI Ciydail HaOIoaeHUus
0OJIBHOTO C MOJOOHBIM 3a00Ji€eBaHUEM, y KOTOPOTO Ha
TIePBHIi TIJ1aH BBICTYAJIM MPU3HAKYA KapIUOMUOIIATUM U
3aCTOMHOM ceplIeYHON HEAOCTATOYHOCTH.

BombHoii 2K., 36 jieT, MOCTYNMWI Ha CTAllMOHAPHOE Jie-
yeHUe B reMarojiornyeckoe oraeiaeHue B Mmapre 2006 . ¢
>KajiobaMu Ha 0011yI0 cJ1a00CTh, Kotolue 6011 B obJiac-
TU cepllla, BOZHUKAIOIIME HE3aBUCUMO OT (hU3UYECKON
Harpy3Ku, UppajuupyIoliue Mo JeBYIO JOIMAaTKYy; yBeJIu-
yeHue o0beMa XKMBOTA; OTEKW HOT; OJBIIIKY ITPY HE3HA-
YUTENbHOU (pr3UUEeCKOl Harpys3ke.

W3 anamHe3a: cunTaeT cedst 60IbHBIM C HaYaJla OCEHU
2005 ., xorga nmosiBUJIaCh HEMOTUBUPOBAHHAS CJIA0OCTb,
B 9TO XX€ BpeMs Mocjie MepeHeCEeHHON BUPYCHOM UH(EK-
MM CTaJIM OeCOKOUThL 00yu B obnactu cepaua. Crycts
MecsIIl OTMeYaeT BOSHMKHOBEHUE UyBCTBA «pacIiipaHms»
B >KMBOTE, OJIBIIIIKHU, TOSIBJIEHNE OTeKOB Ha Horax. [Toxy-
nen Ha 10 kr. 18.11.2005 1. oH exan B moe3ze, Koraa y He-
rO BHE3aITHO TMOSIBUJIOCH YYBCTBO yAyIIbsi. boibHOM mo-
Tepsi1 Co3HaHUe. BbIT rocmuTaIn3nupoBaH B 00JIACTHYIO
KJIMHUYECKYIO OONbHUILY T. Ps3aHu ¢ AMarHo3oM MMO-
KapJIuT.

ITpoBeneno obcimenoBanue. AHanu3 kposu: Hb 130
r/n, sp. 4,2x1012/7, 11T 0,92, Le 4,2x109/71, 303uHODM-
abl 2%, nanouxkosiiepHbie 1%, cermeHTOsimepHbie 58%,
mmMmponute 37%, moHoumTel 2%, COD 7 MMm/4. Ypo-
BEeHb TJIFOKO3bI B KPOBU 7,2 MMOJIb/JI, B AajibHEMIIIeM —
3,4 mmonw/1, AcT 0,3 en./m, AnT 0,9 en./n, ounupyoun
15,5 MKMOJIB/J1, OCTaTOYHBIN a30T 21,0 MMOJIB/JI, MOYe-
BMHa 6,5 MMOJIb/JI, CBHIBOPOTOYHOE XKeyie3o 43,1
MkMosb/1 (N — 13,0-30,0), kompornopbupunsl 69,2
MKT/T (N — 20,0-60,0), AAJIK 4,2 mr/Ir (N — 0,3-2,7).

Ananuz mouu: ynenbHbiit Bec 1028, 6eJ10K OTCYTCTBYET,
aNuUTeNUA 1-2 B mosie 3peHus1, JEUKOLUUTHL 2-3 B TOJie
3peHMsI, CITU3b.

IKI: cunycoBbiii put™M ¢ YHCC 75 B MuHyTy. Beptu-
KaJIbHOE TIOJIOKEHUE 3JIEKTpUUIEcKoil ocu cepana. Enu-
HUYHBIE XeJyJOUYKOBbIE 3KCTpacucToibl. Hapyienue
MeTaboIMYecKnX IpolieccoB B Muokapae. [lombem cer-
meHTa ST B OOJNBIIMHCTBE OTBeneHUil. Uepe3 Tpu MHS
QRST 6e3 nmHaMUKHA.

