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BBEJAEHHUE

IMOHUM — JIUIO, OT MMEHHW KOTOpPOro oOpa3oBaHbl HMMEHA
HapuIaTeIbHbIE WJIM Jpyrde WMeHa COOCTBEeHHbIe. B mociegHue
NECATUIICTHS STIOHUMAaMH MPUHITO 0003HAYaTh HA3BaHUS OOBEKTOB U
SABJICHUN (3aKOHOB, IMpP00, pedeKCOoB, CUMIITOMOB, CHHAPOMOB,
OoJe3Hel U T. Mm.), 00pa3oBaHHbIE OT MUMEH COOCTBEHHBIX OOXKECTB,
MU(PUYECKUX  CYIIECTB, JIETCHAAPHBIX TE€POEB WIH  PeajbHO
CYIIECTBYIOIIMX JIIOJIE, a TakKe Ha3BaHUW reorpaduuecKux
oObekToB.  IlpeBpamienue  wMeH  COOCTBEHHBIX B  HMEHa
HapHUIaTEIbHbIE 0Ka3aJ0Ch YAAYHBIM CIIOCOOOM OOpa30BaHUS HOBBIX
CJIOB.

Tpynno mpeacTaBUTh pas3fen MEAUIMHBL, B KOTOPOM HE
UCIIOJIH30BAJIUCh OBl AMOHUMUYECKHE TEPMUHBI. BOJNBIIMHCTBO U3
HUX, Boweamee B ynorpedisenne B XVI-XIX BB., aKkTHBHO
UCIIOJIB3YETCA W B HACTOAIIEE BpPEMs, HECMOTPSI Ha MEPHUOIUYECKH
BO3HHUKAIOIIME MPEAJIOKEHUS OTPAaHUYUTh UX  yHoTpeOseHue.
[Togcuutano, yto B HacTtosiiee Bpemsi cyimiectByer Oosee 8000
MEIUIIMHCKUX  OSIOHUMOB. HekoTopble H3 HHX YK€ CTajau
yCTapeBIIUMUA U BBOAAT B 3a0idyXKJIeHHWE, OJHAKO, B CHIYy HX
accolMany C HWMEHaMU BEJIUKHX YYCHBIX, KIMHHUIIMCTOB, OHH
CIIOCOOCTBYIOT 3alIOMHHAHUIO CJIOKHOW METUIIMHCKON WH(OopManuu
U GOopMUPYIOT 00pa3HOe TpeACTaBIeHNE O KIMHUYEeCKON kapTuHe. K
COXKaJICHUIO, C DIMOHUMHUYECKUMHU KIMHUYCCKUMH CHUMIITOMaMH M|
CUHIAPOMAaMH  CTYACHTBI W  TPAKTHUYECKHE BpadYd  3HAKOMBI
HEJIOCTaTOYHO.

[lo MHEHMIO dYacTH HCTOPUKOB W YJIECHOB BpadeOHOIO
COOOIIECTBA, UCIIOJIH30BAHNE HEKOTOPHIX SMTOHUMOB HEAOMYCTUMO IO
ITUYCCKUM W MOPAJbHBIM COOOpaKEHHUSAM, a TakKe dYacTo II0
UCOJIOTUYECKUM TpUYMHaM. Peub wmaer o TexX Bpadax, 4bs
NESATETLHOCTh BBI3bIBAET CEPHE3HYI0 03a00YEHHOCTh C TOYKH 3PEHUS
npoecCHOHAIBPHON  JTHKH, WIM HMMEIOTCS JIaHHBle 00 ux
NPUYACTHOCTH K TPECTYIUICHUSM HAIMCTCKOTO pPEKUMa W JIPYTHM
BOCHHBIM TMPECTYIUICHUSM. DTMOHUMUYECKUN TEPMHUH T'paHyJeMaTo3
Berenepa cBs3aH ¢ mMeHeM Hemelkoro mnatojiora ®@. Berenepa (F.
Wegener, 1907-1990), KOTOpBIiA, 10 HEKOTOPHIM JAHHBIM, B TOIbI
BTopoit mMupoBoil BoiHBI sBiIsICS oOepmrypmoOaHdropepom CC u
cnyxus B TeTto B ropoje Jloass (Ilonbira), rae ObII0 YHHUTOXKEHO



coiie 200 000 3akmrouenupix. @puapux Berenep npucoeauHuiCs K
HallMOHAJI-COLIMANINCTaM Jaxe paHbiiue, yeM [utiep, u ceirpan He
MOCJEAHIOI  poJib B (POPMUPOBAHUM  B3TJISOB  OyIyIIEro
YEJIOBEKOHEHABUCTHOTO Jsmaepa ['epmannu. Yepes rox mocie ero
cmeptu (1990), xorma Oblia 0OHapomoBaHa MHGOPMAIIMS O CBI3SAX C
HallUCTaMU M CAJAUCTCKUX DKCIEPUMEHTAaX, HAyYHOE COOOIIECTBO
oo Berenepa Bcex mpeMui U 3BaHUN.

Hemeukwuit Bpau I'. Petitep (H. Reiter, 1881-1969), Oyayun
MUHHUCTPOM 3JpaBooxpaHeHusi TpeTrbero perixa, oTBeyas 3a BBEACHUE
paspelieHuss Ha NPUMEHEHUWE DHBTAHA3MM W  NPUHYIUTEIbHOU
CTEpUIIN3AIMHU, )KEPTBAMHU KOTOPOU CTaIN COTHU THICSY 3aKIIOUECHHBIX
HAIIMCTCKUX KoHIyIarepeil. Kpome Toro, oH yuyactBoBaj B pa3paboTKe
onHoro u3 60 mpecTymHBIX HCCAEAOBATEIBCKUX JKCIEPUMEHTOB,
3aKJIIOYABIIETOCS B TPUBUBAaHUU BHUpyca TH(da 3aKIIOYCHHBIM
byxeHBaibJa, 4TO MPUBEJIO K COTHSAM CMEpTEJbHBIX UCX00B. [loce
Hropabeprckoro mpomecca PeliTtep HECKOABKO JIeT OTOBIBAM
3aKJIOYCHUE B aMEPUKAHCKON TIOPbME i1 BOCHHBIX MPECTYITHUKOB,
HO TIOCJIE OCBOOOXKJEHHUS CHOBa BEpHyJICA K pabore B oOjactu
MEIUIIMHBI ¥ 3aHUMAJICS MCCIIeIOBAaHUSAMH B peBMartojoruu. B 1977 r.
MEIUIIMHCKAs OOIIIECTBEHHOCTb, MOTPSICEHHAs HALMCTCKOM
NEATEeIbHOCTRIO U BOCHHBIMHU TPECTYyIUICHUsIMU Peiitepa, BrICTynMIa
c oOpareHueM 3aMEeHUTh Ha3BaHue CUHAPOM PeiiTepa Ha peakKTUBHBIM
apTput. TpeboBaHHEe MEIUKOB OBLIO YIOBJIETBOPEHO, HO, HECMOTPS
Ha 3TO, TEPMHUH €III€ BCTPEUACTCS B MEAUIIMHCKUX JIOKYMEHTaX M
UCIIOJIb3YETCS B MEJUIIMHCKUX BYy3aX.

[Ipr Bcex CHOXKHOCTAX M CHOpaXx BOKPYr TMPUMEHEHHS
SMOHMMOB CJIEyeT YIOMSHYTh 00 HMX TOJIOKUTEIHHOM BIIUSHUM,
KOTOPOE MMEIOT 3MOHUMUYECKHE TEPMUHBI B Hayke. HecoMHEeHHbIMU
MPEUMYIIECTBAMHU STOHUMOB SIBJISIFOTCSI UX KPATKOCTb M CMBICTIOBAs
€MKOCTh, OHH CIHOCOOCTBYIOT 0oJjiee TJIIyOOKOMY TMOHUMAHHIO
NEATEIIbHOCTH YEJI0BEKa U €ro NpoPecCUOHAIBHON KyJIbTYPHI.



I'JIABA 1.
IIIOHUMBI B KAPAUOJIOI'NHN

bamb6eprepa cumnrom
[IpusHak Hedocmamounocmu mpexcmeopuamoz2o Kianauda.
yCUJIEHUE Tyjdbcaluu sipeMHOM BeHbl. Omnucan ['enpuxom (o
bambeprepom  (Bamberger Heinrich)  (1822-1889), uemcko-
ABCTPUUCKUM _ BpayoM, TAaTOJOrOM, TpodeccopoM, TOKTOPOM
MeauirHbl. HaydHasi AesATeNbHOCTh CBSI3aHA C JBIXAaTEIbHOW U
CEPJIEYHO-COCYIMCTOU MATOJIOTUEN.
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Puc. 1. Cumnrom B21;46eprepa

Bbmnaa-Yaiirta-I'apaenna cuaapom (Blend-White-Garland)

BpoxaenHas aHoMaius COCYyHOB CEpALA, IPU KOTOPOU JieBas
BEHEYHasl apTepusi OEpeT CBOE HAYaJo OT JIETOYHOM apTepuH, 4TO
MPUBOAUT K HEAOCTATOYHOMY CHAOKEHUIO MHUOKapJa apTepUaIbHOM
KPOBBIO.

OOime mposiBieHUs: 4epe3 2-3 MecC. TOCiIEe  POXKICHUS
(JITaTeHTHBIA  TEPHOJT) MOSABJSCTCA  4YAaCTO€ TMOBEPXHOCTHOE,
3axjeObIBalONIeeCs]  JbIXaHWE;  OJBIINIKA,  XPHUIOTa,  Kallelb,
CphITMUBaHUE, PBOTA, IUaHo3 Ty0. Ilpu ocMOTpe BBISBISIOT
JIEBOCTOPOHHUM «CEPJICUHBbIN TOpO», paCIIMPEHHE TPaHHI] Cepila
BJIEBO, PA3JIUTOM, CMEIICHHBIM B JIEBYIO MOJIMBIIIEYHYIO 00JacTh
BEePXYIICYHBI  TONYOK, TPHUIIYIICHHBIE TOHBI CepAala, IIyM
HEJIOCTaTOYHOCTH MUTPAJILHOTO KJanaHa. B ciydae nekomriieHcanuu
HaOJI0MaeTCsA yBEJIUYCHHE TICYEHU, 3aCTOMHBIE XPUIMBI B JIETKHUX,
BBIPAKEHHYIO OJIBIIIKY B TTOKOE, IIMAHO3, YBEIMYCHHYIO MICYCHb.

PentreHosiornuecku: BbIpaK€HHas rumneprpodus  cepaua,
ocobenHo BieBo. Ha OKI': orpunarensuplii 3yder; T B 0lHOM WA BO




BCEX CTaHJAPTHBIX OTBEACHUAX (00sS3aTEIbHBIA CUMIITOM!), MPU3HAKU
UIIEMHUH WK WHapKTa IepeJHe00KOBOM CTEHKH JIEBOTO JKETyI0UKa.
JlnarHo3 MOATBEPKIAlOT 3XOKapjauorpadueil u KopoHaporpaduei.
YacTto nerampHBIM MCXOJ B TPYIHOM Bo3pacte. Ha3zBaH B uyecThb
amepukaHckux Bpauer Tomaca A. bmuma n .M. Tapnsunma, u
aHrIIMMCKOro Bpaya Yapisa Yaura.

BYl-cunppom

Puc. 2. Cungpom biasuaa-Yaiita-I'apinenaa

BortaaioBa nporoka He3apamenue (Botallo)

BpoxeHHbIl TOPOK.

Obwue nposenenus: He3apallleHue apTepuaibHOro MpoToKa, T.€.
KPOBEHOCHOT'O COCYZa, COCIUHAIONIETO y TUIOJa JETOYHBIA CTBOJ C
aoOpTOM, a TOCIe POXKIEHUS B HOPME MPEBPAIIAIONIETOCS B CBS3KY.
Coueraercs C MOBBIIIEHHBIM JIETOYHBIM KPOBOTOKOM M YXYJIIEHUEM
ra3oo0MeHa, CHocOOCTBYeT  BO3HUKHOBEHUIO  OpOHXUTOB U
THEBMOHUM, TPOSIBISIETCS YCWICHHBIM CEpJCYHBIM TONYKOM U
IIYMOM, BBICIYIIMBAEMBIM HaJl JIETOYHBIM CTBOJIOM. JlWarHos
YTOYHSIOT NP dXOKapauorpadpuu.

borannoB mnpoTOK Ha3BaH B UYECTh UTAIBIHCKOTO Bpada
Jleonapao boranno (boTtamimn), BliepBbie ONMUCABIIETO €TO.

HopMmanbHas uMpKynauva HexopmanbHan

3aKpbiThii OTKpbITHI
AprepuanbHbii apTeprantHbiin
NPoTOK NPoToK

Cepaue

Puc. 3. boramioBa mpoToka He3apalieHue



BoTknHa cumMnTom

boTrkmHa cuMOTOM - BO3MOXHBIM NPU3HAK MUTPAIBHOTO
CTE€HO3a: IIPY BBICIYIIMBAHUM JIETKUX BJOJb BEPXHEU U JICBOM I'PAHUIL
cepalna OOHAPYKUBAIOT  AaTEJEKTATUYECKYI0 KPEMUTAIMI0  HWIH
BJIQXKHBIC XPUIIbI, O0YCIIOBJICHHBIC JIaBJICHHUEM YBEIUYEHHOTO JIEBOTO
MpeJICepAUs HA JIETOUYHYIO TKaHb.

Onucan  borkuabiM  Cepreem Iletposumuem (1832-1889),
PYCCKUM BpauOM-TEpaneBTOM, OCHOBOMOJIOKHUKOM (PU3UOJIOTUYECKOTO
HanpaBJICHUST  HAyYHO-KJIMHUYECKOM  MEIULHHBI, OJHOTO U3
CO3/1aTeNEN BOEHHO-TIOJIEBOM TEPANIMHA U BOEHHO-CAHUTAPHOTO JIeNia B
Pocculickori apmuu, aBTOPOM psiAa TEOPETUYECKUX TPYIOB IO
MEJIUIIMHE, OOIIIECTBEHHBIM JCATEIIEM.

Bouuoao cumnrom
Boroio cuMnToM - NpU3HAK aHEBPU3MBI T'PYJIHON aOPTHI:
BUIUMAs TYJIbCAlldsd COCYJOB HOCOBOM TIOJIOCTH W CHJIBHOE
pa3ayBaHUE KpBUILEB Hoca Tmpu jabixanud. Kamwmmio bBommomo
(Bozzolo Camillo) (1845-1920), uTtanpsSHCKHN TepameBT, IaTOJIOT,
TIOJIUTHK, aHATOMHYCCKHH aToJIOT, YHUBEPCUTECTCKUI
IIPETo1aBaTeIb.

Bpera cunapom (Bret)

Kaunuxo-penmeenonocuueckasa  xapmuna  OJHOCTOPOHHETO
HAPYIIEHUS BEHTWIALMHU JIETKOTO MPU IOPOKAX pPa3BUTUA WU
CHABJICHUM W3BHE OJHOW W3 BETBEU JIETOYHOM aprepur. MOoxKeT
HaOmromarbesa npu Terpajge Pamio, U30JIUPOBAHHOM CTEHO3E WIIH
aTpe3n OJHOW W HECKOJIbKMX BETBEU JIETOYHOW apTepUU U APYTUX
AHOMAJIUSIX.

Cunonum: SIHyca CUHIPOM.

Obwue nposerenus. KINHUYECKHM — TPU3HAKK OCHOBHOTO
3a0oneBaHusa. PeHTreHOIOrMdyecku — Ppas3jiMdyHas MpO3pavyHOCTh
JIETOYHBIX TIOJIEH (HAa CTOPOHE YMEHBIIEHHOTO KPOBEHAIOJIHEHUS OHA
BBIIIIE, a JICTOYHBIA PHUCYHOK BBIpakeH cjabee, dYeM Ha
MPOTUBOIOJI0XHON cTOpoHE). B oTiuume ot cuHapoma Makieona
W30JIMPOBaHHAs COCYAMCTasi MATOJIOTUs HEe HaOII01aeTCsl.

Onucan dpanity3ckuM Bpadom J. Bret 8 1956 roxy.



BponoenTa cumnrom

[Ipu3HaK CIUITYUBOTO TIEPUKAPANTA: BTSHDKCHUE TPYIHON KISTKH,
CHHXpPOHHOE cepaeuyHomy putMy, B obmactu XI-XII pebep czamu
ClieBa W/WIM CHHXPOHHAs CEpPACYHOMY PHUTMY IIyJbCalus B
snuractpanbHoi objactu. Broadbent William Henry (1835-1907),
aHTJIMHACKUN HEBPOJIOT, OJWH M3 BEIYIIUX OPUTAHCKHUX CIICIIHAIHNCTOB
B 001acTH KapJAWOJOTMHW MW HEBpOJOruu. Takke MPOBOIMI
HCCIIeIOBaHUS, CBS3aHHBIC C TAKUMH 3a00JICBAHUSIMU, KaK TyOepKyIEs3
U paK.

Bpyraga cuaapom (Brugada)

HacnencrenHoe 3a0oneBanue. HabmromaeTcs yaiie y MOJIOIbIX
My>XurH. B ocHOBe 3a001€BaHUsI — T€HETUUECKUN Ne(PEKT HaTPUEBBIX
KaHAJIOB CEpJICYHOM MBIl TUN HaclenoBaHUs — ayTOCOMHO-
JTOMUHAHTHBIA, HO y MYXUYUH OJKU3HEYTPOXKAIOIIME apUTMUU
pa3BUBAIOTCS YallIE.

Obwue nposserenus. OJIOKajga MpaBoll HOXKHM Tydka ['mca co
CTOMKHUM TMOJBEMOM CeTMEeHTa ST B MpaBbIX IPYAHBIX OTBEICHUSIX U
YaCThIMHM CJIy4asMH BHE3AITHOM CMEpPTH BCJICACTBUE MOIUMOPQPHOI
KEITyJOUKOBOM TaxXWUKapAuu € OOJBIION YacTOTOM KETyIOYKOBBIX

COKpaIeHuH U bubprIIAIIN KEITYTI0UKOB. Tepanus
AHTUAPUTMUYECKUMHU CpeACTBaMH Manod(P¢eKTuBHA, BHE3AMHYIO
CMEPTH IPEeAYTPEKIACT UMILIAaHTaIHS KapJMoBepTepa-
nedubdbpusaTOpa.

Ha3paH B 4ecThb MCIIAHCKOTO W OCIBIMUCKOrO KapaAuoJiora u
anexktpodusnonora Ilegpo bpyraasl (a Takke uMeHeM ero Opara
Kozemna bpyrapr).

Tun 1 Tun 2 Tun 3

<

1

\/\[\/ CEQNOBUAHBIA BOTHYTbIA
NOABEM
) CETMEHTA ST csmem ST CEFMEHT ST
V2 {

V2
I
Il

OTPMuATEanbIM AJV\/\ )\—/\/\/\/
V3 3YBEY T V3
1l i
Il I

Puc. 4. bpyrana cuaapom

]



Byii6 cumnrom
[Ipu3HaK CIWUMTYUBOTO TEPUKAPANUTA: MOCTOSIHHOE BTSIKCHHUE B
npenacepaHoit oodmactu. Onucan dpaHiry3ckuM BpadoM Kanom byiio
(Bouilland Jean) (1796-1881), wuccnemoBal MHOTHE MEIULMHCKUE
3a00J1€BaHUsI U COCTOSIHMSI, BKJIIOYAsi pak, Xoljiepy, OOJIie3HU cepiia
(BBISIBIJT B3aUMOCBSI3b MEXAY PEBMATU3MOM U OOJIE3HSIMU CepAlla) U
sHIEDaHUT.

Broprepa-I'prorua 6ose3un (Burger-Grutz)

Nnnonartnueckun nmrnonao3. Tunm HaciaeaoBaHHST ayTOCOMHO-
PELECCUBHBIN.

Cunonumbl: AAUONIATUYECKUN JIUTIONI03, TUIIEPXOJIECTEPUMUYECKUAN
KCaHTOMATO3, UIAUOINATUYECKUN JIMIIOUATE3aypPECMO3, 3CCEHIMAIbHAS
TUIIEPIIUTNIEMHUS, 3CCEHINATBHBIA KCAHTOMATO3.

Obwue nposenenus. 00Je3Hb MPOSIBISETCS B 3PEJIOM BO3pacte,
BO3HMKAeT YYBCTBO ’Kapa B HOTrax, MNPHUCTYNbl OOJM B >KUBOTE.
[TosBIAOTCS MHOKECTBEHHBIE KCAHTOMBI CIIHM3UCTBIX O0O0JIOYEK U
KOXH (MPEUMYIIECTBEHHO JIMIIA U KOHEYHOCTEH), 4acTo remaro- H
CIUIeHOMeTanus; cuMnTombl BeimaaeHus ¢pynkuuii [IHC. Xapakrtepen
MMAHKPEATUT C THUIOTJIMKEMUEH, THUIIEPIUNIEMUYECKAss CBIBOPOTKA
KPOBH, HUMEIONIAs BHUJ MOJIOKA, THUIIEPXOJECCTEPUHEMUS; CHH>KECHHAs
MOCTT€NapUHOBAS JIMIIOJINYECKAs] aKTUBHOCTD IJ1a3MBl.

bonesnr moapoOHo wusydeHa Jleo broprepom, aBcTpuiicko-
aMEPUKAHCKUM BpadoOM, KOXHbBIC TPOSBICHHUS OMUCAHBI HEMEIIKHM
nepmaronorom O. ['protiem.

ol ¥ |

Puc. 5. broprepa-I' piOTua Goe3Hb

Bunorpagosa cumMnTom
IIpu3Hak HEZOCTATOYHOCTHU TPEXCTBOPYATOrO KJIANaHa. MpHU
CUJILHOW TyJNbCallMM IIEWHBIX BEH HAOIIOAAETCS CUHXPOHHOE
JIBMDKEHHME T'OJIOBBI HA3a/I.
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Onucan  PYCCKMM  KIMHUIUCTOM,  OCHOBONOJIOXKHHUKOM
Ka3zanckon tepaneBTHUECKOM MIKOJbI BuHOrpagosim Hukomaem
Anpapeesnyem (1831-1885). BonbmMHCTBO ero paboOT IMOCBSAIICHO
MEXAaHU3MY W JIOKaJIU3alluM aKyCTUYECKHX SIBJICHUWA TMPU TOPOKAX
CepAla, TOMUYECKOM JIMarHOCTUKE OIyXOJIEM MO3ra, MO3XKEUKa,
U3YUYCHUIO aIbOYMUHYPUH, IIMHTU U IPYTUX 3a00JIE€BaHUMN.

Boabda-Ilapkuncona-Yaiita cuaapom (Wolff-Parkinson-White)

Knunuko-snekrpokapanorpaduueckuii cunapom. OOycClOBIIeH
BPOXKJICHHBIMH OCOOCHHOCTSIMH TIPOBOJIAIICH CHUCTEMBI cepiana —
HAJIMYMEM JIONOJIHUTEIBHBIX ITyTEH IPOBEACHHS OT MPEIACEPAHHA K

KETyA0UKaM, MUHYSI MpeCePAHO-KETY TOUKOBBIN y3en
(npeanoJiaraeTcsi ayTOCOMHO-IOMUHAHTHBIN TUIT HACJIEIOBAHHUS ).
CuHonuM:  CHHIPOM  TPEXKIECBPEMEHHOIO  BO30YKICHUS
KEITYJTI0UKOB.
Obwue NpOos8IeHUSL. MIPUCTYIIbI TaxXuKapaIuu

(HaKEeTyJ0UYKOBOM, MEpIaHUsl, TpemeTaHus MpeACepArl U Ap.) |
tunnuHble  u3MeHeHus Ha  OKI  (ykopodyeHue  wHTepBaia,
XapaKTepU3YIOIIETO  MPEACEPIHO-KEITYJOUKOBOE TPOBEJECHUE, U
MOSIBJICHWE AHOMAaJbHOW O-BOJIHBI B Hayaje >KeIyJA04YKOBOTO
KOMIUIeKca). MoxeT OBITh CTOMKMM M HECTOMKUM (HMcUe3aeT IIpH
YVYAIICHHH CepJIeYHOro putma). IIpMm OTCYTCTBMHM MPHUCTYIIOB
TaxXUKApJUU KIMHUYECKH HE TPOSBISAETCS, BBISBIACTCS TOJBKO TMPHU
aJIeKTpoKapauorpadudeckoM wuccienoBanuu. [lpu HeobxoammocTu
JIMArHo3  yTOYHSIOT C  TIOMOMIIBIO  AJIEKTPO(U3UOIOTHUECKOTO
UCCJIeIOBAHUA.

Bnepsvie onucan B 1930 romy Jlymcom Bosbdom, J[>koHOoM
[Mapkuaconom u Ilomom [lammu Vaittom, a B 1940 romy tepmun
«CUHIIPOM Bosnbda-ITapkuncona-yYaita» ObLI BBEJIEH B
ynotpeOieHue.
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Puc. 6. Bonbda-Ilapkuncona-Yaiita cunapom
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T'anaBepaena cunapom (Gallaverdin)

JloOpokauecTBeHHasi KEIYJIOYKOBasl TaXMKapAus MOJOJIbIX
JIOJIEH.

Obwue  nposeieHus:  TPUCTYIBI  MOCTOSHHO-BO3PACTHOMN
Taxukapauu (popma >KeIyJOUYKOBBIX KOMIUIEKCOB B BHUIEC OJIOKaJIbI
JICBOM HOXKKHM Mydka ['mca) coueTaroTcss ¢ OJJUHOYHBIMH HJIU TTAPHBIMU
KEITYJJOUKOBBIMU  dKCTpacucTosiamMu Tol ke ¢dopmbl. Teuenue
OJIaronpusTHOE.

Onucan B 1922 1. dpanmy3ckum Bpadom Louis Gallaverdin
(1875-1957).

I'edepaena cuuapom (Heberden)

Cunonumsi: actma I'ebepaena, rpyaHas xaba, CTCHOKapAus.

OOycoBICHHBIC HINIEMHEH CEPJICYHOM MBIIIIIBI, KaK MPaBHIIO,
BCJICJICTBUE KOPOHApPHOT'O AaTEpPOCKIIEPO3a, MPUCTYIBI BBIPAXKEHHBIX
OoJieil 3a TPYOUHOW C Hppagualvedl B JIEBYK PYKY, UYyBCTBOM
HEXBaTKM BO3JyXa U  OIIyLICHUEM TMPUOJMKEHUS  CMEPTH.
Anrmuiickuii Bpau YwuibsaMm ['ebepnen omucan 3a00JieBaHHE Tak:
«Ecmm ke Oomm B TpyAWM OYEHb CHIBbHBIE W HEOOBIYHBIC...
CONPOBOXKIAIOTCA  YAYyIIBEM © YyBCTBOM CTpaxa, TO OHH
MPEJICTABIISIOT CEPhE3HYI0 OMACHOCTh, U UX MOXHO HA3BaTh «Ipy/IHAs
abay... Yarie Bcero oHM BO3HHUKAIOT MPH X0160€ (0COOCHHO B TOPY)
U BCKOpE TMOcCJe IpueMa NHUIIM B BHUAE OOJIE3HEHHBIX U KpaiiHe
HETPUSTHBIX OIIYIICHUA B TPyJH, KOTOPHIE BCE YCHJIMBAIOTCS U HE
poxosT. UeIoBEeKy KaXeTcCs, YTO OH BOT-BOT YMpPET, HO, KOTJa OH
OCTAHABJIMBACTCSI, YYBCTBO CTECHEHHMSI B TpPyAud MPOXOAUT, U B
nepepriBax MEXIy NPUCTyNaMH MAaIlMeHT YyBCTBYET Ce€0s BIIOJIHE
Herioxo. MHoria 6071 BO3HHUKAET B BEpXHEH, MHOTJA — B CPEHEH, a
WHOTJIa — B HIMDKHEW 4acTU TPYJMHBI M 4Yallle pacIojaraercsl ClieBa,
yeM crpaBa, oT Hee. OUeHb 4acTO OHAa PACHPOCTPAHSIETCS B JIEBOE
meyo. Eciu 6one3np mpoaoipkaeTes rod U 0oJiee, TO BO3HUKAIOIIas
npu Xo/p0e 00Jb y)Xe He MPOXOJUT IOcCie OCTaHOBKHU. bojee Toro,
OHAa MOXKET BO3HHUKATh JIa)KE€ TOTJA, KOTJa YEJOBEK JIEKUT, 0COOCHHO
Ha JIEBOM OOKYy, M BBIHYKJIA€T €ro MOJHSATHCSA C MOCTeNn». J(narnos
MOATBEPKIAIOT ¢ mnomoulplo cyrouHoro OKI'-moHuTOopupoBanus,
Harpy304HbIX TECTOB, KOpOHApOAHTHOTpadUH.
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I'épTHepa cumMnToM

[Toka3aTenp ypoOBHS HaBJICHUS B IPABOM MPEICEPIUU: UM
BBIIIIC IPUXOJAUTCS MOAHUMATD PYKY, YTOOBI CHAIMCH MIOBEPXHOCTHBIC
BEHBI PYKH, TEM BBIIIIEC JTABJICHUE B IIPABOM IPEICEPIUH.

I'ycrae T'epraep (Gustav Gértner) (1855-1937) aBctpuiickuii
MEIMK, TMaroJor u mefaror, wieH JleonoapAuHbl. MHPOBYIO
U3BECTHOCTh ['epTHep NPHOOPEN CBOMMH pabdoTaMU O 3HAYCHUU
3JIEKTPUYECTBA B METUIIMHE.

Toabaoaarra cuaapom (Goldblatt)

['mniepToHus BCIEACTBUE CTEHO3a IMOYEYHOU aprepuu. Mmemus
MOXKET BO3HUKATh BCJEACTBHE CTEHO3a I[IOYEUHON apTepuu, ee
aHEBPU3MBbI, CHIaBJICHUS COCYJIHMCTONM HOXXKH OIYyXOJbIO  WJIU
WHOPOJHBIM  TEJIOM, CKIEPO3UPYIOIIUM  MEAYyHKYJIUTOM, TIpH
uH(}apKTe OYKH, TpaBME, OTNepalliiaX Ha Hel U J0OaBOUHBIX COCY/aX,
AMOOJIUN U TPOMOO3€ MOYEHHON apTepuu, CEpJICUHBIX 3a00JI€BaHUSIX.
3abomneBaroT vaiie >keHIuHbl B Bo3pacte 20-40 ner.

OO0mue MposBICHUS: XapaKTEPHU3yeTCsl BHE3AMHBIM HAYaJIOM,
OBICTPBIM Pa3BUTHEM U TEHACHIIMEH K 3JI0KAYECTBEHHOMY TEYCHHIO
apTepuaNbHOW  TUNepTeH3uH. [IpoMOIKUTENBHOCTh THUIEPTOHUU
BapualesbHa: Y OJHUX OOJIbHBIX OHA JUTMTCS HECKOJIbKO HENeIb WU
MECAIIEB W TPOSBIACTCS TSKEIBIMH CHUMIITOMaMH, Y JIPYTUX
HaOJIOIaeTcsl  HECKOJIBKO  JIET, IHpoTeKas J00pOKauecTBEHHO.
OTmedaroTcsi BBICOKME MHMQPPHI AUACTONMYECKOTO JaBlieHus (y
Hekotopeix 170 mm  pr.cr.). YV 30% OONbHBIX ONpEenesioT
PETUHOIATHUIO. Jluaruos TIOJITBEPKIAFOT KOMITBIOTEPHOMH
ToMorpaduei, aoprorpaduei, CEJICKTUBHOU MMOYEYHOU
auruorpaduein. OTKpPBITHE PO TOYEK B  PEryJIUPOBAHUH
apTEepUATHHOTO JAaBJICHUS TIPUHAJIC)KUT aMEPUKAHCKOMY TTaTaHATOMY
["appu ['onsOnatTy.

T'opnona cuaapom (Gordon)

Pa3HOBUAHOCTH Cynpeccur peHUH-AIIbIOCTEPOHOBON CHCTEMBI Y
HEKOTOPBIX OOJIbHBIX TOUYEUHON U ACCEHUUAIBHOW TUTIEPTOHUEH.

Obwue nposenenus’. XapakTepHa apTepHalibHas TUnepToHus. B
aHaIu3e KpOBH OOHapyKUBAIOT TUIIEPKATHUEMUIO,
rUnoabocTepoHemMuto.  OrpaHudyeHue  ynoTpeOJIeHHsT  HaTpus
BBI3BIBAET HOPMAJIM3ALMIO BCEX MOKazareseil. Bnepsrle ObUT omucaH
BpauoMm Pruuapnom ['opnonom.

13



I'pama (I'pexema) CTtuiuia mym

OTO  BBICOKOYACTOTHBIA pPaHHUN  JUACTOJUYECKHU  IIyM,
KOTOPBIN JIyYIIIE BCETO CIBIIIEH y JIEBOIO Kpas IPYAUHBI BO BTOPOM
MEXpEOEPHOM MTPOMEKYTKE MPH TMOJHOM BIOXE MalMeHTa. BriepBoie
oH ObL1 onucad B 1888 rony. lllym cibliiieH u3-3a BBICOKOM CKOPOCTH
00paTHOIO0 IMOTOKA 4epe3 JEroYHbIM KilamaH; OOBIYHO 3TO SBJISETCS
CIHEACTBUEM  JIETOYHOW  TUIIEPTEH3UH, BBI3BAHHOM  CTEHO30M
MUTPAIBHOTO KJIallaHa WK y MalUEeHTOB C XPOHUYECKUM JIETOUYHBIM
CepAlleM B pe3yJbTaTe XPOHUYECKOM OOCTPYKTUBHOM 00J€3HU
JIETKUX.

JInacrosmyeckuii PyHKIHOHAJIBLHBIH 1IYM
I'pexema Cruiia

1 — BbICOKOE 1aBJieHne B JIA;
2- HENOJIHOE CMBIKAHHE CTBOPOK
KJIANIAHOB}

3- TypOy.ieHTHBIi TOK KpoBn u3 JIA B
ITK Bo BpeMsi 1HACTOJIBI;
Ornocure/Hast 4 —ynKIHOHAILHBI IHACTO/IYECKIIT

HEIOCTATOMHOCTH KJIAIIAHOB myM.
JIroumHoii aprepun

Puc. 7. I'pama (I'pexema) Ctuiia mym

I'yau cunapom (Gouley)

CreHo3 JIErOYHOM apTepuu BCJIEACTBUE €€ CAaBIMBaHUS
NepUKapAUAIbHBIMU  CPAIICHUSMH, BO3HUKIIMMU B pe3yjbTare
MIEPEHECEHHOT0 aIr€3MBHOTO MEPUKAPIUTA.

Obwue nposenenus: XapakKTEPHO TMOSBICHUE OJIEIHOCTH,
OJIBIIIIKK, CHUCTOJIMYECKOW TyJbCallMM BO BTOPOM U TPEThEM
MeXpeOephsiX clieBa C MOCIEAYIONIUM JTUACTOJIMYECKUM BTSIKCHUEM.
Pa3BuBaercsi paclIMpeHHE TpaHUll CEPALla, OCOOEHHO B TPETHEM
Mexpeoepbe cieBa. [Ipu BBICTYIIMBAHUM BBISBISIOT CUCTOJWYECKUN
yM HajJ JeroyHoud aprepuer. Ha  anexrpokapauorpamme
HaOJII0AI0TCSl MPU3HAKKU TEPETPY3KU MPABBIX OTAENOB cepaua. [lpu
PEHTIEHOJOTHYECKOM HCCIIECIOBAHUHU BBISBIIAIOT YBEJIMYCHUE MPABBIX
OTJIETIOB CEepAlIa.

Onucan amepukanckum Bpadom B.F. Gouley.
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HNaKoctsl cuaapom | (Da Costa)

Kommiekc  QyHKIMOHAIBHBIX  CEPACYHO-COCYIUCTBHIX M
JIBIXaTEIbHBIX PACCTPOMCTB, ONMUCAHHBIX Y MOJIOABIX COJIJIaT, KOTOPHIC
NPUHAMAIU ydyacTue B rpaxkaaHckoil BoitHe B CIIIA. B ocHoBe 3Toro
COCTOSIHHS JIEKUT IICUXOTE€HHBINM TUIIEPBEHTUIISLIMOHHBIA CUHIPOM. B
COBPEMEHHOM KIIMHUYECKOW MPAKTUKE pAaCCMAaTPUBACTCS B paMKax
BEr€TaTUBHOW JUCTOHHH.

CuHOHUMbBL. CUHAPOM COJAATCKOIO CEPAlA, «pa3ApakKE€HHOE
cepile», HEHPOLUMPKYIATOpHAs JUCTOHMS, (PpeHOKapus, BOCHHBIN
HEBPO3, TIOCTTPABMATUYECKOE CTPECCOBOE PACCTPOUCTRBO.

Obwue npossienus. ONUIYIICHUE HEXBATKH BO3JyXa, OJIBIIIKA,
YyBCTBO TSDKECTM WJIM O00Jb B 00JacTH cepjma, ceparneOueHue,
KOTOPBIE PE3KO YCUIIMBAIOTCA MIPH MaJICUIIEH Harpy3Ke.

Cunapom Ha3BaH B U€CTh aMEPHKAHCKOTO Bpada-xupypra Skobda
Menneca Jla Kocthl, koTopslii onucan ero B 1871 rogy Ha ocHOBE
HaOJII0/IeHUH 3a yyacTHUKaMu ['paxknanckoit BoitHbl B CIITA.

Jxanenunase CMMIITOM

HuddepkHianbHO-IMarHOCTUYECKUA ~ TpU3HAaK  WHGapKTa
MHUOKapJia ¥ OCTPOTO IMaHKpPEaTUTa: YMEHBIIIEHNE 00U MpH TIIyOOKOMH
najablallid AMUTACTPATIbHOW 00JIaCTH XapaKTepHO i WH(apKTa, a
ycuieHue Oonu - 1y maHkpeatuta. Ha3BaH B 4ecTb COBETCKOTO
XUpypra, ACHUCTBUTEILHOTO WieHa AKaJAEeMUU MEAMIIMHCKUX HayK
CCCP Jlxanmemmm3e MWyctuna MHMpenumanoBumya (1883 — 1950),
KOTOPOMY TpHUHAIJIEKAT MHOTOUYHCIEHHbIE pPa0OThl, TJIABHBIM
o0pasoM IO XHPYPIHMH Ce€paua M COCyIOB, TPaBMaTOJIOTHUH,
HEOTJIO)KHOW ¥ BOCHHO-TIOJIEBON XUPYPIHUU.

Jl2kéKkcoHa CHMIITOM

[IpuzHak GUOPHUUIAIUU-TPETICTAHUS TIpeaAcepaAnii: aehUIUT
nyJibca. {7 BBISBICHUS 3TOTO CUMIITOMA UCCICAYIOMIUNA OMPEAECIISIET
4acTOTy IyJbCa, a €ro MOMOIIHUK OJHOBPEMEHHO ayCKYJIbTaTUBHO
MOJACYUTHIBAET YHCIO CEPJCUHBIX COKpaileHuit 3a 1 MuHyTy.
Jedunut mynbca = YacToTa CEpACYHBIX COKpAlleHWHd - YacToTa
nynbcoBbIX BoiH. JDkeiimc Jxxekcon (Jackson James) (1810-1854) —
aMEpUKAHCKUU Bpay.
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Puc. 8. JI)xékcoHna cumMnTom

JskéiiHyds1 CMMIITOM
Bo3moxHbIM IIPU3HAK OaKTepuaIbLHOTO JHJIOKAPAUTA:
HeOoJbIIne 0€300J1€3HEHHBIE IPUTEMATO3HBIE MATHA WK TeMOpparuu
Ha JAJOHSAX WM cromnax. Ha3BaH B 4YecTh aMEpPUKAHCKOTO Bpada
Oneapnaa amammans xeiinyas (Janeway Edward Gamaliel) (1841-
1911), amepuKaHCKOTO Bpaya, OJHMM M3 BEIyIIMX TEPArlCBTOB
AMEpHUKH B KOHIIE JEBSITHA/IATOrO U Hayaje JBAAATOTO BEKOB.

Puc. 9. J[xélinysa cuMnTom

J{oOpOTBOPCKOr0 CHMIITOM
[Ipu3HaK AKCCYIaTUBHOTO MEPUKAPIUTA: ACUMMETPHS IyJibca Ha
JYyYEBBIX apTepHusiX, a TaKXKE€ YMEHBIICHUE €ero HaMoJHECHUS W
HalpsOKEHUsT MOPU  BBIPAXKEHHOM  AKCCYJAaTUBHOM  MEPUKAPIUTE;
OOyCJIOBJICH CIABJICHHMEM TMOJKIIOYMYHOW apTepurl U HadaJlbHOU
YacTH IJICYET0JI0BHOTO CTBOJA.
Onucan COBETCKMM BpauyoM, XUPYProM, HEUPOXUPYProM,

JOKTOPOM MeauuuHbl, mpodeccopom JobporBopckum Bacummem
MBanosuuem (1869-1937).
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Hopenaopda cumnrom
[lpu3Hak aHEBPU3MBbI JIYrd AaoOpThI. CIJIAKCHHAs, WHOTIA
NyJbCUPYIOIIAas HaIKIUYMYHAS SIMKA ¢ OJHOM cTOpoHbl. Ha3BaH B
yecTh Hemenkoro Bpawa I'anca Jlopenmopda (Dorendorf Hans)
(1866-1953).

Hpeccaepa cuaapom (Dressler)

AyTOMMMYHHOE HapylI€HHWE, CBA3AHHOE C MOpaXECHUEM
MuoOKapja. Pa3BuBaercss yepe3 2-8 Hedenap IIOCiEe TNEPEHECEHHBIX
uHpapkTa  MHOKapjaa, IEPUKAPJAUOTOMUU WM  MHTPaIbHOMN
KOMHCCYpOTOMHH Y 3-4% ManueHToB.

CunoHuMbL. MOCTUH(MAPKTHBIN CUHAPOM,
MMOCTKOMUCCYPOTOMHUYECKMH  CHHAPOM, CHHIPOM  MUTPAIbHOMU
KOMHCCYPOTOMMUH.

Obwue nposeieHus. XapaKTEPHBIMU TPOSBICHUSMHU SBISIOTCS
JUXopajka, 00Jib B CycTaBax, JiMXopajka. [larTorHoMoHMYHA Tpuaaa
MPU3HAKOB: MEPUKAPJIUT, TUIEBPUT, MHEBMOHUT. [IHeBMOHUT OoJee
pEeNKOe SBJICHWE, 4YeM IMpeablaylme asa pacctpouctBa. DoOKycCh
BOCHAJICHHUS DPa3MEIICHbl B HWXHHUX OTAenax Jerkux. Ham stumum
Y4aCTKaMHu NMEPKYTOPHBIN 3BYK YKOPOUYEH, CIBIIIHBI BJIAKHBIE XPHUIIBI.
B MokpoTe MOXHO OOHAapy>KUTh KpPOBb. B KpoBH OOHapyXHBaIoT
JIEUKOLIUTO3.