Dxoxapouoepagus: neBoe npencepaue — 4,0 cM, ToJI-
IIMHA MEXCKETYyIOUYKOBOM Teperopoaku — 1,2 cM, Toi-
IIMHA 3aTHel CTeHKH JIEBOTO Xeynouka — 1,2 cMm; @B —
38%. duacToinyecKuili pa3Mep JeBOro Xeaymaouka — 5,9
cM. [TaponokcanbHoe nrkeHne M2KII. IlepenHezagHuit
pa3Mep InpaBoro xeiaynoyka — 4,1 cM. 3HaUUTENbHO YBe-
JIMYEHO mpaBoe npeacepaue (6,4x5,7 cm); Vi — 122 min.
VYInoTHeHUEe TaNWUISIPHBIX MBI, MUTpabHBINA Kila-
naH — 0e3 ocobeHHocTelt, peryprutauusi Il creneHu.
AopTanbHBIN KJIalaH — peryprutanus | cremeHu, Tpu-
kycnunanbHeiil - III-IV ctenenu. JlerouHas aptepust —
2,8 cm. IlynemoHanbHag peryprutanus I crenenu. B me-
puKapae CBOOOIHAs XKUAKOCTh 10 150 mut.

3akaovenue: vnstalivs MPEeUMYIECTBEHHO MPaBbIX
KaMmep cepaia. BeipaXeHHBI TWIIOKWHE3 TepemaHeit
CTeHKHU TIpaBoro Xxenaymouka. [Ipu3Haku Teperpy3ku
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MPaBOTO XeJTyl104Ka, TMOBBIIIEHHOTO JaBJIeHUs B TIPAaBOM
npencepauu. CHIDKEHUE CHCTOIMYECKON (YyHKIIMU Jie-
BOTO XeJynouka. JInacronnueckass AMCHYHKIMS JIEBOTO
JKeTylouKa peCTpMKTUBHOTO TUMa. PacimpeHue cTBosia
JIeroyHoit aptepuu. BeipaxkeHHast HemoctaToyHOCTh TK,
BEpPOSITHO OTHOCUTeIbHAsl. OTHOCUTENIbHAS HeI0CTaTOY -
Hoctb MK. Tuaponepukaps.

Y3H 6prowroti nosocmu: Tie4eHb 3HAYUTENBHO YIUIOT-
HeHa, yBeJlndeHa, Kpail BICTynaeT Ha 7 cM. [lomxkeny-
JIOYHAs Xejie3a OMHOPOIHAS, TUIOTHAS, AMaMETP TOJIOBKU
33 mm. Cenezenka 169x90 MM, ogHoponHast. BopoTHast
BeHa 19 MM, cene3eHouyHas BeHa — 11 mM. ZKemuHeblii my-
3bIpb HE YBEJIMYEH, CTeHKa yToauleHa a0 0,4 cM, KamHei
HeT. [Touku OOBIYHBIX pa3MepOB, (POPMBI U TTOJIOXKEHUSI.
YarmeyHo-JI0XaHOYHAsI CHCTeEMa TTOYeK He paciiipeHa. B
OpPIOLIHOI TOJOCTU OKOJO 5 JI XUAKOCTU. B mpaBoii
IUIeBpajibHOU mosioctu He MeHee 400 M xunkoctu. le-
rnarocruieHoMmeranus. [1pu3Haku uppos3a nevyeHu, mop-
TaJbHasl TUTIEPTEH3MSI, aclIUT. XPOHUYECKUI TaHKpea-
™™IT. [MapoTopakc crpana.

Penmeenoepamma neekux: B HIDXHEM OTHAeJie CIlpaBa
TOMOT€HHOE CHIXEHME TTPO3PavyHOCTU C KOCOM BepxHei
rpaHuliell 10 ypOBHS IepeaHero orpe3ka V pedpa. Ciesa
KOHTYp nmuacdparMbl CTyllleBaH, CUHYC He nuddepeHIm-
pyertcs 3a cueT xunkoctu. Cepaile yBeIMYeHO B pa3me-
pax, LIMPOKO JIEKUT Ha nuadparme. 3akI0ueHUe: TUAPO-
TOpAaKC CIpaBa.

QDubpoeacmpodyodenockonus: TluieBong CBOOOIHO
MPOXOaUM. KeTyIoK COMEPKUT YMEPEHHOE KOJIMUECTBO
MYTHOH XUAKOCTU, MyTHOM Xemuu. Cru3uctas xemnyaka
OTeYHa, TUTIepEeMUPOBaHa C MOACIU3UCTHIMU TeMOpparu-

SIMU B BepXHe#l TpeTu Teya Xejynka. [IpuBpaTHUK TIpo-
xoauM. JlykoBuna 12-Tv nmepcTHOM KUIIKU 0e3 0COOeH-
HocTteil. [TocTOyIp0apHbIii OTIET HE U3MEHEH.

Sakarouenue: Pedaokc- 330parut ¢ Noacau3uCTbIMU
reMopparvsiMu B TeJle XKeJTyIKa.

BricTaBieH KIMHWYECKWI AMArHO3: HaCJIeACTBEH-
HBIIT TeMoXpoMaTo3. BTOpMYHBI IMppO3 TIeYeHU, CUHI-
POM TIOPTAJIbHOM TMTIEPTEH3UM, CTUIEHOMETAINSI, acIluT,
aHacapka, MpaBOCTOPOHHUI TUAPOTOpakc. BTOpuUYHBIA
XpOHUYECKUI TTaHKPEeaTUT, BTOPUYHBINA caxapHBIi aua-
6et. BropnuHast Mmetabonyeckast KapauomuonaTust. Ot-
HOCUTEJIbHAsI HEOCTATOUHOCTh TPEXCTBOPYATOTO KJlara-
Ha III-IV crenenu, mutpanbHoro kianaHa Il cremenwu,
KJlamaHa JIETOYHOU apTepuM. XpoHWYECKasl cepaeyHasi
HenmoctatouHocTs 111 ct., ITI-TV OK.

IMpoBomwmsioch JiedeHne: BEPOIITTMPOH, (YypPOCEMMII,
MPEIHU30JI0H B 103¢ 15 Mr/cyT, acriapkam, IpeayKTall.

Ha ¢oHe neyeHust camMmouyBCTBHE OOJBHOIO 3HAUYU-
TeJIbHO YAYUYIIWJIOCh, MCUe3Id 00U B XMUBOTE U nepude-
pUYECKUE OTEKHU, YMEHBIIWIACH OfibIIKa. Ha KOHTpOIb-
HoM Y3W OploliHOW MOJIOCTU: B OpPIOIIHON MOJIOCTU
YMEHBIIUIOCH KOJTUYECTBO CBOOOTHOM XXUIKOCTH 10 3 1.
Dxokapauorpadus (koHTposb): PB yBenuuunace 10
50%.

ITocne BbIMUCKY O0OJBbHOM MOCTYITWII Ha MJIaHOBOE Jie-
YeHMe B TeMaTtojiorndeckoe otaeneHue T. CapaHcka. [Tpu
MOCTYIIJICHUM OOIlIee COCTOSIHUE CPEeNHEil CTerneHu Tsi-
xectu. Koxa cepoBaro-3emyncroro 1seta. OrMedaercst
nacTto3HocTh rojneHeit. Ilepudepuueckue numdparuyec-
KUe Y3716l He yBeJInueHbl. [IepKyTopHBIil 3BYK Hal JIETKHU-
MM TIPUTYTUIEH B HYKHUX OTHENIax, Oomblile crpasa. Jlbi-
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XaHUe BE3UKYJSIPHOE, PE3KO OCIabIeHHOEe B HUKHUX OT-
JIeJIax, XpUTIOB HeT. [paHUIIbI OTHOCUTETBHOM cepledHOn
TYIIOCTHU PpaCUIMPEHBI BJIEBO 10 TIEpeIHE MTOAMBIIIIETHOM
JvHuM. ToHBI cepalia iyxue, puT™M npaBuibHbiil. YCC —
72 B munyty; AIl — 110/70 MM pT. cT. ZKMBOT yBeIMUEH B
o0beMe 3a cueT acuura. [Tanbnanus meyeHu u cee3eHKU
3aTpyAHEeHa U3-3a acIiuTa, IEPKyTOPHO MeYeHb BHICTYIIA-
eT Ha 6 cM U3-TI0J] Kpast TipaBoii pebepHoii nyru. [Tokona-
YHUBaHME O MOSICHUYHOM 06J1acTH 6€300J1€3HEHHO ¢ 00e-
WX CTOPOH.