AMEpUKaHCKUI Kapauoaor YuibsaM [lpeccnep BepBbIE OmUcall
ATOT CUHJPOM CHUHJIpoM B 1956 roxy.

ropo3bé-Bunorpagosa cuMmnrom
[Ipy3Hak  HEAOCTATOYHOCTH  AOPTAIBLHOTO  KJAMaHa: 3TO
COUYETAaHUE CUCTOIMYECKOTO U JAMACTOIMYECKOTO COCYIUCTHIX IIYMOB,
BBISIBIIIEMBIX TPU HAJABIMBAHUM TOJOBKOW CTETOCKONAa Ha 00JIAaCTh
MPOCKIIMA KPYMHBIX apTepuil aprepuu. HaszBan B 4ecTh pyccKOro
kuHucrta BuHorpamoBa Hwukonas AmxnpeeBunya (1835-1881) m

dpanmysckoro Bpaya Iloms [roposse (Durozier Paul Lois)
(1826-1897).

EropoBa cunapom
IIposiBnenue TOH3WJUIOT€HHOU MUOKapAUOAUCTPOPUH,
OCJIO’KHEHHOU THUITOTAIIAMUYECKUMHU PACCTPONCTBAMM.
Cunonumul: 00JIe3Hb Eroposga, TOH3UJIOTE€HHAS
MUOKapAUOAUCTPOUSL.
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Obwue nposeienus:. XapaKTepHAa BBIPAKEHHAS KapJuamrus,
HEMPOU3BOJIbHBIE TyOOKHE BJOXM MPU HOPMAIBHOM JbIXaHUU U
JIpyrue MHOTOYHMCIICHHbIE KajdoObl Ha 3a0ojieBaHUE Ccepila, He
COOTBETCTBYIOIIIUE CTEMEHU TMOpa)keHUst Muokapja. OTmeuaroTcs
c1aboCTh, IIJIOXOM COH, IOHWKEHHBIM anmeTut, cyodeOpuibHas
temneparypa. Ilpu  OOBEKTMBHOM  HCCIICIOBAaHUU  BBIABISIOT
HOpPMAaJIbHbIE TPaHUIBl CEPALA, YMEPEHHYIO TaxUKapAHIO; IIyMbI
OTCYTCTBYIOT WJIM BBICIYIIMBAECTCS HETPOMKHUN, MEHSIOMIMHCA MO
WHTEHCUBHOCTH cuctoiaumdeckuii mym. DKI': npusHaku nud@y3HbIx
U3MEHEHUH U B MHOKapJie, HAPYUICHHE aTPUOBEHTPUKYJSIPHOU
npoBoguMocT | CcTemeHW, COBMAJAIOIIEe CO  BCIBIIIKOM
TOH3WLIsSIpHON uHpekuun. C-peakTUBHBIM OEIO0K OTPHUIATEIbHBIM,
KOJIMYECTBO M COCTaB IUIa3MeHHbIX OenkoB U COD HOpMaibHBIE.
Ha3sBanue mano mo wmmeHu y4€HoOro, Kotopwii B 1928 romy omucan
NaTOJOTMYECKUE  M3MEHEHHs  CepAlla  TOH3WUIOT€HHOIO0  H
OJIOHTOT€HHOTO MTPOUCXOXKICHUSL.

Kakky cumMnrom
[Ipu3HaKk CAUMYMBOTO NEPUKAPAUTA: BTSHKEHHE MEXPeOepHBIX
IPOMEKYTKOB B 00JIaCTH cep/ilia BO BPEMs CUCTOJIBI.

®Denomen onucan (Pppaniysckuii TepaneBT Curmamynna JKakky
(Jaccoud Sigismond) (1830-1913).

KBHHKe cHMIITOM
HpI/I3HaK HCAOCTATOYHOCTHU aAOPTAJIBbHOI'O KJ1ariaHa. BHJII/IMBIﬁ
KaMWJUISIPHBIN TYJIbC B 00JACTH HOTTEBBIX (pajanr. Onucan HEMEUKUM
BpauOM-TE€pPANieBTOM M XHPYpProMm, aBTOPOM OOJBIIOTO YHCIIA
OTKPBITUM U HOBIIECTB B 00JacTU MeauIIMHBI [ 'eHprxom MpeHneycom
Ksunke (Quincke Heinrich Irenaeus) (1842-1922)

]

Puc. 10. KBHHKE CUMIITOM
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Kuepka-Jlesu-Kpucrecko cuaapom (Clerc-Levy-Cristesco)

PaznoBugHOCTB CUHApOMA Bonsda-ITapkuncona-VYaiita,
HaOro/MaemMas Mpy MpOBECHUU BO30YxJeHusl 1mo mydky JhxeiMmca,
COCIMHSIONIEMY  MpaBO€  MpeIcepAue W HIDKHIO  4YacTh
aTPUOBEHTPUKYJISIPHOTO Y3714 WJIM BEPXHIOIO YacTh mmydka ['uca.

CunoHnumol. cuaapoM Kopotkoro P-Q, cunapom CLC.

Obwue  nposasieHus.  KIMHUYECKU  HEPEIKO  MPUCTYIIbI
MAapOKCHU3MAIBHON TaxuKapauu (OIHAKO PEXe, YeM IPU CHUHIPOME
WPW). Ha DOKI': ykopouenwe wuntepBanma P-Q (menbme 0,1 c),
HUKHAS 4YacTh KoMmiuiekca QRS He pacmmpena (B oTiauyue OT
cuaapoma WPW), A-BOJIHBI HET.

CunzapoMm BrepBbie onucanu ¢ppaniry3ckue kapauoioru A. Clerk,
R. Levy u pymbinckuii Bpau C. Cristesco B 1938 rony.
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Puc. 11. KHC}SEa:J_[—éB;I-KbI/;CTeCKO CUHJIPOM

Jlanaoabgu cumMnTom

[Ipu3Hak HETOCTATOYHOCTH aOPTATBHOTO KjlalaHa: CyKCHHE
3padyka BO BPEMS CHCTOJIBI M PACHIUPEHHE €ro BO BpPEMs JIHACTOJIBI.
HaspaH B uecTh MTaimbsHCKOro Bpada Mukene Jlangonsdu (Landolfi
Michele) (1878-1959), mpodeccopa METMIIMHCKOW CEMHOTHKH B
HeanoiMTaHCKOM yHUBEPCHUTETE, WieHa MTanbsIHCKOTrO (halrmcTCKOrO
oOIIeCTBAa HAYYHBIX HCCICIOBAaHUN TyOepKyné3a u Accoluaiun
CBOOOJIHBIX yuuTeneit Heamoos.

JIaHYN3M CHMIITOM
IIpu3Hak  HEOOCTAaTOYHOCTH  TPEXCTBOPUYATOrO  KJjallaHa:
BBIPQKEHHOE HAIOJIHEHUE SIPEMHBIX BEH BO BPEMsI CHUCTOJIBI BMECTO
HaOJIF0JJaeMOTO Y 3J0POBBIX HEKOTOPOI'O CIAJICHUS JTHUX K€ BEH.

19



IoxoBauuu Jlamumsu  (Lancisi  Giovanni  M.) (1654-1720) -
UTAJILTHCKUU Bpad "W aHATOM, CUYHTACTCA IICPBbBIM COBPCMCHHBIM
THTUCHHUCTOM.

JleBa-Jlenerpa 00J1e3Hb

Hapymenue npooaumocTtu. HaOmrogaeTcs mpeumyIieCTBEHHO
y MYXXYHMH MOJIOJOrO M cpeaHero Bo3pacrta. OmHa M3 BO3MOXKHBIX
OPUYMH CTOMKOW aTPUOBEHTPUKYJSPHON OJIOKaAbl W HapylIeHUH
BHYTPWIKEIIYJJOYKOBOM  TPOBOAUMOCTH (B  YACTHOCTH, OJIOKAbI
paBOW HOXKKHU IyyKa ['nca) y B3pOoCibIX.

CuHOHUMbBI. WIUOTIATUYECKAsT XpOHHUYECKas OJiokama, 0oJie3Hb
MPOBOJISIIIIEN CUCTEMBI CEPIIA U30JUPOBAHHAS.

Obwue nposeieHus. XapakTepusyercs IUCTPOPUUECKUMU U
CKJIIEDOTUYECKMMHU NU3MEHEHUSIMHU MPOBOASLICH CHCTEMBI CEpAla MpHU
OTCYTCTBUU TOPAXKEHHUS OCTAJIBbHOM 4YacTM MHOKapJa, KIIAlaHOB,
BEHEUYHBIX apTepuid. [IporpeccupoBanue mpouecca 1 BOSHUKHOBEHUE
JTUCTAIBHON  (TPEXITyYKOBOM)  aTPUOBEHTPHUKYJSPHOM  OJIOKAIbI
TpeOyeT UMIUIAHTAIIMU DJICKTPOKAPIUOCTUMYJISITOpa. DpaHIly3CKUe
kapauoniorn M. JleB (M. Lev) u K. Jlenerp (J. Lenegre) ces3anu
BOCJIMHO KIMHUYECKHE HaOmojeHuss u jgaHHble DKI' v u3noxuim
CBOIO TEOPHIO MPOTPECCUPYIONIETO 3aMEJICHUSI MPOBOJAUMOCTH KaK
OTZIEJIbHOTO 3a00JICBaHUSI.

JIédpdaepa cunapom |1 (Loffler)

@uOPOMIACTUYECKUIN SHIOKAPAUT, TPEUMYILIECTBEHHO B ITPABOM
xKenynouke. [Ipenanonaraercs annepruuecKun reHes.

Obwue nposenenus. 4dacto adeOpUIIbHOE TEUCHHE, aCTCHUS,
VCXYJaHUE, OJIBIIIIKA, CILUICHOMETaJIHS. Pa3BuBaercs
Iporpeccupyronias CepjAedHas HEIOCTaTOYHOCTh 0€3  0COOBIX
(bU3MKaIBHBIX JTaHHBIX, H3PEAKA CHUCTOJUYECKUM IIyM WA PUTM
rajona. B TepMUHAIBHBIX CTaAUSAX BBIpaXKECHHas Kapauomeranus. Ha
OKI' — orpunarensssiii 3y0enr T ¥ npu3HaKu Mneperpy3ku JIEBOrO U
IIPaBOro cepaua. Bripaxkennas 703UHOMUINS, HEPEIKO
anLOyMuHypus, azoremus. [IporHo3 HeOMaronmpusTHBIN; JeTaIbHbIN
ucxoq B TeueHue 2-24 mec. Ha3zBan B 4decTh MIBEHIIApPCKOTO Bpada
Bunsrensma JIéddaepa.
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JInomana-Caxkca sugokapaut (Libman-Sacks B.)

[Topaxenue >HIOKapaUTa NPU CUCTEMHOM KPACHOW BOJIYAHKE
(wame — nopu  a"HTUdochoIMOUIHOM  cHHApoMmE).  bojerT
MIPEUMYIIECTBEHHO MOJIOABIE IEBYIIKA WM KEHIIWHBI. BcTpeuaercs
peaKo, OOBIYHO MPOTEKAET OCCCHMITOMHO, BBISBISSICH TOJBKO TPU
aXoKapauorpadum.

Cunonumut. ATUITNYHBIN O0OpOIaBUATHIM SHAOKAP/IUT,
BOJIYAHOYHBIN YHJOKAPIUT.

Obwue nposeénenus: NOJIHASI KIIMHUYECKask KAPTUHA Pa3BUBAETCS
npy HEOJArompusiTHOM MMMYHHOM cTtaTyce. OTMeuaroTcsi BBICOKas
TeMIlepaTypa, Ijaoxoe oluiee cocTtosiHue. Pa3BuUBaeTCs SHIOKAPIUT,
MOPAXKAIIUM  OPEMMYIIECTBEHHO  MpaBble  OTAEIAbI  CEpAUA.
XapakTepHa CKIIOHHOCTb K MEPUKAPAUTY, ITNIEBPUTY, IEPUTOHUTY WIIH
nonucepo3uty. Yacto HaOMOAAETCS BOCHAIEHUE MEIKUX M CPEIHHUX
aprepuil. BoO3HUKaOT TpexXOodIIue apTPardv, MNOJUAPTPHUTHI,
MUAJITUU U MUO3UTHL. HabmrogaroTcst mpu3HaKd 04aroBoro Hedpura,
KOTOPBIN POSIBIISIETCS aNbOyMHUHYpHUEH, HE3HAYUTEIbHOU
reMaTypuen, HOPMOTOHHUEMN. HNnorpa OTMEYAITCA
renaToCIVICHOMETallusd U yBEIWYeHHe JUM(aTHYECKUX  y3JIO0B.
HabGmronaercs xapakTepHas A1 KpaCHOM BOJIYAHKHU CHITIb HA JIUIE B
Bujie 0abouku. Hepeako BO3HUKAIOT 3MUICNTU(POPMHBIEC MPUIAIKH,
MEHUHTHAIBHBIE CUMIITOMBI, Napallduh. XapaKTepHA CKIOHHOCTb K
nerexusiM. B aHanuze KpoBU OOHApYKUBAIOT TUIIOXPOMHYIO aHEMHUIO,
JelikonieHn0  (HeoOsi3atenbHO). 3HauuTeNlbHO yBeauueHa COD.
['emokynbTypa oOTpuUlIaTelibHA. XapaKTepHa TUNep-y-TI00yJIUHEMUS,
m3penka Haxomar LE-kneTku, mnatorHoMOHHMYHBIE I KpacHOU
BOJJYAHKHU. XapaKTEpPHbl PEMUCCHM H  PEUUIUBBL.  boie3Hb
MPOJ0JIKAETCS MeCsIIaMK Wik TojilaMu. [Tporno3 HeOaronpusiTHBIN.

BnepBeie oH ObUT  onucan Omanysnem JluOMaHoM W
benmxamunom Cakcom B OonbHUIlE MayHT-CHuHaii B Hbm-ﬁOpKe B
1924 rony. Cesa3p Mexay sHaokapautom JlnOmana — Cakca wu
aHTU(dOCHOTUIIUIHBIM CUHAPOMOM ObLIa BIepBbIe oTMeueHa B 1985

roay.

Jlykuna-JInbmMana cumMnTom
Bo3MOXXHBIN TIpU3HAK 3aTSHKHOTO CENTUYECKOTO SHIOKapAWTa:
HaJuyue TEeTeXUil ¢ OJeJHOBATHIM IIEHTPOM Ha KOHBIOHKTUBE B
pe3yJbTaTe UMMYHOJIOTHYECKUX PEaKIIUH.
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Bnepseie aToT cumntoMm osi1 onucar B 1909 1. pycckun Bpayowm,
yaeHukoM A.A. OctpoymoBa T.I'. JlykuneimM, a B 1924 rony
aMepuKaHCKue Bpauud OMmaHy’b JIluOmMan wu benmkamun Cakc
BBIJICIMJIA HOBYIO (OpMY DSHIOKApJAUTa KOTOpas II03KEe cTaja
U3BECTHA Kak ’HAoKapAuT JInubmana—Cakca, TOMOJIHUB UH(OPMALIUIO
00 3TOM (peHOMEHE.
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Puc. 12. JIykuna-JInOmana cumntom

Muasiepa-Yaiita-JleBa cuaapom (Miller R.-White H.-Lev)

BpoxzaeHHble aHOMamMM cepAlla MW KPYIHBIX COCYIOB,
BO3MO>KHO, HACJIEICTBEHHOTO Xapakrepa.

Obwue nposienenus:. NeHEKT MEAOKEITYJOUKOBON MEPErOPOIKH,
JIEKCTPOIO3UIINS  a0pThI, THUHEPTpO(dHS MpaBoro Keaymodyka, B
oTaMuue OT Terpaasl dPamio — paclIMpeHUEe JIETOYHOM apTepuu,
CUCTOJIO-AVCTOJIMYECKUA IIIyM Ha BCEX OCHOBHBIX  MeECTax
BoicnymuBanus cepana. Ha ®KI' mrym 3anuceiBaeTcs B BHEe pomoda.
Ha OKI" — nmeperpy3ka npaBoro eiryJJouka U 0J0Kaaa mpaBoid HOXKKHU
nyuyka I'mca. Karerepusauums cepaua — MNOBBILICHHOE IaBJICHUE B
MIPABOM KEIYJOUYKE C BBIPAXKCHHBIM MAJCHUEM JABJICHUS B JIETOYHOU
apTepuu; CMEIIaHHbIA APTEPUOBEHO3HBIN LIYHT.

Onucan amepukanckumu mneauarpamu Robert Warwick Miller
(1921-2006) u Harvey White (1916-1983) u maronorom Maurice Lev
(1908-1994).

MoouTua Taun 610kaanl (Mobitz)
AHTPUOBEHTPUKYJISIpHAas Ojokaga BTOpoM cremeHu. Tum
omokanel MoowuTir | 6su1 ontrcan J. Hay u K.F. Wenckebach.
Obwue nposisnenus: 0i1okana tuna Mooburi | xapakrepusyercs
nepuoaukoit Benkebaxa, 61okana tumna MoowuTir |l — mepuoanueckum
BBITIAJICHUEM COKpAILICHUH KeIy109KkoB (3yoer P 6e3 cremyroiiero 3a
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HuM KkoMminiekca QRS) mpu HeM3sMEHHOM BpPEMEHH IIpeIcepiaHO-
KETyJ0UKOBOTO MpoBeeHus (MHTEpBai P-Q He MeHseTCs ).
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| Puc. 14. TI/in 6J16Kél)1$1 Moowur |1

Mopranbu-Anamca-Crokca cuaapom (Morgagni-Adams-Stokes)

[TpuctymnooOpa3Hple  HapyIIeHHS KPOBOCHAOKEHHS  MO3Ta
CepJICYHO-COCYTUCTOTO  MPOUCXOXACHHMs. Ha mpakTuke dare
BCTpEYACTCS MPU aTPHOBEHTPUKYIISPHBIX OJI0KaIaX.

Obwue nposeieHus. BHE3aITHOE OECCO3HATEIILHOE COCTOSHUE,
4acTO C AMUICHTU(GOPMHBIMHU CYJIOPOTaMH; JI0 3TOTO OOBIYHO TUIOXOE
CaMOYyBCTBHE, YYBCTBO JaBJICHHUS B TPYJH, T'OJOBOKPY)KEHHE; BO
BpeMsl TPHUCTyIa BBIPAKCHHAs Opaaukapaus, IyJbC CIIA0bIH,
THITOTOHUS, OJIEAHOCTD U IUAHO3; OparKapaus HEPEIKO COXPaHIETCS
u nocie npuctyna. Ha DKI' — Bo Bpems mpucTyna acHMCTOJIMS, 3aTEM
HEPEIKO YacTU4YHAs WJIM TIOJTHAs aTPUOBEHTPUKYJSIpHas Oiokana.
WHoTa OCTOKHSAETCS TPETETaHUEM JKETYIOYKOB, KOTOPOE dYacTo
BEJICT K JIeTaJlbHOMY HMCXoay. Ha3BaH 10 HWMEHHM HWTajIbsIHIA
Jl>xoBanam bartrcra Mopransu (1682—1771) u upnmanaues PoGepra
Anamca (1791—1875) u Yunesama Crokca (1804-1878).

Mbpaoy3a cuaapom (Meadows)

Kapauomuonarus, pa3BUBAOMIASCA y KEHIIUH B IOCICIHEM
TPpUMECTpEe OCPEMEHHOCTH WJIM TOCIEPOJOBOM MEPHOJIE, BO3MOXKHO,
BUPYCHOU JTUOO ayTOUMMYHHOUM TPUPOJIBI.

CunoHUM: TIOCIIEPOIOBAS KApIUOMHUOIIATHSL.

Obwue nposeierus. OAbIIIKa, HOUYHOW Kallledb, KPOBOXapKaHbE,
00JIb B TPYJIHOW KJIETKE; TOIIHOTA, PBOTA. XapaKTEPHBI CUMIITOMBI
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TPOMOOIMOOJIMH COCY/IOB TOJOBHOTO MoO3ra (C TeMUILIErHuei) Jubo
JeroyHou  aprepuu. HaOmiomaroTcss  OOBEKTHBHBIC — IIPU3HAKH
3aCTOMHOM CEPJCYHO-COCYJIUCTOM HEAOCTATOYHOCTM — CHadaja
JIEBOKEINYOUYKOBOM, a 3aTeéM MPABOKEIYIO0YKOBOU. OTMeyaroTcs
apTepualibHasi TUNIEPTEH3US, aJbTEPHUPYIONIUHN MYJIbC, PUTM Tajiona.
PasBuBatoTcsi  1MaHO3, TemaToMeraivs. BoO3HUKAIOT HW3MEHEHHS
rJIa3HOTO JHA. JIMIb B €AMHUYHBIX ClIydasx HaOJI0JajoCh IMOJHOE
BbI3I0poBiieHHE. CHUHIIPOM UMEET TeHICHIIMIO K PELUIUBUPOBAHHUIO.

beu1 onucan amepukanckum kapaumoiorom William Robert
Meadows B 1957 rony.

MrwJiepa cuMIITOM

[Ipu3Hak HEOOCTATOYHOCTH AOPTAIBHOTO KJIalaHa: MYyJbCalus
MATKOTO He0a, s3bIUKa W MepeMeKarolieecs MoKpacCHEeHWe MUHIAINH
CUHXPOHHO cepacuHoMy purmy. Ppuapux Mromiep (Miiller
Friedrich)  (1858-1941) -  Hemeukuii  Bpad,  HM3BECTHBIN
UCCIIEIOBAHUSMHM B 00JIACTM BHYTPEHHEH MEAUUMHBI U KIMHUYECKOU
¢buznonorun. WM3BecTeH wucCcIeIOBaHUSIMH B OO0JAaCTU TUTAHUA,
MeTabomn3Ma, 3a00J1€BaHH TTOUEK, ACTMBI M JKEITYXH.

Mioccé cumnrom

[Tpu3HaK HEOCTATOYHOCTH AOPTATHHOTO KJIalTaHa M aHCBPU3MBI
AOPTHI: TOApPAardBaHUE TOJIOBBI B PUTME CEPJCYHBIX COKpPAIICHUA.
®dpaHIy3cKUil TO3T, JApaMaTypr M NPO3aWK, OAUH M3 KPYIMHEHIINX
npecTaBUTENIeH JTUTepaTypbl poManTu3Ma Anbdpen ne Mrocce (de
Musset Alfred) (1810-1857) ctpanan HETOCTATOUHOCTHIO A0PTATBHBIX
KJIanaHoB (CH(pUINTHUECKOM). BIiepBble PUTMHYHBIC OKAYMBAHUS
TOJIOBBI Y TI03Ta 3aMmeTui1 ero Opat [lonb B 1842 romy. ®paniry3ckuii
Bpau ApmaH Jlenpnemr CBsi3aJl PUTMHUYHBIC JABUKCHHUS TOJIOBBI C
HEJOCTaTOYHOCTHIO AOPTHl M Ha3BaJl CHUMITOM HMEHEM I103Ta,
TIOCKOJIBKY OH OBLJT IIEPBBIM, Y KOTO OBLT 3aMEYCH JTAHHBIH CHMIITOM.

OpTtHepa cumMnToM
[Ipyu3Hak  peaKoro  OCIOXKHEHUS MUTPAJIBLHOIO  CTEHO3a:
OXPHUIUIOCTh (MPH OJHOCTOPOHHEM Tapanuye) uiu adoHus (rpu
JIBYCTOPOHHEM TIapajiiue) B pe3yJibTaTe CIaBJICHUS BO3BPATHOTO
HEPBA YBEJIMYEHHBIM JIEBBIM IIPEACEPIUEM.
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Bnepsvie onucan aBcTpuiickum TepaneBToM HopOeprom
Optaepom (Ortner von Rodenstétt Norbert) (1865 — 1935) - On 6bL1
SPbIM CTOPOHHUKOM JIa0OpaTOpHOM pabOThl M €€ MPUMEHEHUS B
MPUKPOBATHOM OOYYEHUM U TOBOPWJI, YTO JEBU30M KIWHHUIIKCTA
JOJDKHO OBITh «4epe3 J1adopaTopuio Bcerja B KIMHHUKY», «iibers
laboratorium dauernd zur Klinik».

Ociiepa cumnrom

[Ipu3Hak ~ MHUKpPOAIMOOJIMU Y  OOJIBHBIX  CENTUYECKUM
SHAOKAPAUTOM. MEJKHE OOJIE3HEHHBIE IPUTEMATO3HbIC MPHUITyXaHUS
Ha KOHYMKaX MaJbIIeB.

Ha3Ban B 4yecTb KaHaJCKOro Bpaya, mpodeccopa, dieHa
JlongoHCKOTO KOpoJieBckoro ooOmectBa Ywuiabsaima Ocnepa (Osler
William) (1849-1919), koropeii B 1885 romy — onucan
KIIMHAYECKYI0 KAapTHHY IOJAOCTPOIO CENTHYECKOTO JHIOKaApIUTA.
1892 romy wu3yuymsn COCTOSIHHME, Ha3bIBAEMOE CETOJHS CHHIPOMOM
pa3apaxEHHOTO KUIIEYHUKA M OMHCAT €T0, KaK «CIU3UCTBIA KOJIHUT.
[llupoko wm3Bectren adopusm Ocnepa: «HaumHaromuii  Bpau
BBITIMCHIBAET 110 JIBA/IIATH JICKAPCTB U1l KaXKI0W OOJIE3HU; OIBITHBIN
Bpa4y — OJIHO JIEKAPCTBO HA JIBA/IIIATh OOJIE3HEW».

Puc. 15. Ocnepa cummrom

Octuna OauHTA IIYyM
Hu3ko4acTOTHBI  TPOMBIXAXOIMK  AUACTOIMYECKUN  LIYM,
KOTOPBIM BO3HUKAET IIPU TKEIOW, XPOHUYECKOM aOpPTAIBHOU
peryprutanuu. OOBIYHO €ro CHBIIAT B BEPXYIIKE JIEBOTO KETY10UKA.
Peryprutupyromass CcTpysd U3 aopTajbHOrO KjalaHa Melaer
HOPMAJIBHOMY 3aKpBITHUI0O MHUTPAJbHOTO KJIAllaHAa, YTO IPUBOAUT K
OTHOCUTEJIILHOMY MUTPAJIIBHOMY CTEHO3Y.
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BnepBeie 3T0T (heHOMEH onucan amepukaHckuid Bpad OcTuH
®muaT  (Austin @ Flint) B 1862 romy. OH cpaBHWI IIyM C
«OOpMOTaHMEM», KOTOPOE€ CIHBIIIHO, KOrja TyObl WIM SA3bIK
BUOPUPYIOT IIPU JIbIXaHUU.

Ieiimxa cuaapom (Page)

Hecronkas apTepuasbHas TUIIEPTEH3USA BCJIEJICTBUE
mudHIEanbHBIX HapymieHui. [lo-BuanmMomy, cBsizaHa C YBEJIMUYCHUEM
KOHIICHTPAIlUX B KPOBU JI0NIaMHUHA. BhIpaK€HHBIN THHEKOTPOIIU3M.

Obwue nposeieHus. KpU3bl, HAMOMHUHAIONIME KIMHUYECKU
(heoxXpoMOITUTOMY. Kpusbl COINPOBOXKIAKOTCA TaXUKapJueH,
TUNIEPTUAPO30M, TOIIHOTOM, JUCKOM(OPTOM B  MOJIOKEUHOU
oOnactu, nonuypueid. B omimune oT $heoXpoMOIMTOMBI MPU KpH3ax
Ha JUIE, LIee, TPyAr IOSABISAIOTCS KPACHBIE ISAITHA C HEPOBHBIMU
KpasiMHu.

Onucan amepukanckuM kapauoaorom J. H. Page B 1935 roay.

ITonoBa-CagénbeBa cUMIITOM

IIpu3Hak cTeHO3a JIEBOIO ATPUOBEHTPUKYJISIPHOTO OTBEPCTHUSL:
ocnabJieHHe MyJIbCOBOW BOJIHBI HA JIEBOW JTy4€BOM apTepuu, 0COOEHHO
B TOJIOKEHHUM JIe’Ka Ha JIeBOM OOKy. [l JuarHoCTMKA cUMITOMa
Bpad CTAaHOBUTCS HAIPOTHUB MAlMAECHTA, MNPOIIYNBIBACT IIYJbCALIHIO
JIyYEBBIX apTepUM Ha IMPABOU U JIEBOU PYyKaX, 3aTEM OIAHOBPEMEHHO
OOXBaThIBACT TpeMs TNajdbllaMH CBOEH TIpaBOM pyKU 00JIACTh
nyJdbCallUM Ha JIEBOM pyke oO0cieayeMoro, a JEBOW PpPYKOi,
COOTBETCTBEHHO, HAa mpaBoi. Iloyarasce Ha CBOE YyBCTBO OCS3aHUS,
Bpad OMNpEJEIsAeT MEHbIIEE HANOJHEHUE U BEINYMHY apTEPHATBHOTO
IyJbCa HAa JIEBOW PYKE B CPABHCHUM C MPABOW. 3aTEM BpPAY MOXKET
MOMPOCUTH OOJIBHOTO MPUJIeYb HA CIIMHY M MOBTOPUTH 0OCIE0BaHUE,
IpU ATOM pa3HHIlAa B HANIOJHEHUHM W BEJIMYMHE MyJibca CTaHET OoJee
omytumon. CaBenbeB Hukomait Anexcangaposmu (1862 — mocrme
1917) — poccuiickuii MEIHWK, TEPANeBT, JOKTOp MEIUIIUHBI,
npodeccop MockoBckoro 1 FOpreBCKOro YHUBEPCUTETOB.
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Puc. 16. ITonoa-CaséiapeBa CUMIITOM

IMotena cunapom (Potain)

PedrexkropHoe HapylieHHE TI'€MOJMHAMHKHA B MajloOM KpyTre
KPOBOOOPAIICHUS B CBSI3U C BBIPAKCHHBIM OOJICBBIM CHHIPOMOM IIPH
3a00JICBAaHMX JKEIy/IKa U KEITUEBBIBOIAMIMX MmyTel. HasBaH B uecTh
¢paniy3ckoro kapauonora [Ieepa Kapna Onyapna [HoTena.

Ipuaomerana creHokapausi (Prinzmetal)

Knunuko-3nekTpokapanorpauueckuii  CHHJIPOM B paMKax
UIIEMUYECKOW O0O0JIe3HU cep/ila, OOyCIOBJICHHBI CIa3MOM COCYAOB
cepaua. Yamie HaOm01a€TCs B MOJIOIOM BO3pacTe.

CuHOHUM. CIOHTaHHAs, UJIM BapUAHTHAsI, CTCHOKApAUSI.

ObOwue  nposeienus:.  XapaKTepU3yeTCcsl  BO3ZHUKHOBEHHEM
00JIeBBIX MPUCTYTIOB B MTOKOE, HEPEJIKO 10 HOUYAM HJIM PAHHUM yTPOM,
Py XOpOUIEH MEePEeHOCUMOCTH (U3UYECKUX HArpy30K B JIHEBHOE
BpeMsA. boilb MOXET IOoCTHUraTh HaWBBICIIEW WHTEHCHBHOCTH 4Epe3
HECKOJIbKO MHMHYT WJIM HapacTaTh C MepepbIBaAMH, Yallle OHAa ObIBAET
XKECTOKOM U npoaosxuTeabHol (10 20 mMuHyT U Oosiee). Bo Bpems
npucTymna Ha AIIEKTPOKApIUOTpaMMe BBISBJISIOTCA
MH(PapKTONOJOOHbIE HM3MEHEHUs, OECCIIEIHO HCYE3aIoIINe IOCIie
KyNUpOBaHUsl npuctymna. Jjisi moaATBep>KAECHUS TUarH03a UCTIOIb3YIOT
cyrounoe DKI'-MoHUTOpHUpOBaHUE.

Bnepevie Obl1 OmMCaH aMEpPUKAHCKUM BpavyOM-KapIuOJIOTrOM
Maiiponowm IIpunimeransom B 1959 r.
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Puc. 17. [TpuHiiMeTana CTeHOKapIUs

Ipuanmerana-Maccymn cuaapom (Prinzmetal-Massumi)

AHTHOHEBPOTHYCCKHA  CHMITOMOKOMILIEKC Yy  OOJIbHBIX,
nepeHecmnx HPapkT Muokapaa. OObIYHO HAOIOAETCS B BO3pacCTe
30-70 ner yepe3 HECKOJBKO HENENb WM MECSIEB Iociie uHpapKTa
MHUOKap/a.

Obwue nposenenus: BO3HUKAaeT 00ib B 00JacTU cepaua u
TPYAUHBI, KOTOpas TPOJOJDKAETCsS YacamMu 0e3 uppaaualu,
XapakTepHOW g CcTeHoKapAauu. HalmromaroTcss BereTaTHBHBIC
CUMIITOMBI: CIIFOHOTCUCHHE, IMOTIMBOCTh. JIEKTPOKApIUOTpaMma
(kak BO BpeMs MPHUCTyIA, TaK U TMOCJAE HEro), Kak MpaBwio, 0e3
OTKJIOHEHUH OT HOpMbl. CHMNOTOMBI JUKBUAUPYIOTCS  IOCIHE
MPUMEHEHUS aHAIBT€TUKOB; HUTPOTJIMIIEPUH HE JaeT dPdekra.

Onucan B 1951 r. amepukanckuM kapauojorom M. Prinzmetal u
srroHckuM Massumi.

Pudpxunna cumnrom
[Ipyu3Hak  BO3MOXHBIX  HApyIIEHWM JUIUIHOTO OOMEHa:
oOpa3oBaHMEe TEMHOM  JOyrd 1o  nepudepud  pOrOBHIIbI,
HaIoOMHHAIONIEH Mo GopMe CTapuecKyro AyTy; HAOI01aeTcsl B TI0OOM
BO3pacTe.

///_ 5 ]
{q ‘,///."l. S

Puc. 18. PI‘/I(l)KI/IHI[a“CI/IMHTOM
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Pomano-Yopaa cuaapom (Romano-Ward)

Bpoxaennoe yIJIMHEHUE WHTEpBaja Q-T Ha
AJIEKTpOKaparorpaMMe (B HOpME BpeMs OT Hauaja komiuiekca QRS
1o koHia 3youa T He nmpesbimaet 0,44 cekyHabl). Tun HacienoBaHUs
— ayTOCOMHO-JOMHUHAHTHBIM.

Obwue  nposeienus:  XapakTEpPHO  MOSBJICHHE  YaCTBIX
NapOKCHU3MOB TaK Ha3bIBaeMOW MHUPYITHON Taxukapmauu (torsade de
pointe) ¢ mnoBTOpHBIMH oOOMOpokamMu. CHHKONAJIBHBIC aTaKw,
CBSI3aHHBIC C BHE3AIMHBIM YBEJIUYCHHUEM CHMITATHYECKON aKTUBHOCTH
(BO cHe, MpU SMOLMOHAIBLHOM cTpecce, (U3NYECKOW Harpyske,
MOBBIIICHUU TEMIEPATYphl), MOTYT MOSBIATHCS B JIOOOM BO3pacTe.
TskecTh CHHKONE HapacTaeT B MpenyOepTaTHBI U MyOepTaTHBIN
NIEPUOJIbI, 3aTEM MOXET ocliabeBath. Bo Bpemsi CHHKOIIE OTMEYaIOTCs
OJIETHOCTh, TaXHWKapAus, TaXWIIHOD, TOTEPS CO3HAHUS, CYIOPOTH,
ocTaHOBKa JbIxaHus. Ha snexktpokapauorpamme BO BpeMs IPHUCTYIIA
PETUCTPUPYIOT HEMPaBUJIBHBIA PUTM C YaCTOTOM  CEpACUYHBIX
cokpamenui 150-250 B MuHYTy, MHUPOKUMHU TOJUMOPOHBIMU
neOpMUPOBAHHBIMU  JKEITYJOYKOBBIMU KOMIUICKCAMH, ITOCTOSHHO
MEHSIOIUMUCS TI0 ¢opMe, HAMIPABICHUIO U aMIUIMTY/E. XapaKTepHa
CUHYCOMJIaJIbHAsl KapTHHA: TMOSBJISIIOTCA TPYIIBI W3 JIBYX U 0Oojee
KEITyJOUKOBBIX KOMILJIEKCOB C OJIHUM HaIlpaBJICHUEM, KOTOpPHIC
CMEHSIOTCS rpyIIaMu KEITYTOYKOBBIX KOMILJIEKCOB C
MPOTUBOTIONOKHBIM ~ HampaBieHueM.  [lupysTHas  Taxukapaus
CaMOCTOATEJILHO KYNUPYETCS, HO 4YacTO pPEUUAUBUPYET U JIETKO
NepexXoaUuT B (PUOPWILIALMIO KETYyJAOUYKOB (BO3MOXKHO pPa3BUTHE
BHe3anmHol  cMeptH). IIporHO3 B OOJIBIIMHCTBE  CIy4aeB
HEOIaronpusITHHIN.

Onucan B 1963-1964 romax meauaTpaMu: HTAIBIHCKUM
Cesarino Romano (1924-2008) u wmpaanackum Owen Conor Ward
(pox. 1923).
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Puc. 19. Pomano-Yopaa cuaapom
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Pora naTHa

KpoBomznusiHusi B ceT4aTKy ¢ O€lbIM IIEHTPOM pe3yJbTat
CENTUYECKON MUKPOAIMOOIUU B MEIKHE COCYAbl CETYATKHU. BBITIAIAT
KaK MEJKHE KPOBOMBJIMSIHUSA MPU OPTAIBMOCKONUU U, KaK MPaBUIIO,
HE  BBI3BIBAIOT  KaKUX-THMOO  HapymeHui 3peHus.  OObIYHO
OOHapY>KUBAIOTCS Ha 3aJHEM TIOJIOCE TIJla3a WU B 3aJHEW YacTu
rmaza. [lsatna PoTta xapakTepHbl NI MOJOCTPOro HHGEKIIMOHHOTO
SHAOKApANTa, HO MOTYT BO3HUKATh U TIPU JPYTUX 3a00JICBaHUSX,
CBSI3AHHBIX C TMOBPEKICHUEM KpPOBEHOCHBIX COCYJOB CETYaTKH,
HampuMep TMpu Jielko3ax, caxapHoMm auadere. HasBaHbl B 4ecThb
Mopwuna Pota, mBennapckoro Bpaya.

P S

Puc. 20. Pora nstHa
Coxoabckoro-byiio 00/1e3Hb

YCTapeBmee Ha3BaHUC pCBMaTH‘ICCKOﬁ JINXOPAAKH. 910
CHCTCMHOC 3a00JIcBaHNE COCIUHUTEIBHON TKaHHU C
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MPEUMYILICCTBEHHOW  JIOKAJIW3allMel MOPaXEHUW B  CEPAECYHO-
COCYOUCTOM cucteMe (KapJauT, KJanaHHbIE TIOPOKH CEpAlaA),
Pa3BUTHEM CYCTAaBHOTO (APTPHUT), KOKHOTO (PEBMATHYECKHUE Y3EJIKH,
aHHYJISIpHAs JpUTEMA) M HEBPOJOTHMYECKOTO (XOpesi)) CHUHIPOMOB,
BO3HHMKAIOIIEE MPEUMYIIECTBEHHO Yy Jnered /—15 ner Ha dQoHe
MMMYHHOTO OTBETAa OpraHM3Ma Ha aHTUTCHbI OETa-TeMOJUTUUYECKOTO
CTPENTOKOKKA IPYIIbl A U MEPEKPECTHON PEAKTUBHOCTH CO CXOXKUMU
TKaHsSMH opranuszma uesoBeka. Cokonbckuit ['puropunt MBanoBuu
(1807-1886) —  poccmiickuii ~ Bpay-TepaneBT,  OPJAMHAPHBIMI
npodeccop  MOCKOBCKOrO  YHHMBEpPCHUTETa  HE3aBUCUMO  OT
¢dpanmysckoro Bpaua JK.b. Byiio ommcan (1836) peBmarmueckoe
nopakenue cepana. CrnocoOCTBOBaJ BHEAPEHHUIO BO BpadyeOHYIO
MPAKTUKY ayCKYyJIbTAllUH U IEPKYCCHUHU.

Ctiiia cumnTom
BripaskeHHast myJIbcalys MepeHe CTCHKU TPYAHON KIICTKH TpH
NPWIETAIONUX K HEeW OMyXOJIIX WM aHEBPU3ME aOpPTHI, €Clu pedpo
Haa Hed mctoHdyeHo. I'pam Crmi (Steel Graham) (1851—1942) —
IIOTJIaHJICKUH Bpad U KapIUOJIOT.

Crpaxkécko cuMITOM

[Ipu3Hak ociabjieHust JIEBOr0 JKENIyJ04YKa MpPH AOPTAIbHOM
HEJIOCTaTOYHOCTHU: T00aBOYHBIM TOH Ha BEPXYIIKE cepjla B MPOTO-
WM ME30JIMaCTOJIE («PUTM Tajomna).

BnepBoie nman onucanue JaHHOMY (EHOMEHY COBETCKHIA
TepanesT, opranusarop Hayku, Akaaemuk AH Ykpaunsl u AH CCCP,
YJIEH AxanemMun MEIULUHCKUX HayK CCCP, ['epont
Conmamuctuyeckoro Tpyaga Crpaxecko Hukomant JIMuTpueBuu
(1876-1952). OcHoBHBIe TPYAbI CTpakeCKO MOCBAIICHBI IIPOOIEeMaM
KapIHOJIOTUH, TACTPOIHTEPOJIOT MU, PEBMATU3MA U CETICUCA.

fb—A———
Puc. 21. Ctpaxkécko cuMIITOM
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Crpaikecko myumeYHblil TOH

Ycunienne  mepBOro  TOHAa  cepAua NpU  MOSIBJICHHUU
DKCTPACUCTONBl  M3-32 MAaJoOro JWACTOJAYECKOTO  HANOJHEHUS
KEIyJOUYKOB. Takke OH MOXKET BO3HUKATh NPHU KEIyIJOYKOBOU
MapOKCHU3MAIBHON TaXWKapAUHu, KOraa Ha ()OHE MOHOTOHHBIX YJapoB
MPOCKAJIb3bIBAIOT MOIIHBIE TPOMKHUE COKpaiieHus cepana. [IpuunHa
ATOr0 — ACHUHXPOHHOCTHh COKPALIEHUHN MPEACEPAUNA U KEILYJIOYKOB,
3BYK OT pabOThl KOTOPHIX BpeMsi OT BPEMEHHM HacllauBaeTcCsl Ipyr Ha
npyra. Emé «nymednsii TOH CTpaxkecko» MOXKET yKa3blBaTh Ha
aTPUOBEHTPUKYJISIPHYIO OJiokamy 3-i CTEMEHH, KOrja COKpalleHHE
IPEICEPANN COBNIAIAET C COKPALIEHUEM KEITYIOYKOB.

Vo= 25 i/t

P P+QRS P Pel P P P+1 o Pc(;'F:S P
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Puc. 22. Ctpaxkecko myIIe4yHblid TOH

Tayccur-bunra cuaapom (Taussig-Bing R.)