B nuHamuke coXpaHSITMCh BBICOKME TTOKA3aTETN ChI-
BOPOTOYHOTO XeJjie3a - 43,1 MKMOJIb/JT, HOpMaJIbHEIE T10-
KazaTeau OOIIel >Keae30CBI3bIBaIOIIeil CITOCOOHOCTHU
cb1BopoTKU KpoBu (O2KCC) — 47,9 MKMOJIb/JT 1 JTaTEHT-
HOI XeJe30CBS3bIBAIOIIEH CIIOCOOHOCTU CHIBOPOTKU
(HXCC) — 4,8 MKMOJIb/11, TIOBBITIIEHHUE TIPOLIEHTA HAChI-
meHust TpaHcdeppuna xenezom (HT) — 90,1% (N — 25-
40%), iopeiieHre TpaHcamMuHald (AnT — 2,4 en./m, AcT
— 0,4enm./n).

Ha BKT ot 03.2006 r.: cunycosbiit putm ¢ YCC 70 B
MUHYTY. BepTUKabHOE MOJOXEHNE DJEKTPUIECKOUN OcU
cepnua. MI3aMeHeHUsI B MUOKAap/e B BUIE JIeBAIIUN CET-
meHTa ST B otBemeHusix V1-V4, I, 11, aVL, nuddysHo
CcriaXeHHBIX U c1a00 oTpuliaTelbHbIX 3y010B T. Tumnept-
podust 060UX XKeTyI0UKOB.

Bo Bpems rocriutanuzaimm y 00J1bHOTO OTMedaaach OC-
TAHOBKA CepIlla, COCTOSTHUE KIMHUYECKoi cMepTu. [Toce
TPOBOIUMBIX peaHUMAIMOHHBIX MEPOIIPUSITUIT BOCCTAHO-
BUJICS CEPICUHBIN PUTM TIO TUITY TPETIeTaHUST TIPENACEPIUiA.
IlepeBeneH B oTaeIeHNEe peaHMMALIMM U UHTEHCUBHOM Te-
parnuu, rae Ha ¢oHe aHTUAPUTMUIECKMX TIPETapaToB ObIT
BOCCTAHOBJIEH CHHYCOBBIM PUTM, IIOCJIE 3TOTO ITOIyJas
kopaapoH noa KoHtposem OKI u OKI'-XM.

B nanHOM ciiyyae B caMmoM Havasie 3a00JieBaHUS MPO-
Boawiiach auddepeHraibHas IMarHocTuKa ¢ MUOKap-
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JIUTOM, TaK KaK YIIOMUHAJIACh CBSI3b BOBHUKHOBEHUS 60-
JIEBOTO CMHIpOMA B Ceplle C MepeHEeCEHHON paHee BU-
pycHOM MHeKIreit; 601 B cepale HOCWIM XapaKTep-
HBIN KOOI WA HOIOIIMWIA XapaKTep; NEPKYTOPHO OT-
MEYaJIOCh PACIIWPEHNE TPaHULL CEPLA BIEBO, TNIyXOCTh
TOHOB CepAlla IPU ayCKYIbTalluW; KTUHUYECKUE TPU3Ha-
KU 3aCTOMHOM CepIeYHON HENOCTATOYHOCTH; U3MEHEHUS
Ha OKIT (aneBauus cermeHTa ST 1 ¢popMuUpoBaHUe Criia-
XKEHHOTO WJIM OTpHUIaTeJbHOro 3yoma T B HECKOJbKUX
OTBEACHUSIX, TTOSBJICHUE XKeJTyTOUKOBBIX SKCTPACUCTON);
KapAMOMETaIMs 10 JaHHBIM 3XOKapauorpaduu.