CIlIOKHBI  BpOXKJIECHHBIM IIOPOK CEpALa «CHHETO» THIIA,
XapaKTePU3YIOIININCIA HAJIMYUEM BBICOKOPACIIONOKEHHOTO JedekTa
MEXOKETY JOUKOBOMN MIEPETOPOJKH, TPaHCIIO3ULIHEN aopTHl,
CUHHUCTPOIIO3UIIUEH JIETOYHOU apTepuu W runeprpodueil Muokapa
IIPABOrO KEITYyI0YKA.

ObOwue nposenenus. Ppa3BUBACTCA LHMAHO3 C POXKACHUS,
KapJIUOMETaJIusi, TPU3HAKK  JIETOYHOW  THUIEPTEH3UH;  OBICTPO
dbopMupyroTCS manbilbl B BHUAEC «0OapabaHHBIX mnanouek». I[lpu
ayCKYJIbTAllUM CHCTOJIMYECKUN IIYM BBICIYILIUBACTCSA y JIEBOTO Kpas
I'PYJMHBI, B MOJMBIIICYHON 00JacTU U Ha cnuHe. B ananuze kpoBu
oOHapyxkuBaercs mnonunuremus. Ha ®KI ormeuaercs mMe3o- wuiu
TOJIOCUCTOJIMYECKAM  BBICOKOYACTOTHBIM  IIYM C  MakCHMyM
napactepHaibHo B IlI-1V  mexpebepre. Ha OKI' nHabmromaroTcs
MPU3HAKU Neperpy3Ku MPaBoTo KEITyJ0UKa. [Ipu
PEHTTEHOJIOTMYECKOM HCCJICJIOBAHUM OOHAPYXKUBAIOT YBEIUYCHHE
NpaBbIX OTHEIOB CEPJLA, PACIIMPEHUE COCYIUCTOrO Iy4yKa,
BBIOyXaHWE YT JICTOYHOM apTepuH, YCWICHHUE MyJIbCAllUM COCY/IOB
KOpHEW Jerkux («Iiscka KOpPHEW»), YCHICHUE JIETOYHOIO PUCYHKA.
[Ipy  mpoBemeHMM  aHTHOKApAUOTPadUUECKOTO  HCCIIEIOBAHUS
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BBIBJISIFOT OJJTHOBPEMEHHOE 3alOJHEHUE aOPThl U JIETOYHOW apTEpHH,
pPE3KOE pacIIUpEeHUe ee IyTu U nepudepuueckux JIETOYHBIX COCY/IOB.
Karerepuzanuss cepana IMOKa3blBAET 3HAYUTEIBHO  MOBBIIICHO
CHUCTOJIMYECKOE JIaBJICHWE B JIETOYHOM AapTepud W B IPABOM
KEITYJOUKE.

Cungpom Tayccur-bunra onucan Xenen b. Tayccur u Puuapn
bunr B 1949 rony.

ToaounnoBa-Po:xe cunapom (Roger)

BpoxaeHHblii  TOpOK  cepala, HU30JIUPOBAHHBIM  JAe(eKT
MEXKEITYIOUYKOBOM Meperopoaku 0e3 muaHo3a.

Cunonum: 60ne3ub Poxe.

Obwue nposenenus: TpyObld CUCTOJIMYECKUAN IIIYM B YETBEPTOM
MeXpebepbe CiieBa OT TPYIAUHBI, OMpENeNsieMbld BO BCEX TOYKaX, a
Tak)kKe Ha CIUHE; MPUITOAHATHIN CHIBHBINA TOYOK BEPXYIIKH CEplla,
CWIBHO MYJbCUPYIOIIE apTepuu Ieu. [Ipu peHTreHoIornyecKkom
WCCJICIOBAaHUH BBISBIISIOT 0OJie€ MJIM MEHEe HAIOJHEHHbBIC JIETOYHbIE
coCyabl; KoH(UTypaIrys cep/ia 00IblIe 4acThi0 HOpMaibHa; HHOTAA
BCE K€ HaOII0/1aeTCsl M30THYTasl Ayra JISTOYHON apTepuu ¢ YCUIICHHOMN
nynscanueii. DKI' 00b9HO HOpManbHas; B 0ojiee MO3JHUX CTaIHIX
TOSIBIISTFOTCS MPU3HAKH TIEPErPYy3KHU 000UX KEITYI0UKOB M HAPYIICHUS
MIPOBOAUMOCTH; YacTo BbICOKHMM KoMiuiekc QRS. ®KI': OGompmmoit
aAMIUTUTYIbl M BBICOKOM YacTOTHI CHUCTOJWYECKHH IIIyM THUITMYHBIX
BepeTeHOOOpa3HbIX  TOHOB.  [lpm  KareTepusamuu  ceparma
OOHapy>XMBaeTCsl yMEPEHHOE TMIOBBIIIEHWE JABJICHUS B IPABOM
KEITYJIOYKEe W JISTOYHOM CTBOJIE C yBeluueHuem cojepxkanus O2
KpoBH. OCIIOXKHSASTCS IMOJOCTPHIM OaKTEPHATBHBIM dHIOKAPIUTOM.

Bnepeeie onucan I1.®. TonouunoB B 1872 romy, BHOEpBBIC
ONMKCaB aHATOMHUIO Je(PeKTa MEXOKETyJT0YKOBOM IEeperopojgku. A B
1879 rony ¢panmysckuit TepaneBT H. L. Roger Beimenun nedext
MEXKKETYT0UYKOBON MEPETOPOIKU Kak CaMOCTOSITEIbHY IO
HO30JIOTUYECKYIO CAUHUILY.

Tpayoe cumnTom
[Ipy3HaKk HEIOCTAaTOYHOCTH AaOPTaJbHOrO KialaHa: 3BYKOBOM
dbeHoMeH, mpu KOTOPOM Ha KPyHmHOW apTepuu (HAmpumep,
OepeHHOM) BBICIYIIMBAIOTCS JBa TOHAa Oe3 chaBjieHus cocyaa. OH
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CBSI3aH C PE3KUMHU KOJICOAHUSIMHU COCYJIMCTOM CTEHKH KaK BO BpeMS
COKpAIlleHHs, TaK ¥ TIPH pacciaabiIeHUun cep/ria.

Hazpan B  dYecTh  HEMELKOIo  MeEJHWKa, OJHOTO W3
OCHOBOIIOJIO)KHUKOB ~ DKCIIEPUMEHTAJILHOW  maronoruu Jlrogsura
Tpay6e (Traube Ludwig) (1818-1876), xoTophblii n3y4an HHHEPBALIKIO
ceplia, BaroTponHbli 3¢ PekT HanepcTIHKU. Onucan puTM Trajona.

dasno Tpuana (Fallot)

CUMITOMOKOMIUIEKC BPOXKJIEHHOIO IOpPOKA CEPAlLlA «CUHETO
TUTA», XapaKTepU3YIOIIETOCS TpeMsi KOMIIOHEHTaMH: Je(eKToOM
MEXIPEACEPTHOM  MEPErOpoJIKM, CTEHO30M  (Yallle JaraHHbBIM)
JIETOYHOU apTepuu U runeprpodueit Muokapaa mpaBoro Keiry1049Kka.

Obwue nposeienus. CTBOJ JIETOYHOW apTepUM paCLIUPEH
(moctcTeHoTHUecKoe pacmupeHue). llpu ero peskom crTeHO3€
OTMEYAIOT BEHO3HO-apTepHaIbHBIA COpPOC KpPOBH C pPa3BUTHEM
CHHIpPOMA «MaJIOTO J>KEIyJO0uYKa», B pe3yjbTaTe 4yero y OOJIbHBIX
OoTMEUYaeTcsa 1uraHo3. KilmHuWyeckass KapThHA CKJIAJbIBACTCS U3
MPU3HAKOB CTEHO3a JEeroyHou aprepu. OTMeUarOT runeptTpodurio
MMPaBOTO JKemynoudka. Hax JerodyHsiM CTBOJIOM  BBICIYIIMBAETCS
CUCTOJIMYECKUN IIyM. J[MarHO3 yTOYHSIIOT 30HAWPOBAHHUEM CEpPALA U
aHTHOKapauorpad@uIecku, a Tak K€ MpHU MOMOIIM dXOKapauorpaduu.
[Ipn 30HAMPOBAHMM TIOJIOCTEN cepAua HAOIIOAAETCS TMOBBIIIECHUE
JABIICHUSI B TPABOM >KeIyJl0uke. AHruokapauorpadusi onpenenser
OJTHOBPEMEHHOE KOHTPAaCTUPOBAHHUE JIEBOTO U MPABOr0 MPEICEPAUH.
Hassana no uMenu ¢paHiry3ckoro Bpada ItbeHa-JIyn Aptypa damo.
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dasno rerpana (Fallot)

CHUMINTOMOKOMIUIEKC BPOXICHHOTO TIOpPOKA «CHUHETO THIa,
OOyCJIOBJICHHOTO  HEMOJHBIM  BpAaIllCHHUEM  KOHOTPYHKyCa B
IMOPHUOHAILHOM TMEpHOJIe. XapaKTEPU3YETCs YEThIPhbMS OCHOBHBIMU
aHATOMUYECKUMU KOMIIOHEHTaMMU: nedexTom BEpXHEU
(MeMOpaHO3HOI) 4acTu MEXOKEITYTOYKOBOM MIEPEropoJIKH,
JEKCTPANO3UIUEN YCThsl A0PThI, KJIAMAHHBIM WU UHOYHANOYISIPHBIM
CTEHO30M JIETOYHOW apTepuu | TUnepTpodueil Muokapja MmpaBoro
xenyaouka. CorjacHO ajlbTEPHATUBHOM TOYKE 3pEHUSI THIEPTpOdUs
IpPaBOro JKEIyJ0YKa BTOPUYHA, T[O3TOMY IIOPOK HE SIBJISETCA
terpagoul. [lpumepno B 50% ciyuyaeB mpeamnosiaraeTcs ayTOCOMHO-
JOMUHAHTHOE HacJe0BaHuE, nepeaayda OCYLIECTBIIAETCS,
NPEUMYILECTBEHHO, MOJUICHHBIM MyTeM. Beaymumu B maToreHese
CUHJIpOMa SBJISIFOTCA BHYTPUCEPAEUYHBIA cOPOC KPOBM CIIpaBa HaJ€BO
(KpOoBb B a0OpTy MOMNAJaeT OJHOBPEMEHHO M3 OOOUX KEIyJOUYKOB) U
HEJO0CTaTOYHOE KPOBOCHAOXKEHHE MAajoro Kpyra KpOBOOOpalieHUs
BCJICJICTBUE CT€HO3a YCThsl JierouHoil aprtepuu. IIposiBisiercss B
paHHEM JIETCKOM BO3pacTe.

Cunonum: «CUHSISA OOJE3HBY.

ObOwue nposenenus. OJpIlIKa, HHU3Kas TOJEPAHTHOCTh K
bu3nYecCKuM Harpy3kaMm, BBIPOKCHHBIM ITMAHO3 KOXKHM. XapaKTepHa
1032 OOJIBHBIX «HA KOPTOYKAX», 00YCIOBIMBAIONIAsl OOJIBIIAN TPUTOK
KpPOBM K JIETKUM. BO3MOXHO codeTaHuWe ¢ APYTMMH MOpPOKaMu
pasButus (Hampumep, Oone3nsto [layna). Ilpu oOcnemoBanuu
HEpEKO OOHAPYKUBAIOT NaJbLbl PYK B BUJI€ «0apaOaHHBIX MaIOUYeKy,
HOTTH B BHJIE€ «YAaCOBBIX CTEKOI», Oe(OpMalui0 TPYyAHOU KIETKH
(«cepmeunsiii  ropo»). Bo I-lll  mexpebepbsix BBICIYyHIMBAIOT
CUCTOJIMYECKUH IIyM, HHTEHCUBHOCTh KOTOPOTO 3aBUCUT OT CTENEHU
cteHo3a JjerouyHod aprepuu. Ha OKI' BbIBIAIOT NpHU3HAKK
NEeperpy3ku MpaBoro kenynouka. Ilpum 30HIMpoBaHMM cepAla:
BBIpOKCHHAsI pa3HUIlA JABJICHUS U HACBIIIEHUS KPOBU KUCJIOPOJOM B
IPaBOM >KEJIyJOUKE U JIETOYHON apTepuu IMPU OJUHAKOBOM JIaBJIICHUU
KPOBU B XKeIyJ04YKax. PEHTreHOJornuecku: OOeqHEHHBIN JIErOYHbIN
PUCYHOK, YBEIIMUYCHHUE MPABBIX OTIECIOB CEPAlA, «3alaJeHUE» IyTH
JISTOYHOM apTepuu (cepiie B BUie «OamiMaka»). [[uarHo3 yTOUHSIOT
Ipy 30HAUPOBAHUU CepAlla, aHTHOKapAuorpaduuecKku, a Takxke Mpu
noMoIu 3xokapauorpaduu. Ilpum 30HIMpPOBAHMM MOJOCTH cepAala
JABJICHWE B TMPABOM JKEIYyJAOUYKE pPAaBHO TaKOBOMY B JIEBOM, B
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JIETOYHOM apTepur JaBJICHWE CHHIXXEHO. Ha anrmokapauorpamme:
OJTHOBPEMEHHOE 3allOJJHEHUE KOHTPACTHBIM BEMIECTBOM JIETOYHOIO
CTBOJIA ¥ a0PThI, KOTOPasi 3HAYMTEIBHO CMELIEHA BIIPABO.

HopmanbHoe cepaue Terpapa ®anno

HYacTiunan
Nerousan a| . Younenusii .
p""t / SepxyweNsaiil S HANPOXOAMMOCTH

-~ / (crexcs) npasoro
W 2 by race \/ a WRAYAONKA W
ApTepHansHan Kposs

KAANAKD AerouMoi

Y1oauwenne npasoro

Neswit xanysovex
MNpassiit xeaysonex YA yAOuKa

(rnepTpodun)

Puc. 24. ®anno terpana

dango nenrana (Fallot)

BpoxneHHbli IIOPOK cepana «CHUHETO TUIIAY,
XapaKTEpU3YIOIIMNACS TEMHU K€ KOMIIOHEHTAMH, YTO W TETpada, B
COYETaHUU C JePEKTOM MEXKIKEITYJOUKOBON MEPETOPOIKH.

Obwue nposenenus. KIMHUYECKAs] KApTUHA CXOJHA C TaKOBOU
npu terpaae Pamno. JlnarHo3 yTouHSIOT IIPU 30HAUPOBAHUH CEPALA,
aHTHOKapIuorpad@uIecku, a TaKKe MPU MOMOIIM XOKapAuoTrpaduu.

®penepuxa cuaapom (Fredericq)

Coueranue TMOJTHON TONEpeUHON OJIOKaaAbl C MepIaTeIbHOM
apUTMUU WIM TpEeTeTaHUs Tpeacepauil.

Obwue nposeneHus. TPABUIbHBIA PEAKUN IMyIbC C YaCTOTOM
cepaeuyHbix cokpamenui or 30 mgo 60 B wmuHyTy. Ha
ANEKTPOKAPAUOTPAMME  PETUCTPUPYIOT BOJHBI  MEPIAHUS WM
TpENeTaHusl, JKEIYyJOUYKOBbIE KOMIUIEKChl YacTO YIIUPEHBbl H
nedopmupoBanbl, HHTEepBaibl R-R o1nHaKoBbIE.

Cungpom ®dpenepuxka onucan Oeapruiickuii  pusmoJIOT,
npodeccop yauepcurera B JInbexe Jleon @penepuk B 1904 roxy.
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Puc. 25. ®penepuka cunapom

Xapouna-MrwJuiepa cuaapom (Harbitz-Muller)

HacnencTBeHHas uauonatnieckas runepxojiecTepuHeMus. Tur
HaCJICJIOBaHHUS ayTOCOMHO-IOMUHAHTHBIN. CHMIITOMBI TPOSBIISIFOTCS
B MOJIOJIOCTH, MHOT/Ia JJaXKe B IETCKOM BO3pacrTe.

Obwue nposiénenus:. MaIyJe3Hble WIK TyOepo3HbIe KCAHTOMBI Ha
JOKTSX, KOJEHSX M BEKax; KCAHTOMAT03 BEHEYHBIX COCYAOB C
ABJICHUSAMH TPYAHOH KaObl; MPEKACBPEMEHHOE 00pa30BaHuUE
CTap4yeCKOW JyrW pOTOBHIBI. B KpOBHM YBEIHUYECHO COJCPIKAHHUC
X0JIECTEPHHA, BUTAMUHA A M KApOTHHOB.

Onucan HOPBEXKCKMMHU TepareBTamu Francis Harbitz (1867-
1950) u Carl Arnoidus Muller (1886-1983).

Xapuepa cumMnTom
[Ipy3Hak yBeNWUYCHHUS TIPABOTO IKEIYJOUYKA: CHHXPOHHAS
CepJICYHOMY PHTMY IyJIbCAIlMs SIMracTpajlbHON oOnacTu. Ha3BaH B
yecTh HeMmenkoro Bpaya @puapuxa Xaprepa (Harzer Friedrich
August).

Xerrauna cuapom | (Hegglin)

CHMITOMOKOMIUIEKC, HAOJIOAAIOIINKCS TPU BJIEKTPOIUTHBIX
paccTpoilcTBax  (HampuMep, THUIOKAIMEMHUH) W HapyLIEHUSX
MeTaboIr3Ma MHUOKap/aa.

Obwue nposeneHus. BO3MOXHBI OOMOPOKH, CJIAOBI MyJbC,
runoren3uss. Ha OKI' — ykKopoueHHe MEXaHHUYECKOW CHUCTOJIBI
(ymenbiienue wuHTepBania Mexay | u |l Tomamm cepnua) wu
OJIHOBPEMEHHOE YJIMHEHHUE 3JIEKTPUUECKON CHUCTOJBI (YBEIHMYECHUE
untepBana Q-T na OKI). Ilpu taxukapauu |l TOH MOYTH MOJHOCTHIO
cmBaerca ¢ | («ctyk gstna»). Ilpu  ycTpaHeHUM OCHOBHOTO
3a00JI€BaHUS BCE ITU SIBJICHUS UCUE3AIOT.

Onucan mBeinapckuM tepanesTom R. Hegglin, 1907-1969).
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XépTueass CMMIITOM
[IpusHaK aTepocKiIepo3a: eCIM HAJIOKHUTh JKI'yThl Ha 00€ HOTH H
OJIHY PYKY, TO apTepHaIbHOE JaBJICHHUE HA BTOPOU PYKE y 3I0POBOIO
YeJIoBeKa MOJHUMACTCSI Ha 5 MM PT. CT.; IIPH aTEPOCKIIEPO3E COCY/I0B
naBiieHUE TTogHrMaeTcs Ha 50 Mum pT. cT. u OoJee.

Xoxpeiina-Ilneiixep cunapom (Hochrein-Schleicher)
HetiporupkynsipHast JUCTOHUS MOCe (U3MUYECKON HATPY3KHU.
Obwue nposeneHusa. cnadOCTb, KOJUIANTOUJHBIE CHUMIITOMBI,
cepaneOuenne, HeOOIbIIas MOTIUBOCTh, CYXOCTh BO PTY U JPYyTHE
CUMIITOMBI, 3aBHUCSIINE OT WHIUBHUAYAJIbHBIX OCOOCHHOCTEH W
MOSIBJISIIONIMECS. BO BPEMsS OTAbIXa MOCJIE TPEHUPOBKH, (PU3MUECKOU
paboTHhI U T.1I.

Onucan Hemeukumu Ttepanestamu Hochrein u Schleicher B

1956 romy.

IIlona cuaapoMm (Shone)

CunoHUM. TTAPANTIOTOOOPA3HBIM MUTPATBHBIN KJIaIlaH.

BpoxaenHslii IIOPOK cepaua, XapaKTEPU3YIOLIUANCA
COCIMHEHUEM  XOpJ  MUTPAJIbHOIO KJIallaHa B  OJUH  TIK,
MPUKPEIUIAOIIMKACSA K OJHOM COCOYKOBOM MBIIIIE; HAJIKJIANaHHBIM
MUTPAJIbHBIM CTEHO30M, COYETAIOUIMMCS C AOPTAIbHBIM; HEPEAKO U
KOApKTalluenl aopThl.

Onucan noxtop xon /1. llon B 1963 roxay.

Jomreiina anomayms (Ebstein)

BpoXaeHHBI ITOPOK Cepala: CMELIEHUWE CTBOPOK IIPaBOTO
pEeACEePAHO-KETYIOUYKOBOTO (TPEXCTBOPUYATOr0) KJIanaHa bl MOJIOCTh
IpaBoOro  JKeJIyJouka BCJIEACTBUE MX  AHOMAajJbHO  HHU3KOTO
npuKperyieHusd. B pe3ynbrate HapylIeHUs] 3aMbIKATeIbHOW (DYHKIIMU
TPEXCTBOPUYATOIr0 KJamaHa 4YacTh BEHO3HOM KpOBU BO3BpaIlacTCs
oOpaTHO B MpaBoe€ TMpeacepAue, T.e. BO3ZHUKAET TPHUKYCIHUIATbHAs

HEJI0CTaTOYHOCTb. Kpome TOTO, YMEHBIIIEHUE MAacChl
(YHKIIMOHUPYIOIIETO MUOKapAa MPaBOTo KETyA0uKa MPUBOIUT K €ro
TUCHYHKINH. AHoManuu 4acTo COITYTCTBYET nedexT

MEXKIIPEICEPTHOM TEePEropoJIKM, B TaKUX CIydasX IMPH MOBBIIICHUU
JABJICHUSI B MPABOM IMPEJCEPIUN Pa3BUBAETCA COpPOC KPOBH CIIpaBa
HajeBo. Yamie 3a0oseBaHHME TMPOSBISETCS B JETCKOM BO3pacTe,
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3HAUUTEJIbHO PEXKE MPOsBICHUS O0JIE3HW OTCYTCTBYIOT B TEUCHHE
MHOTHUX JIET.

Obwue nposenenus. OIBIINIKA, CEPALICOUCHUE; MPU OCMOTPE
BBIBJISIFOT I[MAHO3, YacTO — CHUXEHHUE apTEpHATbHOIO JaBJICHUS,
NyJdbCAallMI0  IIEHHBIX BEH, YBEIWYEHHE pPa3MEPOB  CEpAIIA,
CUCTONMYECKUH  (peaKo  —  JUACTOJMYECKUW)  IIyM  Haj
TPEXCTBOPYATHIM KJIaIIaHOM. Ha AIEKTPOKAPAUOTPAMME
OoOHapyXMBalOT OJIOKaay MpaBOM HOXKKHM myuyka ['mca wiaM mpusHaKH
cungpoma Bounbda-ITapkuHcona-Yaiita. XapakTepHbl MNPUCTYIIbI
KUZHEYTPOXKAIOIIUX TaxXHapUTMHUH, KOTOpbIE MOTYT OOYCJIOBHUTh
BHE3aMHYK0 CMEPTh. [IpU pEHTTEeHOJIOrMYECKOM HCCIIEIOBAHUU
OOHapY>KUBAIOT CBETJbIC JIETOYHBIE TMOJIA, YBEJIUYCHHE MPaBOIo
npeacepaus.  OXokapauorpadpuueckue — MPU3HAKK:  CMEIICHHE
TPEXCTBOPYATOIO KJalaHa B MOJIOCTh MPABOT0 KEIy104Ka, AUIaTalus
NpaBbIX  OTACIOB  CEpJlla, BBIPAKEHHAS  TPUKYCHNHUAAIbHAsS
perypruranus, COImyTCTBYIOIINE TOPOKHU Cepla.

Bnepevie onucan repmanckuil ya€HbeI Buibrensm DOmTeH B

1866 roxy.

AHoManua 36wTenHa

Hopmansnoe cepaue Anomanus DOurreina

Hedext

MeAxnpeacepasoi

[pasoe
npeacepane

NePeropoaxH

Tpexcrsopuarsiii Tepememennsii Tpexcrsopuarsiii xaanan
KRanan NO3IBOJRET KPOBH ABMIATLCA
oGparHo B Nparoe npeacepane

Puc. 26. D0Omreiiga anoMaiaus
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I'JIABA 2.
IIIOHUMBI B 1YJIBMOHOJIOI'NA

Aiiepchbl CHHAPOM
Cunonumvl: CUHIPOM AUEpChI-Appuibird, HANONATAYECKAs
JIETOYHAs TUMEPTEH3MUSI, YEPHBIN I[[MAHO3, CKJIEPO3 JIErOYHON apTEPHUH.
Hacneoosanue: ayTocCOMHO-TOMUHAHTHOE.
Knunuueckas wapmumna. OnpBIINIKA, LTHAHO3, TAJIBIBI B BHIE
OapabaHHBIX MaJOYeK, CHUHKOMaJIbHbIE COCTOsIHUSA. [loBbIIIEHHOE
JABJIEHUE B CUCTEME JIETOYHON apTEepHH.

bapabaHHble
nanbLbl

Puc. 27. ITanbips! B Buge 6apaOaHHBIX TAT0YEK,
HOTTH «4aCOBBIC CTEKIJIa»

llepgoe onucanue’. B HEONyOJIMKOBAHHBIX KIIMHUYECKUX JIEKIIHASIX
apreHTUHCKOro TepamneBta AoOens Awepcel (Abel Ayerza) B 1901 r.
[Toznuee, B 1912 r., ero yuenuk dpancucko Appuibsira NpeioKuil
Ha3BaHUE «00Je3Hb (WU CUHAPOM) AEepChI».

benbe-beke-lllaymana cunapom
CunoHumvl. capkouno3, Oone3Hb beka, TeHepann30BaHHBIHI
N00pOKauEeCTBEHHBIN TPaHyIeMaTO3.
Knunuueckass kapmuna: O0Ab B TpyOH, Kallelb, OJIBIIIKA,
yBenuuenue 1umdoysnoB. Hebomnplive Miockue, HEPEAKO pOo30BaTO-
¢uoneToBeie  MHPWIBTPHI-CAPKOUILI B  KoXe. Mpumouuxnwur,
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OMYXaHUE OKOJIOYIIHBIX KE€JIE€3; HEPEIKO B MATOJOTMYECKUH MPOLECC
BOBJICKAIOTCA II€YEHb M  CEJIE3€HKA; 4YacTo — JICHKOIEHUS,
auM@oneHust, 303MHOPUITNS 1 MOHOILIUTO3.

Penmeenonocuueckue npu3Haku: yBEIUYECHUE BHYTPUTPYIHBIX
auM(dOyY3N0B, TOpPaKEHHE JIETOYHOM  TKaHHW, HAlOMUHAIOLIEE
MUJIMAPHBINA TyOepKyJie3. [Ipu3Haku JeCTpyKIMHU B KOCTSIX.

L

Puc. 28. Pentrenosiornueckue npusHaku 0oie3nu beka:
yBEJIWYEHUE BHYTPUTPYIHBIX TUM(POY3II0B

CuHApOM BIEpPBBIC OMHCAH B  CTAaThIX  (PPAHILy3CKOI'O
nepmarosora Opucra benbe (Ernest Henri Besnier), HopBekcKOro
nepmarosora Ceszapa beka (C&sar Peter Moller Boeck) u mBemckoro
nepMmatosora Méprena Ilaymana (Jorgen Nilsen Schaumann).

bépka cunapom

Cunonumbl. «HACYE3a0IIee JETKOe», UANONaTHYSCKas JeroyHas
aTpodusi.

[TocTenieHHOE UCUE3HOBEHHE HOPMAJIbHOIO JICTOYHOTO PUCYHKA
IIPU TSHKEIION dSM(HU3eMe JIETKUX.

Knunuueckas kapmuna: Kameb, OJIbIIIKA.

Penmeenonocuueckue npusHaxu. TOCTEIIEHHOEC WCYC3HOBCHUE
HOPMAaJILHOTO JICTOYHOTO pHUCYHKa. llepBoe omucaHue: B CTaThe
amepukaHckoro Bpaua Puuapna bépka (Richard Michael Burke) B
1937 r.
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bpoka cunapom

CuHOHUMbBL: CHHAPOM CpPEIHEN JOJIH.

Bropuunbie BocHmamuTenbHbIE HM3MEHEHHS B CpeaHEH JoI1e
JIETKOTO Y OOJIbHOTO TyOepKyJIe3HBIM OpOHXOJeHHUTOM. Bo3HHMKAeT B
CBS3U C CY>KEHHMEM IJIaBHOTO OpOHXa yBEIWYEHHBIMHU JTUM(Oy3IaMu.
Knunuveckass kapmumua. Kamenb, MOKpoTa, O0Jb B TPYIHU.
Penmeenonocuueckue npusHaxku. W3MEHEHUST B CpedHEH 1oiie,
OOBI3BECTBIICHHBIE TUM(DOY3IIbI B 3TOM 001aCTH.

Ilepsoe onucanue:. B CTaThe aHTJIMKUCKOrO XUpypra ciapa Paccena
bpoka (Russel Claude Brock) ¢ coart. B 1937 1.

[paBas bl (1 INleBas BT

Puc. 29. Cxema peHTT€HOJIOTMYECKUX U3MEHEHUM IIPH CHHIPOME
CpeaHer J0JIM: IIpaBas OOKOBas MPOCKIMS, IIpsMast IPOCSKITHS,
neBasi 00KOBas IMPOSKIIUS

Buabsmca-Kamnoesuia cuHapom

PacnipocTpaHeHHbIN MOPOK pa3BUTUSL OPOHXOB, 00YCIOBICHHBIM
OTCYTCTBUEM  WJIM  HEJIOPa3BUTHEM  OpOHXUAIBHBIX  XPSIIEH.
Hacneoosanue: ayTOCOMHO-pELIECCUBHOE; Halle OOJICIOT MaJbYUKH.
Knunuueckas kapmuna: MOCTOSIHHASA OJIBIIIKA SKCIUPATOPHOTO THIIA,
sM(puzemMaTo3HOE  B3AyTHE  JIETKUX, CyXHU€  CBUCTSIIIUE U
pa3HOKAIIMOEpPHBIC BIIAXKHBIE XPUIIBI, KWIECBUIHAS Jepopmanus
IPYJHOW KIJIETKH, YTOJIIIEHHWE KOHIEBBIX (DasaHT maiblEeB (CUMIITOM
OapabaHHBIX MAJIOYEK).

Penumeeno-oponxonocuueckue npusnaky. B3AYTHE JETOYHOU
TKaHu, Jegopmaiusi JEroyHoro pUcyHKa. BbpoHXHanbHBIE CTEHKH,
JIUIIIEHHBIC XPAIICBONH OCHOBBI, PACIIUPSIOTCS Ha BIOXE M CIIaJIal0TCSA
Ha BbIXO/IE («OAJTOHUPYIOIINE OPOHXOIKTA3HD?).
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Ilepsoe onucanue:. B CTaTbe aBCTPAIMHUCKUX Bpadyed XoBapja
Bunbesmca (Howard Williams) u ITutepa Kamnoenna (Peter Campbell)
B 1960 r.

Puc. 30. I'enepanuzoBaHHass OpOHXOIKTa3US
npu cuHapoMe Bunbsamca-Kammbenna

l'apjenna TpeyrojbHUK (OmucaH aMepukaHckuM Bpadom G.
M. Garland, 1848- 1926) — y4acTOK NOBEPXHOCTH TPy, Ha
KOTOPBIM BBICITYIIMBACTCS NPUTYIUICHHE MEPKYTOPHOTO 3ByKa IMpHU
MOJKATUU JIETKOTO TUICBPAIBHBIM JKCCYJAaTOM; OTpaHUYECH BEpXHEU
TpaHMICl  TYNOCTH  HAJ  JKCCydaTOM,  IO3BOHOYHHKOM U
NEPHEHANUKYIIPOM K TO3BOHOYHHUKY, MPOBEICHHBIM W3 HAWBBICIICH
TOYKH BEPXHEW T'PAaHUIIBI TYMOCTH. 3/IeCh YMECTHO Oy/eT yHOMSHYTb
smornM JmHus Jamyaso (winms Coxondea-Dmmuca --Jlamyasd) -
IyrooOpasHas JIMHUS BEpXHEH TpaHUIIbl IEPKYTOPHOTO MPUTYIUICHUS,
XapaKTepHas I SKCCYJaTUBHOTO TUIeBpUTA. BhICIIas TOYKa JIMHUU
Jlamya30 OOBIYHO pacriojlaraeTcsi Ha 3aJHEH IMOJMBIIICYHON JIMHUM,
OTKYyJia TPaHUIIa MEPKYTOPHON TYMOCTH MOHMIKAETCS B 00€ CTOPOHBI:
U k3314 (K MO3BOHOYHMKY), U Krepeau (K rpyaune). Jyroobpa3Hbiit
XapakTep pacHoJIOKEHWS BEPXHEW TpaHUIBl JKccynara (a
CJIEIOBATEIbHO, M TPAHUIBl TEPKYTOPHOM TYIMOCTH) OOYCIIOBIIECH
HAaUMEHBIITUM COMPOTUBIICHUEM PACTIPOCTPAHECHUSI IKCCyaTa UMEHHO
B OOKOBBIX 4YACTSIX IUICBpaJbHOM TmonocTH. Ilpm wu3MeHeHHH
MOJIOXKEHHs Teja OoJIbHOTO JUHHS JlaMya3o He cMemlaeTcsi, Tak Kak
HaJ BEpXHEH TpaHUIlEd HKCCyAara MPOUCXOAUT CIUTAHUE MEXKTY
co0Oil BOCHMAJIEHHBIX JIMCTKOB IUIeBpbl. [lo Mepe HakomieHus
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IUIEBPAIBHOTO BBITOTA TUHUSA JlaMya30 IMOCTEIEHHO YKOPAYHUBACTCS U
MOJKET HE ONPEICIATHCS MPH TOTAIBHOM 3aIllOJHEHUH ILIEBPAIbHOM
nojocTd. JIaHHBIA SIOHMM IOJAYYWJI CBOE Ha3BaHUE [0 HMEHAM
oreuectBeHHoro Bpaua JI.K. Cokomosa (1861-1915), amepukaHckoro
Bpaua C. Ellis (1826-1883), ¢panmysckoro Bpaua L.H.C. Damoiseau
(1815-1891).

TpeyroabHuk Payxdyca-I'pokko — TPEYroiabHOE
MPOCTPAHCTBO MEPKYTOPHOTO MNPUTYIJICHUS HA 3I0POBOM CTOPOHE
BJIOJIb TO3BOHOYHHKA, BOSHUKAIOIIEE ITPU MACCUBHOM 3KCCYIATUBHOM
ieBpute. Bnepseie onucan pycckum neguatpom K.A. Payxdycom u
UTAJbIHCKUM TeparneBToM [I. ['pokko, HE3aBUCUMO APYyr OT Apyra.
Bepmmna TtpeyronpHuka Payxdyca — I'pokko oOpaiieHa BBepX,
CTOPOHAMHM CJIyKaT MMO3BOHOYHUK M KOCasl JIMHUS, HAYAUHAIOMIASACS OT
TOrO0 ypPOBHSA, JO KOTOPOTO TOAHUMAETCS Ha OOJBHOW CTOPOHE
IUICBPATIbHBIA BBINOT, W HANPABIAIOMIASACA BHU3 WU KHApyX U J0
HIDKHEW TrpaHumbl  JEroyHoro mojs (3Ta JIMHHS — SABJISETCS
MPOJOJHKEHUEM JIMHUHU J[aMya30 Ha 3JJ0pOBYIO CTOPOHY), OCHOBAaHHEM
TaKXe CIYKUT HWXKHSS TpaHUla JIEFOYHOTO MOoJs (HWKHUU Kpaid
310poBOro JIErkoro). [losiBaeHne 3Toro TpeyrojibHUKa NEPKYTOPHOTO
MPUTYIJICHUS] OOYCJIOBJICHO YAaCTUYHBIM CMEIICHUEM CPEAOCTEHUS
IO/ TaBJICHUEM 3KCCYIaTa, a TAKXKE YaACTUYHO TEM, YTO O3BOHOYHBIN
CTOJI0O TPOBOAUT TMEPKYTOPHBbIE KOJEOAHHWS IO HAIMPABICHUIO K
sKccyaary (3To o0yciaBiuBaeT MPUCOCIUHEHUE K JIETOYHOMY 3BYKY
TYIOTO 3ByKa BBINOTA). bonee 3HaUNTEIbHOE CMEIIEHUE CPEAOCTEHUS
HaOJII01a€TCs MPU JICBOCTOPOHHUX BBITIOTAX.
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Puc. 31. Pe3ynpTaT nepKkyccuu rpyIHON KJIETKHU IIPHU KCCYAaTUBHOM
ieBpure: 1. YdacTok mieBpaibHOM MOJIOCTH, 3a0JTHEHHBIN
skccynaTom, 2. Jlunua Cokonopa-Omnuca-Llamyaso, 3. TpeyronbHUK
["apnenna, 4. Tpeyroasuuk Payxdyca-I'pokko

I'unnmokpara najabubl

Cunonum — «0apabaHHBIC TTAJIOYKW» — KOJIOOBUIHOE YTOIIICHNE
HOTTEBBIX (pajaHT MayiblieB, OOYCIOBICHHOE TUINEPTPODUEH MATKUX
TKaHeW M HAAKOCTHUIBI. MoryT HaOmoAaThCcsl TpPU  MHOTHUX
IATOJIOTUYECKUX  COCTOSHUSAX: BPOXKICHHBIX IOPOKAX CEpAUA,
WH(PEKITMOHHOM JHJOKAPJIUTE, OMyXOJISIX OPTraHOB TPYJAHON KIIETKH,
XPOHUYECKUX JIETOYHBIX WHQEKIUAX W JpP.; OJHO U3 MPOSIBICHUM
BTOPUYHOM THUNEPTPOYUUECKON OCTEOaApPTPONATUH, WM CHHIAPOM
IIlbepa  Mapu-bamoOeprepa. Bropuunas  runeprpoduyeckas
ocTteoapTponaTtusi Obula 6nepgvie onucaHa aBCTPUHUCKUM BpadoM E.
Bamberger u ¢paniry3ckum Bpadom P. Marie B 1889 rony.

I'ynmacuepa cunapom

CuHOHUMbBL: MTHTEPCTUIIMATIbHAS TeMOopparuieckas MHEeBMOHUS C
HepUTOM, JIETOYHAS IypHnypa ¢ HEPPUTOM, JETOYHO-TIOUCUHBIN
CHUHIPOM.

AyTonmMMyHHOE 3a0o0JieBaHHE, MPOSBISAIONICECS IMOYETAaHUEM
JETOYHOTO0 TEeMOCHIepo3a U  rioMepyloHedputa. B ocHOBe
3a0oJieBaHUs — BBIpAaOOTKAa AaHTUTENI K aHTUIeHaMm Oa3albHOM
MeMOpaHbI MOYEYHBIX KITyOOYKOB U JIETOYHBIX aJIbBEOJL.
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Knunuueckass kapmuna:. onpllika, KPOBOXapKaHbE BIUIOTH JO
JIETOYHBIX KPOBOTEUECHUH, TeMaTypus, MPOTEUHYPHUS, TU3YPUUYECKHE
CUMINTOMBI. J[MarHo3 MNOATBEpPKIAAETCS OOHAPYKEHUEM AaHTUTEN K
O0azanpHOM MeMOpaHe KIyOOYKOB M aHTUTEN K IUTOIJIa3Me
HeWTpodmioB. buorcus mMmoyek MO3BOJISIEM BBISIBUTh JIMHEHWHBIC
otnoxxenus |gG Broyb 6azanbHON MeMOpPaHbI KITyOOYKOB.

Peumeenonocuueckue npuznaku: WHQUILTPATUBHBIC U3MEHEHUS
B JIETKUX.

llepsoe onucanue. B CTaTb€ aMEPUKAHCKOTO MaTOJIOrOaHATOMA
Opuecra ['yamacuepa (Ernest William Goodpasture) B 1919 .

Keccuau-1loabTe cuHaApOM

CuHOHUM. KAPUUHOWIHBIA CHUHAPOM. ['OpMOHAIBHO-aKTHUBHBIN
KapIMHOM] TOHKOTO KHILIEYHHUKA.

Knunuueckass xapmuwna. mpuUCTynbl OpPOHXUATBHOW AaCTMBI,
IMAHO3, Taxukapaus, OTeKH. CO CTOPOHBI XKETYJOYHO-KHUIIEYHOTO
TpaKTa — KUIIEYHAs] HEMIPOXOAUMOCTh, KUIIIEYHbIC KPOBOTCUCHUS WUIIH
nepdopaius KUIIeYHNUKa, YBETUYECHUE TICUCHU.

Koorcnvie cumnmomul: Cbilib, MHOKECTBEHHBIC TEJICAHTUIKTA3UH.
Metaboanueckue pacCTpOMCTBA: THIOTIIMKEMHS, HapyIlIeHHe OoOMeHa
Tpunropana (yBEIMUYECHHE KOJMYECTBA CEPOTOHMHA B KPOBH,
MOBBIIICHHOE COJICP’)KAHUE O-TUAPOKCUUHIOIYKCYCHOM KHCIIOTHI B
Moue).

Ilepsoe onucanue:. B CTaThsIX aHTIIMMCKOTO Bpada cipa Mopuca
Keccumu (Maurice Alan Cassidy) u Hemelkoro maTojioroaHaToMa
Awnnbl [lomere (Anna J.Scholte) B Havane 1930-x romos.

Kaprarenepa cunapom

Cunonumwvr:  Tpuama  Kararenepa, cuHapoM  3uBepTa-
Kaprarenepa. Tpuama, Bkioudaromass oOpaTHOE PaCIOIOKEHUE
BHYTPEHHHUX OPraHOB, IIOPAKECHUE JIETKUX U ITOPAXKEHUSI HOCOTIIOTKH.
B HacTosimee BpeMs paccMaTpuBaeTCs Kak Kilaccuueckas ¢opma
IEPBUYHOM LWJIMAPHOM JUCKHHE3MH. B ocHOBe cuHApOMa —
HACJICACTBEHHbIH J€(EKT CTPOCHUS PECHUYEK MEpLATEeIbHOTO
SIUTEINS], IPUBOISAIINAN K UX HETIOJIBUKHOCTH.

Hacneoosanue: ayTOCOMHO-PELECCUBHOE.  MONEKyJISIpHO-
F€HETUYECKUMH HUCCIEAOBAaHUAMM y Pa3HbIX TIpynn  OOJIBHBIX
YCTAaHOBJIEH psi MyTauuii B Jokycax 9pl3-p21, 7p21, Spl4-pls.
Pacnpocmpanennocms: 1 na 50 000.
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Kaunuueckasa kapmuna: TOTAIBHOCTh MOPAXKEHUS JbIXATEIbHBIX
nyTeil C paHHUM MPOSABJICHUEM CHUMNOTOMOB (OpOHXUT, CHHYCHT,
OoTUT). BO3MOXHBI MOPOKH Pa3BUTHS JIETKUX, HEPEAKO — IOPOKHU

pa3BUTUA  JIPyTHUX OpTraHoB, ruaponedanus. Hapymena
penpoayKTUBHAsA PYHKIUS (BO3MOKHO OECILTIOAME).
Penmeeno-bpomnxonocuueckue NPUHAKU THOWHBIN

SHI00POHXHUT, 1eHOPMUPYIOMHN OPOHXHUT, OPOHX0IKTa3bl. OCHOBHOM
TUArHOCTUYECKUNM TMpU3HAK — ACPEKT YIbTPACTPYKTYPHI PECHUYEK
CIIM3UCTON 000JIOUKH JBIXaTEJbHBIX MYTEeW U HapylIeHUe uX QYyHKIUU
(CMHIPOM HEMOJBUXHBIX PECHUYEK).

llepsoe onucanue. B crathe Anbdonca KapmoBuua 3uBepra B
1902 r. bomee mompoOHOE oOmNMMCAaHWE CHUHIPOMA BIIOCICACTBUU
NpeCcTaBmIl IIBeHnapckuii TepaneBT Manec Kaprarenep (Manes
Kartagener).