G.E. Burch u N.P. Pasquale B 1964 r. BbICKa3aJli TUITIO-
Te3y O TOM, YTO y HEKOTOPbIX MAIIMEHTOB Pa3BUTUIO JU-
JgTaumoHHoi Kapauomuonatuu (JAIKMIT) moxer npen-
11IECTBOBaTbh MMOKApAUT. DTa Teopusl He MoTepsiia CBoei
aKTYyaJIbHOCTHU U ceriyac. OmHaKO BOIIPOC O TOM, SIBJISIIOT-
Cs1 JIW 3TU 3a00JIeBaHUS PA3IMYHBIMUA HO30J0TUYECKUMU
€IMHULIAMY WIN Pa3IUYHBIMU CTAJAUSMU OJHOTO IMAaTo-
JIOTUYECKOTO MPOILIecca, BCE €llle OCTAETCS OTKPBITHIM U
npobnema auddepeHIIMaTbHON TUarHOCTUKA MHUOKap-
nuta u JIKMII octaetcst HepellleHHO.

PemarommiM MeTOIOM B YCTAHOBJIEHUM OUArHO3a re-
MOXPOMATO3a y JAaHHOTO OOJIBHOTO CTAJIO OMpEeIeieHUe
TIOBBIIIIEHHOTO YPOBHS ChIBOPOTOYHOIO XeJjie3a U Ipo-
LIEHTa HACBIIIEHUS TpaHC(EppUHA XKEIe30M, BBICOKOE
coJepkaHue Komnponop@upuHOB U TpaHcamMuHa3. JlaH-
HbIE 3XOKapauorpaduyecKoro MCCaeaoBaHUS MOATBEP-
JUAIA HATWYKWE MPU3HAKOB META00JIUYECKON KapIuoOMU-
OIaTUU, KOTOpPbIE MPU JAHHOU MATOJOTUU HOCAT BTO-
PUYHBINA XapakTep.

bonbHOMY HEOOHOKPAaTHO MPOBOAUIUCH TeMAIKChY-
3uH, crenuduyeckas Tepanus aechepaioM Mo cXeme B
COYETAaHUU C AHTUOKCUAAHTAMM (MEKCHUAOJ, SMOKCU-
MUH), MeTaboauyecKas Tepanus, a Takxe JeUyeHue cep-
JeIHOI HetocTaTouHOCTH (MHTHOUTOPEI ATTD, B-610Ka-
TOPBI, IMYPETUKH ), TaK KaK, [0 JAHHBIM JINTEPATyphl, OT
3aCTOMHOU CEpIeYHOM HENOCTATOYHOCTUA YMUPAIOT OKO-
70 35% GonbHBIX reMoxpoMaTo3oM. Ha doHe mpoBoau-
MO Tepamuu OTMedYaeTcsl MOJOXUTENbHAs TUHAMUKA B
BUJI€ KYITUPOBAHUS MPOSIBIEHUIA HEAOCTATOYHOCTU KPO-
BOOOpalIeHUsI, YMEHBIIEHUSI Pa3MepOB MEYEHU U Ccesle-
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3€HKHU (MO0 JaHHBIM KOHTPOJbHOU Y3U — neueHb BHICTY-
MaeT Ha 2 CM M3-MOoj Kpas pedepHOil Ayru, cejie3eHKa
146x57 cM), CHUXEHUs ITOKa3aTejeil CHIBOPOTOYHOTO
Kenesa 10 25,2 MKMOJIb/JT M HachIIeHUs TpaHcheppuHa
xene3oMm (HT) - mo 44%.

Takum obOpa3om, mepBUYHbIE KapAuOMUONATUU (Te-
HETUYECKUE, HETeHETUYECKHE, TTIPUOOPETEHHbBIE) BCTpE-
YalOTCS CPaBHUTENBbHO penko. Yamie mpuxomuTcs craj-
KuBaTbcst co BropuuyHbiMu KMIT mpu KoTophIx cepaile
MOpaxaeTcsi, KaK ONWMH U3 MHOTUX OPTaHOB, BOBJICYEH-
HBIX B CUCTEMHOE 3a00JIeBaHUE.
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B nocnenHee BpemMs NMpOAOJKUATEIBHOCTD XKU3HU Ta-
KUX TalMEHTOB 3HAYUTEIbHO YBEJIMYWIACh. TepIeanBoe
U ckpynyjie3Hoe JiedueHue OosibHbIX JKMII mo3Bossier
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