Puc. 32. O6paTHOE pacmoiokKeHne BHYTPEHHUX OPTraHOB
npu cunapome Kaprarenepa

Kypmimana cnmpanu (00 WMEHM HeMelkoro Bpaua [
Kypmmana, 1846-1910) — mtomopoBHIHBIC, U3BUTHIC HUTH OCIIOTO
WIM  TPO3payHOro  IBeTa,  OoOpa3oBaHHbIE U3  MYIIMHA,
oOHapy>KMBaeMble MpPU MHUKPOCKOMUH MOKpOThL. OOpasyorcs B
OpOHXMOJIaX BO BpeMs KallUls MPU HAJIMYMKA B HUX Cla3Ma U BSI3KOU
ciu3d. Bo BpeMsi KallJIeBOro TOMYKa BA3Kas CJIM3b BHIOpAChIBAETCS B
npocBeT 0oJjiee KPYMHOro OpoHXa, 3aKpyuHMBasCh CHOUPAIBIO.
Bcerpeuaercs npu  OOCTPYKTHBHBIX — 3a00J€BaHUSIX OpOHXOB C
3aTpyAHEHUEM BBIBEICHUSI MOKPOTHI (OpOHXMAJIbHAS aCTMa).
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Puc. 33. Cnupanu Kypiimana

Jlaypesasi-IpuKCCOHA CHHIPOM

CuHOHUMbBL. HETOCTATOUYHOCTH 0.1 -aHTUTPUIICHHA.

Hacnedosanue: ayTOCOMHO-pelieCCUBHOE. 3a0oJjieBaHHME, B
OCHOBE KOTOPOTrO JIEKUT HEIOCTATOYHAs BBIPAOOTKA IMOJHOLEHHOTO
ol-aHTUTpUIICHHA,  TIOJABISAIONIETO  YPE3MEPHYIO  aKTUBHOCTH
IPOTEOJIUTUYECKUX (EPMEHTOB, W, KakK CJEICTBHE, MOBPEKICHUE
TUMH (PEPMEHTAMH JICTOYHOHN TKaHHU.

Pacnpocmpanennocms: 1 wa 3000-6000 HOBOPOXICHHBIX.
Knunuvyeckas kapmuua. B HEOHATATILHOM TEPHOJE — YBEIUUYCHHUE
NICYCHH, JKETyXa; B mocieayroieM Gopmupyercs uuppo3 neaenu. Co
CTOPOHBI  JIBIXaTEILHOW CHUCTEMBI: TPOTPECCHPYIOIIas  OMABIIIKA,
aMmbu3emMa JerkuX. B KpoBU — CHIKEHHE YPOBHS O l-aHTUTPHUIICHHA.
Penumeenonocuueckue  npusnaky:  TOBBIIIEHUE  MPO3PAYHOCTH
JIETOYHON TKaHH, 00€IHEHNE JIETOYHOTO PUCYHKA.

Ilepsoe onucanue. B crarbe mBeACKUX Bpauen Kapima-bepruis
Jlaypemnns (Cart-Bertil Laurell u Crena Dpukccona (Sten Eriksson) B
1963 r.

JIéprpena cunapom
OnHa u3 KIMHUYECKUX (OPM CapKOMI03a C OCTPHIM TCUCHHUEM.
Knunuueckas xapmuna. 0CTpoe Hayaiao — JUXOpaJKa, HEJOMOTaHHUE,
KallleJb, OJIBIIITKA, TTOTEPsT Beca.
Peumeenonocuueckue npusnaxu: yBEIUYECHHE TPUKOPHEBBIX U
naparpaxeaibHbIX JUM(OY3JI0B, TUu(PQdy3HbIE U3MEHEHHUS JIETOYHOU
MapEeHXHMBI.
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Ilepsoe onucanue: B IHUCCEpPTAMU IIBEJICKOro Bpadya (CBeHa
JI€prpena (Sven Halval Lofgren) B 1946 r.

JIépdaepa cunapom

CuHonumbl:  203MHOQUIBHBIA  JIETOYHBIM  WHQUIBTpAT,
703UHO(PUIBLHAS THEBMOHUS, JICTYUYHil 303UHO(PUILHBIA UHOUIBTPAT
aerkoro. Halmiomaercs mpeuMyIIeCTBEHHO Yy JETeW, CTpaJaroiiux
AJUIEPTUYECKUMH KOKHBIMU 3a00JI€BaHUsIMU (KpanMBHUIIA, SK3eMa), a
TaK € TMpHU TEJIbMUHTO3aX, aMeOuaze WIM  I[OBBIIICHHOM
YyBCTBUTEJIBHOCTU K JIEKAPCTBEHHBIM TIpernaparam (aHTHOMOTHKH,
cyJibpaHUIaMU/IbI), PACTUTEIBHBIM ajulepreHaM (IIBETOYHAs MbLIbIa
u Jp.).

Kraunuveckass  xapmumna:  xaiienb,  OJBIIIKA, [PUCTYIIbI
OpOHXMATBHON aCTMBI, MOBBIIICHUE TEMIIEPATyphl Te€la, BO3MOKHBI
apTpayirdsi U yBenudeHue JumMdoyssioB. B KpoBu — BbIpakeHHas
s03uHOGMIH (10 70%).

Penmeenonocuueckue npusuwaxu. J€TOYHBIE WHQPUIBTPATHI
pa3HOM BEJIUUYUHBI U JIOKAIU3AIMHU, KOTOPIE OBICTPO UCUE3aI0T.

Ilepsoe onucanue. B CTaThIX MIBEHIIAPCKOIO TepareBTa
Bunsrensma JIEhdaepa (Wilhelm Loffler) B 1932 r.

Puc. 34. Pentrenonoruueckue npuzHaku cuaapoma JI€pduepa:
JIeTOYHbIC MHOWIBTPATHI Pa3HON BEJIMYMHBI U JIOKATU3AIUN

MeHaeabCcoOHA CHHAPOM
HHGBMOHI/IH, BO3HHUKAKOIIAA BCJICACTBHUC ACIIUpAIUKU BO BPEMA
Hapko3a. Kiunuueckasa Kapmuua. UHAAHO3, OJBIIIKA, JIMXOpaIKa,
KpeuTUpyromme MW CBUCTAIIMUC XPHUIIbBI B JICTKHUX, TaXUKaApIAH:,
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MOBBIIIIEHUE apTEePUAIBHOTO JTaBJCHUSI, BO3HUKAIOIINE B TCUCHUE 2-5
4acoB MOCJE Hapko3a. JleTalbHbIA HCXOJ MOXKET HACTYNUTh OT
OBICTPO Pa3BUBAIOIIEIOCSA OTEKa JICTKHX, a B 00Jiee MO3THUE CPOKU —
OT MHEBMOHMH.

llepsoe onucanue: CUHIPOM BIEPBBIE OMNUCAaH B CTaThe

aMEpUKAHCKOTO akymiepa u kapauosora Képrtuca Menaenbcona
(Curtis Lester Mendelson) B 1946 r.

MyHnbe-KyHa cunapom

CuHOHUMDL: TpaxeoOpoHXOMeTaus, TpaxeoMeranus.
BpoxaeHHbIN MOPOK pa3BUTHUA — ACHEKT AIaCTUYECKUX BOJIOKOH U
IJIaJIKOM MYCKYJIaTypbl CTCHKH OPOHXOB U TPaxeH.

Knunuueckass  kapmuwna.  penuauBUpYIONME  OPOHXMUTHI,
OWTOHAJIbHBIA Kallelb. BpOHXONOrHYecKre MpPU3HAKHU: PACIIMPECHHE
MIPOCBETA Tpaxeu U OPOHXOB (BO3MOXKHO TOJBKO OPOHXOB), CI1a0OCTh
CTEHOK OpOHXOB, CHaJeHUE WX Ha BbIIOXE. Hepeako BBISBIAIOTCS
OpOHX0?KTAa3Hbl.

llepsoe onucanue cunopoma - B cTaThe (PaHITy3CKOTO Bpaua
[Trepa Mynbe-Kyna (Pierre Mounier-Kuhn) B 1932 .

r
b
| 1)

N

Puc. 35. Pe3ko BeIpakeHHOE pacIIMpeHUe TPaxeu U KPYIHBIX
OponxoB npu cuHapome MyHbe-KyHa

ITankocTa 0OIMYyXO0JIb
CuHonum: ONyXOJb BEpPXHEN O0OpO31bl JErKOro (3TO Ha3BaHUE
qarie yrnoTpeOiseTcsl B aHTJIOS3BIYHON JIUTEpaType) — pak MEPBOTO
(BEpXyIIIEUHOT0) CEerMeHTa JErkoro c¢ cuHapomoM I[lankocra.
Onyxounb Ha3zBaHa B yecTh ['enpu K. Ilankocta (anrn. H.K. Pancoast,
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aMepHKaHCKHi peHtrenosior, 1875—1939), onucasmiero eé¢ B 1924
roqy (BHauajlie TOJ Ha3BaHUEM «alMKaJlbHasi OIyXOJIb T'PYIHOMN
CTEHKH»), a 3ateM B 1932 roay (M3MEHHMB Ha3BaHUE Ha «OMYyXOJb
BEpXHEN OOPO3.IbI JIETKOTO).

Puc. 36. Onyxounp [lankocTa B BEpXyIIKe MpaBoro JETKoro

Pactymias omyxoiab MOXKET CHIaBJIMBaTh WM IPOPACTATh
IUICYECTOJIOBHYI0 BeHy (nat. V. brachiocephalica), moaxmroununyro
apreputo (mar. a. subclavicularis), muadparmanbaplii HEpB (JaT. N.
phrenicus), Bo3BpaTHBIi TOpTaHHBIM HepB (mar. N. laryngeus
recurrens), omyxaarontuii HepB (JiaT. N. vVagus); TUITUYHO CHABJICHHE
WIH  TIpopacTaHuWe  3Be3qyaroro  ranriaus — (orat.  ganglium
cervicotoracicum s. stellatum), gro oOycnaBiawBaeT CHUMITOMATHKY
cugapoma l'opnepa. Ilonubelii cunapoM ['OpHEpa BKIOYAET: MHUO3
(cy>)xeHue 3pauka), NnTo3 (OMyIIEHHE BEPXHEro BeKa), SHOPTAIBLM
(3amajeHue TJIa3HOTO s0JIokKa) M aHrujapo3 (HEIOCTaTOYHOCTH
MIOTOBBIZICICHUS) HAa CTOpOHE MopaxkeHus. [Ipu mporpeccupoBaHun
(MpopacTaHUM OMyXOJIM Yepe3 KYIOJI TUICBPHI) TAK)KE BOBJICKACTCS
IUIEYCBOEC HEPBHOE CIUICTCHWE, BO3HUKAIOT OONMM M CaboCTh B
TUICYEBOM CYCTaBE W ILIede, MPEAIUIeYbe U KUCTH. [Ipu caaBiauBaHuN
WIH TPOPACTAaHUU OIYXOJbI0 IIPAaBOTO BO3BPATHOIO TOPTAHHOIO
HEepBa HaOJII0IaeTCs OXPHUILIOCTD I0JIoca M IPyObIi KaIllelb.
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Puc. 37. Tpuaga ['opaepa cipaBa: nTo3, MHO3 U SHO(TAIIBM

Cemrepa cuHApPOM
CunoHuMbl: aCHUPUHOBAS TPHA/Ia, ACTUPHUHOBAS aCTMA.
Knunuueckas kapmuna. HENEPEHOCUMOCTh aCIIUPHHA U APYTHX
HECTEPOMIHBIX MPOTUBOBOCIAIUTEIBHBIX MPENapaToB, OpOHXHAIbHAS
acTMa | IMOJIUIIO3 HOCA.
Ilepsoe onucanue. B cTaThe aMEpPUKAHCKOIOo Bpada Makca
Cemrepa (Max Samter) ¢ coaBropamu B 1967 T.

XamMmeHna-Puua cunapom

CuHonumbl: WANONATUYECKUN (PUOPO3UPYIOIINI  aJTbBEOJIUT,
OCTPBI UHTEPCTULINATIbHBIN THEBMOHMUT.

Hacneoosanue: ayTocCOMHO-TOMAHAaHTHOE.

Knunuueckas KapmuHa. pe3Ko BBIpa)KEHHEIE,
MPOTPECCUPYIONINE U PE3UCTEHTHBIE K TEpPaNUM OJbIIIKA, Kalleb,
MaHO3,  KpenuTupyroume  xpunbl.  Pa3BuBaercsa  JierouyHas
TUNIEPTEH3UsI U MPABOXKETYIO0YKOBAasT HEJOCTATOYHOCTh. B03MOKHBI
CYXOH IUIEBPUT, MHEBMOTOpaKc. VcTomenue, nedopmannsi KOHIIEBBIX
danaHr manplleB MO TUMy OapaOaHHBIX TMaJodeK. XapaKTEePHBI
PECTPUKTUBHBIN THII BCHTHJISITMOHHBIX HapYIICHHH,
porpeccupymoliee CHmkeHne TudPy3nOHHON CIIOCOOHOCTH JIETKHX,
TUIIOKCEMUSL.

52



Puc. 38. PenTrenonornueckue mpu3Haku UAAONATHYECKOTO
bubpo3upyroiiero anppeoauTa: 1 y3HbIH HHTEPCTULIUATILHBIN
¢budpo3 JIeTKMX, COTOBOE JIETKOE

Ilepsoe onucanue. B cTaThe aMEpUKaHCKOTO TepareBta Jlymca
Xammena  (Louis  Virgil Hamman) wu  aMepuKaHCKOro
natojoroanaroma Apuoinaa Puua (Arnold Rise Rich) 8 1935 .

Yépra-LllTpayc cunapom

CunoHuMbl:  AJUVIEPTUYECKUA  TPaHYJIEMaTO3HbIM  AHTHUUT,
cuapoM Yepmxka-Crpocc.

Knunuueckas xapmuna:. OpoHXHAIbHASA acTMa, MEpPUOIUYECKas
JUXopajika, 0oib B JKUBOTE, CyCTaBaX M MBIIIIAX, apTepUaibHas
THIEepTOHUS. B KpoBU 03uHO(MIHS, TOBHITIICH YpoBeHb IQE.

llepsoe onucanue onyOJUKOBAHO B CTaThe aMEPUKAHCKHUX
naTojioroaHatomoB Sflko6a Yépra (Jacob Churg) m Jlorte ITpayc
(Lotte Strauss) B 1951 r.

IIampora Tect

Cunonum: oxno Illampora, Tect «amMaszHou menu». B HOpMme
MEXAY JBYMsS HOITAMU COCJAWHEHHBIX TMAJIBLEB CYLIECTBYET
poMOoBHIHAs 1I€Jb, 3TO UM ecTh okHO [Ilampora. Ho gaxe Takoro
OKHA HET, U (paJlaHTU MIIOTHO MPWIETAIOT APYT K IPYTY, 3TO BCE PaBHO
CUMTAaeTCsl B Tpejaesiax HOpMbl. Eciau HOrTeBble BallMKU OyayT
IPUNIONHATHL U HE AAAyT NajJbllaM COMKHYTBHCS, TYT YKE MOXKHO
TOBOPUTH O MOJOXKUTENBbHOM cuMiTome lllamMmpora, KOTOPBI MOXKHO
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BCTPETUTHh IIPU JAPYIOM DJIOHHUMHUYECKOM CHMIITOME — HNaJIbLbI
I'mnnokpara.

e

Puc. 39. Meroauka npoBeaenus tecta [llampota

BHyTpr 5THX DSHOHMMOB CKPBIBACTCSA €IIE OOUH — YIOJ
JloBuOonaa, koTopsiii B HOpMe coctasisgeT oT 160° mo 180°. Eciu
3TO yroJj 0oJibllle — 3TO MPU3HAK NajiblieB | unmokpara.

bapabaHHble
nanbubl

>180:\\‘

Hopma

160°
ey
o v

-

Puc. 40. Yron JloBuboHa

Jleo IHampor (2 wmroms 1924 — 24 wmas 1988) -
10)kHOoadpuKkaHckuii kapauoior. Jxon Jlokk "I[xok" JloBubonnm (4
mas 1907- 4 mas 1954) - aHrnuiickuii Bpad.

Ilapko-Jlelizena KpuCTaJIbI —  TOHKUE  BBITSHYTHIC
KpUCTaJIbI, oOpa3oBaHHBIE W3 dbepMeHTa  303UHOGUIIOB,
oOHapy>XMBaeMble B TEPBYIO O4YepeJb B MOKPOTE€ OOJBHBIX
OpoHxuanbHON acTMOl. BriepBble KpucTauibl ObUIM OOHApY>KEHbI B
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1851 rogy memeuxum BpauoMm @D. A. don llenkepom, HO ONUCAHBI
mutis B 1853 roay XK. M. Iapko u HI.-®. Po6enom. B 1872 rogy ux
Takxe onucai 3. ¢ou Jlelinen. BriepBrie KpucTaIUIbl OBUIM HAWJIEHBI Y
oonpHbIX Jeiiko3oM. Kpucramner [llapko-Jlelimena mnpeacTaBisioT
coOoi Orectsue, TIWMaaKue O0Opa3oBaHMs, COCTOAIIUE U3 JBYX
IMIECTUYTOJBHBIX ~ TUpPaMHUI, HWHOIJA C  TyObIMH  KOHIIAMH,
COCNUHEHHBIX OCHOBaHUAMH. OOBIYHO OHU OECIBETHBIC, TMPHU
BO3JICUCTBUU TPUXPOMA OKPAIITUBAIOTCA B OarpsiHO-KPacHBIH IBET.

O0pazoBanue KPHUCTAJJIOB [ITapko-Jleriaena, KaK
ImpearnojiaraeTcsa CBsI3aHO ¢ pacmaaoM  »o3uHoduiioB. Camu
KPUCTAJUIBI ~ ABJISIIOTCS  MPOAYKTOM  KPUCTAJUIM3AIMU  OEJIKOB
703UHO(DUIOB, B YaCTHOCTH OOpPa30BBIBAIOTCS BBICBOOOXKIAFOIIHIMCS
u3 703UHO(UIIOB npu pacnaze KJIETKU dbepMeHTOM
nu3odocdonumnazoil.

T - Lt A BOPR

Puc. 41. Kpuctamisl [llapko-Jlefinena

[Topoii cBexeBBIIECIEHHAs] MOKpPOTa OOJIbHBIX OpOHXHAIBHOU
acTMOM MOXKET He cojepxkarh kpuctaiuioB I[llapko-Jleinena, u oHu
oOpa3yroTcsi B Hell uepe3 24-28 4acoB Mpu XpaHEHHH B 3aKPBITOU
nocyne. I[Ipucyrcreue kpucramioB [llapko-Jleiagena B MOKpoTe mpu
OpOHXHMATBHON acTME XapaKTEPHO B MEKIPHUCTYMHBIN MEPUOJ, a HE
Ha  BbicoTe  npuctyna. IloMuMO  MOKpPOTBI,  KPHUCTaJUIbI
OOHapy>XKMBAIOTCS B KaJle MAllMEHTOB C MAaCCHUBHON 303MHO(MIHHOM
UHQUIbTpAlUEN CIU3UCTOM OO0OJOYKM KHUINEYHHKA, B JIIOOBIX
KUJIKOCTSIX OpraHu3Ma C MOBBIIICHHBIM COJICPKaHUEM 303MHO(DUIIOB,
IIPU AJUIEPTHYECKON PEaKIMU Ha UHBA3UIO TE€JIbMHUHTOB.
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I'JIABA 3.
IIIOHUMBI B 'ACTPOSHTEPOJIOI'MHU

AJbBapeca CHHAPOM

IIpexomsmee B3AyTHE JKMBOTA HEUPOTEHHOW NIPUPOABI C
I'POMKOU OTPBIKKOM.

Yame Habmromaercst B CBs3U ¢ adpodarueir. CrocoOCTBYOMINE
dakTophl: HapylieHue mnpueMa nuiu (ObICTpas e€aa, pa3roBOp BO
BpeMs €/lbl), OOWJIbHOE CIIOHOOT/CJIICHUE C YacThIM 3arjiaTbiBaeM
CIIOHBI, PACCTPOMCTBO MOTOPHUKM M TOHYCA XKEIyAKa, IIUTEIIbHBIE
pPBLIaHUS. ITO MOXKET ObITh ICUXOTE€HHOE PACCTPOICTBO.

B3nyTue xuBOTa B KOPOTKOE BpeMsi (MUHYTHI, 4achl), KOTOPOE
JNEPKUTCA OT HECKOJBKMX MHMHYT JO HECKOJBKHX CYTOK,
COIIPOBOXKJIAIOLIEECS TPOMKOU OTPBIKKOW, U3PEAKAa BCKPUKUBAHUEM.
KuBoT B31yT, MEPKYTOPHO — TUMIIAHUT, CUMIITOMBI Ppa3apa)Ke€HUsI
OpIOIIMHBI OTCYTCTBYIOT. PEHTreHOJIOTHYeCKU: OOJIBIION Ta30BBIM
My3bIPb KEIYJKa, CKOIUICHUE ra30B B KHIIECYHUKE, BBICOKOE CTOSTHUE
nuadparmel, OOJIbIIE CIICBa.

OtkpeiT ¥ Ha3zBaH Youarepom KiumenTtom AnbBapecom,
aMEpPUKAHCKUM BPauyoM MCIAHCKOTO MPOUCXOoXaeHus B koHIE 1940-x
TOJIOB.

banna-Kuapu cunapom

OKKJIIO3MS  TMEYEHOYHBIX BEH C  MOIIHBIM  Pa3BUTHEM
KOJUIATEPAILHOTO KPOBOTOKA, TEIATOMETAIIMEN, CIJICHOMETAIINEN,
VIUDIOTHEHUEM M OOJIC3BHEHHOCTBIO JKMBOTA, MEPCUCTUPYIOIIUM
acCIIuTOM, HE3HAYUTEIILHOU KEITYXOU 5| IICYCHOYHOU
HEJIOCTaTOYHOCThI0. Hauano wmoxer ObITh BHe3anmHbIM. OcTpoe
Hayajgo cuHapoma banma-Kuapu sBnsercss ciaeiacTBUEM Tpom003a
IIEYCHOYHBIX BE€H WJIM HUKHEHW I10JIOM BEHBI. IIpu oCTpoM 3aKkyropke
MIEYCHOYHBIX BEH BHE3AITHO TMOSBJISIOTCS PBOTA, MHTCHCUBHBIE 00JU B
AMUTAaCTpaibHOM 00JIaCTH W B TpaBOM ToApedephe (BCIEACTBUE
HaOyxaHus TI€YEHH W PACTSHKCHHS TJIMCCOHOBOM  KallCYJIbl);
OTMEUaeTCcs JKeaTyxa. boyie3Hb OBICTPO MPOrpeccupyeT, B TEUCHHUE
HECKOJIbKUX JIHEW Pa3BUBAECTCS AaCUUT. B TEpMUHAIBHOW CTaauu
MOSIBJISICTCS. KpoBaBas pBoTa. llpum mpucoegmHuMBIIEMCS TpoMOo3e
HIDKHEH TIOJI0OM BEHBI HAOJIOMAIOTCS OTEKM HIDKHMX KOHCUYHOCTEH,
pacuiipeHre BEH Ha TMepeaHed OprolHoW CcTeHKe. B Tskenmbix
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CIydasX TOTaJbHOM 3aKyMOPKH TIEYCHOYHBIX BEH pa3BUBACTCS
TpoMOO3 MeE3EHTEPHATIbHBIX COCYIOB ¢ OomssMu ® gauapeeid. Ilpwm
OCTPOM TeueHuHU cuHApoMa bamna-Kuapu 3TH CHMOTOMBI BOZHHKAIOT
BHE3aITHO W  HOCAT  BBIPAXEHHBIM  XapakTep ¢  OBICTPBIM
mporpeccupoBaHneM. 3abojieBaHWE 3aKaHYMBACTCS JICTAJIbHO B
TEUECHUE HECKOJBbKUX JIHEU. IIpHu MOJHON OKKIIO3UU CMEPTh MOXKET
HACTYIHUTh Y€Pe3 HECKOJIBKO JHEH OT Hadajaa OKKIIO3HUH.

OOBIYHO TeUCHHE XpOHHUYECKOoe. IIpHumHON XPOHHUYECKOTO
TeueHuss  cuHApoma  bamma-Kuapu  moxer  cratb  (pubdpo3
BHYTPUIICYCHOYHBIX BEH, OOJBIIMHCTBE CIIy4aeB BBI3bIBACMBIM
BOCITAJIMTEIHFHBIM MPOIIeCCOM. BoJIe3Hh MOXKET MPOSBIATHCS TOIBKO
reraToMerajue ¢ MOCTEIICHHBIM IPHCOCAUHECHHEM OOJICH B IIPaBOM
noapedepbe. B pazBepHyTO# cTaauu Me4yeHb 3aMETHO YBEJIUUUBAETCS,
CTAHOBHTCS IUIOTHOM, MOSBJISCTCS acuT. Mlcxomom O0IE3HH SBIISICTCS
TsDKEJIas II€UCHOYHAas HEJIOCTaTOYHOCTh. 3a00JICBAHHE  MOJKET
OCJIOKHHUTBCS KPOBOTCUCHHEM W3 PACIIMPEHHBIX BEH THINEBOJIA,
JKeTyKa U KUIIICYHHKA.

CuHapoM Ha3BaH B 4ecTh aBcTpuiickoro martosiora Hans Chiari
(1851-1896) u anrnwmiickoro Bpada Georg Budd (1808-1882), enepssie
onucan B 1845 rony.

bapa-Iluka cunapom
[IpyurHON SABIAETCS pak TOJIOBKU IIOJKEIYAOYHOU JKEJIE3bl C
Pa3BUTHEM TTOPAKEHUS )KEITUHOTO Iy3bIps, MEUCHHU U (paTepoBa cocKa.
[IposiBnsieTcs TOCTOSHHBIMU OOJIAMH B JKMBOTE, ITOHOCOM,
caxapHbIM JUa0eTOM, XPOHUYECKOM KEATYXOM.

BriepBbie CHHIPOM OIKMCAaH COBMECTHO (PpaHITy3CKMMH BpadyaMu
Bard u Pic B 1888 r.

bapperra numesoa

Cunonumot. cuHapom bapperra — anrn. Barrett’s syndrome,
a00p. CELLO (anr;n. OykBaibHO "BHOJOHYETH" - cokparl. columnar
epithelium lined lower (0)esophagus "uu3 muIIEBOJA BBLICTCIICH
MUIUHAPUYECKUM dIUTENEeM")) — OJIHO U3 CepbE3HBIX OCIOKHEHHM
racTpod3odareasibHON  pedIIOKCHON 00JIe3HH, MpPH KOTOPOM B
SMUTEIUATBPHON  BBICTHJIKE  CIM3UCTOM  OOOJIOYKHM  THUIIEBOA
OOHapy>XKMBaeTCsl HEXapaKTEPHBIA IS HOPMBI SMHUTEIHN KUIIIEYHOTO
THUIIa BMECTO IJIOCKOTO MHOT'OCIIONHOTr0. MeTarnasusi KJI€TOK HUKHEN
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JacTH TMHUINEBOJA PACCMATPUBACTCS KaK COCTOSIHHE, BBI3BAaHHOE
XPOHUYECKUM KHUCJIOTHBIM TOBPEXKICHUEM, 330(arut, U He SBISCTCS
ouepyeHHBIM 3a0osieBanueM. IlumeBon bapperra oOHapykuBaeTcs
npumepHo y 10 % marmenToB, 0OpaTUBIIMXCS MO MOBOAY HU3KOTU OT
ractpol3odareansHoro pediokca, a B obmeld nonysimun — y 1 %
HaceJeHusl. JTO COCTOSHUE Ha3BaHO mo mMmeHu Hopmana bapperra
(Norman Barrett, 1903—1979), anraumiickoro Xupypra, KOTOPBIH
ornucan ero B 1950 roxy. HecmoTps Ha Ha3BaHMe, aHHAS MMATOJIOTHUS
Obl1a MepBOoHAYaAIbHO omnucaHa Puiaunmom PosanmoM DIucoHOM B
1946 romy. CBsa3p c racrpo’3odarcaibHbIM pedurokcoM Oblia

Hatimerna B 1953 romy. CBs3b ¢ ajeHOKapIMHOMON ObLIa HailficHA B
1975 rony.

' HOPpMAJIBbHBIH MANIIEBO] ,"/' / numesox bappera

SRR

Puc. 42. MakpockonmndecKre N3MEHEHHS CIIU3UCTON 000I0UKH
nuIeBo1a npu cuuapome bapperra

Boaca 0os1eBbIe TOUKH

Pacnonaratorcst Ha ypoBHe nonepedHbix orpocTkoB X, Xl, Xl
IPYJHBIX TO3BOHKOB. BbIABIEHHE OOJIE3HEHHOCTH B 3THUX TOYKaX
ClIeBa XapakKTepHO I $3Bbl B TeEJE€ JKENyJKa, a clpaBa — B
MPUBPATHUKE U B JIYKOBUIIE JBEHAALIATUIIEPCTHON KUIIIKH.

boac Mcmap (Boas Ismar, 1858 — 1938) — Hemenkuii Bpau,
OJIMH M3 OCHOBOIIOJOKHUKOB TaCTPOIHTEPOJIOrMU. boneBble TOUYKH
onucanvl U. boacom B 1913 r.
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Bacuiienko cumMnTom
IIpu cTeHo3e npuBpaTHUKA, BBICOKOW KEIYAOYHOU CEKPELUU
yepe3 /-84acoB MOCJIE €/1bl BBISBIISIETCA LIYM IJIECKa MPU CYKYCCUU B
snuractpu. CHMITOM Ha3BaH MO UMEHH OIMKCABIIETO €r0 COBETCKOTO
TeparneBTra Bnagumupa Xaputonosrnya Bacuienko (1897—1987).

Becrdans-bepuxapaa cuHapom

[IpuumHOil sIBIsieTCA CTEHO3MpYIOlee BocmaleHue darepona
COCKA.

XapaktepHa Tpuaga CHUMITOMOB —  pEUUAMBUPYIOIIAsS
JUXOpaJKa,  JKEIYHBbIE  KOJWMKH,  IEPEMEXaromas  KeITyxa.
BrniocnenctBur MOXKET pa3BUTHCA LUPPO3 IeueHU. llpu maydeBbIxX
METOIaX NUATHOCTUKH >KETYHBIC KAMHU HE ONPEAEISIOTCS.

Onucan vemenikum BpadoM Westphal Kari B 1922-1923 rr.

Buancona-Becrdansa-Konosanosa 00/1e3Hb

bonesnp Bunscona

Cunonumer. 6one3nb Buiibcona-KoHoBanoa, renaroieHTUKYIsipHast
JereHeparusi, remnarouepeopaibHas AUCTpodus — peaKoe THKENoe
HACJIEACTBEHHOE MYJIBTUCUCTEMHOE 3a00J€BaHUE, MPOSBIAIOIIECECS
MPEUMYIIECTBEHHO MeYE€HOYHBIMU, HEBPOJIOTHYECKUMU U
NICUXUATPUYECKUMH  HAPYIICHUSMH  BCJICICTBHE  UYPE3MEPHOTO
OTJIOKEHUST MEAW B OpraHax ¢ TKaHIX. MOXeT KIWHUYECKH
MaHU(ECTUPOBaTh Kak B JAETCKOM M MOJPOCTKOBOM, Tak U B Oosee
ctapuieM Bo3pacte. [Ipu oTCYyTCTBUM MEIb-3TUMUHUPYIOIIEH Tepanuu
3TO 3a00JIeBaHUE SABIACTCS (aTaaIbHbBIM.

Tun Hacnedosanuss - ayTOCOMHO-pellecCUBHBIN. (OcCHOBHaS
NpUYMHA BO3HUKHOBEHHUSI 0O0JIE3HW — MyTallusi I'eHa C Ha3BaHHEM
ATP7B, xoTopblii OTBETCTBEHEH 32 BCTpaNBaHKWE HOHOB MEAHU B OETIOK
HepyJIOMIa3MHUH.

Kaunuueckas Kapmuna XapaKTEPU3yeETCS OOJIBIINM
nouMOpGU3MOM B OTHOIIEHUM KaK HEBPOJIOTHYECKUX, TaK H
COMaTHUYECKUX MPOsABICHUIN. BoienstoT cnenyronme Gopmbl 00JIE3HU
Bunscona-KonoBanosa.

beccumnromuas ¢opma (okono 10% crnyyaeB): KIMHUYECKUX
MPOSIBJICHUM HET, JUArHO3 YCTAaHOBJIEH 10 MPOSIBICHUS] CUMIITOMOB.

AGnomunanpHas (neu€nounas) gopma (oxono 40% ciyuaes):
paHHEE HaAyallo, IMPEUMYIIECTBEHHO C OCTPOM MEYEHOUYHOU
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HEJIOCTAaTOYHOCTH WJIA MPU3HAKOB XPOHHYECKOW MEYEHOUHOU
HEJIOCTAaTOYHOCTH; (yJIbMUHAHTHAS TEUYEHOYHAs HEAOCTATOYHOCTD,
UPPO3 MECUCHHU.

[lepeOpanbHas (HeBposoruyeckas) ¢opma (okomo 40-50%
CIy4aeB):  XapaKTepHbl  pa3sHOOOpa3HbIE  IKCTpamupamMuIHBIC
HapymieHuss (TpeMop  KOHEYHOCTeW U  TOJOBbI, JUCTOHUS,
MO3KEUKOBAasi aTakCHs, MapKUHCOHU3M, HApYLICHHE IMOYEpKa,
IU3apTpUsi, MBIIIEYHAs PUTUIHOCTb, XOpPEs, aTeT03), MCHUXHYECKHUE
HapylieHus (Jaenpeccusi, pa3pa)KUuTeIbHOCTh, PACTOPMOKEHHOCTD
MOBEJICHUS, ICUXOTUYECKNE SMTU30/IbI).

CmemanHass ~ gopma:  codyeTaHUE  HEBPOJOTHMUECKUX U
MEYEHOYHBIX TTPOSIBJICHUM.

3abonesanue enepsvie onucarno B 1912 romy aHTIHIICKUM
HeBposoroM CemroaneMm BuiibcoHOM. B CBOEM meyaTHOM Tpyle OH
OMHUCaja CUMIITOMBI U OCOOCHHOCTH M3MEHEHHSI BHYTPEHHUX OPraHOB
npu 3ToM 3abosieBanuu. Emé paneme K. Becrdanem (1883) u A.
Irprommenem (1898) Obwio ommcano 3a0oieBaHHE, KOTOPOE IO
KIIMHUYECKOMY CXOJICTBY C PACCESIHHBIM CKJIEPO30M  TOJYYHIIO
Ha3BaHUE «IrceBaockiepo3». B 1960 romy coBeTckuil HEBpOMaTOIOT
H.B. KonoBamoB mpeanoXun Ha3BaHHE «remaToliepedpaibHas
nucTpodusi»,  3HAYUTENBHO  paclIMpuil  NOPEACTaBICHUS O
naTo(U3MO0JIOTHH, MATOTeHE3€ U KIMHUKE 3TOM Oosie3nn Bunbcona —
KonoBasioBa

Puc. 43. Konpna Kaiizepa-dieitmepa: mpu3Hak maToJIOTHIECKOTO
JICTTIOHUPOBAHUS HOHOB MEIU B JECIIEMETOBOM MeMOpaHe paiyKHOU
000JI0YKH TJ1a3a, IPOUCXO/IsIIee TPy 3a00JIeBaHUN
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BupxoBa meracra3s
Oro omHa w3 crnenupuueckux  GopM  JIUMEGOTEHHOTO
METacTa3upOBaHUS paKa >KelyJIKa, MOpaXKeHUe TUM(PaTHUECKUX y3JI0B
JE€BOM  HAIKIIOYUYHOM 0OJacThU MEXKAY HOXKaAaMU TpYyIAUHO-
KJIFOUMYHO-COCIIEBUIHOM MbIIIbl. Ha3Banue monyuyun mo damMuinu
HEeMelKoro yudéHoro-narojora Pynonbda BupxoBa, KOTOpbIM ObLI
OTKpHIT B 1848 rony.

I'epOcTa GosieBbIe TOUYKH
Pacnionararorcst mo octucteiM otpoctkam V, VI, VII rpynnsix
MO3BOHKOB. VX BBISIBIICHHWE XapaKTEPHO IS S3BbI JKEIYJAKAa BBICOKHX
oraenoB. ['epoct Bunbrensm BunibrensmoBuu — TepamneBT; B 1937 1.
NEpPBBIA  3aBEAYIOMNA  KaQeapor IPONEACBTHUKH  BHYTPEHHHX
OosiesHerd  Bousrorpaackoro  rocygapCTBEHHOTO — MEAMIIMHCKOTO
YHUBEPCUTETA.

I'mpunpysnra 6os1e3Hb

bonesnus ['mpmmpyHra - aHoMmalivs pa3BUTHSA TOJCTOM KHIIKH,
OpUBOASAIIAsS K HaApYIICHWIO HWHHEpPBAIlMKM (parMeHTa KHUIIKH
(BpOKIEHHOMY araHrjio3y) M TMPOSIBISIONIASCS YIOPHBIM 3alopOM.
bone3npr Ha3BaHa MO HMMEHM jaarckoro memuatpa H. Hirshprung,
onucapiero ee B 1887 r. Ilo maHHBIM pa3HBIX aBTOPOB, YACTOTa
oones3nn ['mpmmpynra konednercs ot 1:1000 no 1:20 000. Mansuuku
oonetor B 4-5 pa3 wuyame pgeBouek. boyie3sHb BO3HMKaeT H3-3a
BPOXKJICHHOTO HApYyIICHUS WHHEPBAIIMW KUIICYHUKA, TIPUBOISIIETO K
CHIDKEHHIO (BIUIOTH 10 OTCYTCTBHS) MEePUCTATBTUKH
araHrJIMOHApHOTO cerMeHTa. Ha ompeneneHHOM ero ydacTke, daiie
aMITyJSIPHOW YacTH TMPAMOW KHINKKA WJIA JUCTaIBHOM  OTIENe
CUTMOBHUIHOM KHIIIKH, OTCYTCTBYET HOpMajbHas CTPYKTypa HEPBHBIX
MEHCCHEPOBBIX U ay’pO0axoBBIX CIUIETCHHH. B03MOXHO Hamnuue
araHriino3a W B BBIMICNIEKAIIUX OTHAENAaX TOJICTOM KHUIIKU. KpaitHe
PEAKO TOpaXKaeTCs MOJB3JAOIIHAS KHUIIKA. YeM BBIINIe HA4alo 30HBI
araHrino3a, TeM TsDKellee TMpoTeKaeT O0Je3Hb, IOCKOIBKY B
BBIIIENIEKAIIMX OTAeNIaX CKAIJIUBACTCSl KUIIEYHOE COJEPKUMOE H
BO3HUKAET YIIOPHBIN 3a110p. ATaHTJIMAPHBIM YYaCTOK KHUIIKHU CYXKEH, a
BBIIIIC MECTa CY>KCHHSI KUIITKA PacTsIHYTA.
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Puc. 44. CxemaTtudeckoe n300pakeHue TUIaTHPOBAHHOM
CUTMOBH/IHOW KMIIIKM IIpH 00s1e3Hu [ upimnpyHra

Hanmu-KaMHreHmreiHa CHHIPOM
Bo3HukaeT y O0JIbHBIX C OMMYXOJIbIO TOIIECH KUIIKH.
AOGIOMUHATBHBIN CUMITOMOKOMIUIEKC XapaKTepHU3yeTcsi 00JIbI0
W YyBCTBOM JaBJICHHS B TMOJJOKEYHONW 00JIACTH, TOIIHOTOM,
Yepe0BaHUEM TTOHOCOB U 3allOPOB, YEPHBIN, JerTeoOpa3HbI CTy 6€3
KpoBaBou pBOTHI. Ha3BaH mMeHamu amepukaHckux Bpauen H. O.
Dudley u P. Klingenstein.

J{aduna-/I:xoHCcOHA CHHIAPOM (cun.: KeNTyxa
KOHCTUTYIIMOHAJIbHAA ~ HETEMOJUTHUYECKass  C  JIUIOXPOMHBIM
rernaTo30Mm)

Bpoxnennas  maromorus.  AyTOCOMHO-PELECCUBHBIM  THUI
HaclieoBaHus. Yaiie BcTpedaeTrcss y My>K4HUH, BBISBJISIOT B MOJIOJOM
BO3PacCTe, B OTIECIBHBIX CIyYasX C POXKACHUSI. B OCHOBHOM CHUHIpOM
JlabuHna-/[>xoHcona HaOmronaercs y xkuteneit Cpennero Bocroka.

Knunuueckas cumnmomamuka 0onee SIPKO BbIpakeHa, YEM MPHU
npyrux (opmax runepomnnpyouHeMun. OTMEUarOTCS MOBBIIICHHAS
yTOMJISIEMOCTh, IUIOXOM anmeTuT, 00JIb B MPaBOM Mojipedepbe, MOHOC.
Kenryxa coOnpoBOXKIAaeTCs HEPE3KUM KOXHBIM 3yAoM. IlleueHb
HOPMaJIBHBIX pa3MepoB WM yBenuueHa Ha 1-2 cm. B kpoBu
MOBBIIICHO COJEpPKaHUE MPSMOro OWIMPYOMHA 32 CUET HapyIICHUS
€ro TPAHCIIOPTUPOBKM M3 MHUKPOCOM T€NaTOLUTOB B XK€Yb,
MOBBIIIIEHA aKTUBHOCTH HIET0UYHOUN (ocdaTazbl. XKemuHblil my3bIpb HE
KOHTpacTUpyeTCs Mpu  mepopalibHOM  xoseuuctorpaduu. Ilpu
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JANapoOCKONUU MEYeHb UMEET I[BET OT 3€JIEHO-CEPOTO 10 KOPUYHEBO-
YEpHOTO  H3-3a  CKOIUIEHWSI B  TIENaTolUTax  KOPHUYHEBOIO
JUTIOXPOMHOTO MMUTMEHTA.

CunHapoM Ha3BaH B 4eCTh amMepukaHckux Bpaueit M.H. [labuna u
®.b. /IxoHcoHa, onrcaBmux ero B 1954 roxy.

AKuanOepa cMHAPOM

CuHonuMbl: TIPOCTasi CEMEWHAS XOJIEMUS, KOHCTUTYIIMOHAIIbHAS
runeponIupyonHeMus, UJMOINATUYECKasT ~ HEKOHBIOTMPOBAHHAS
runepOuIMpyornHEMus, HETeMOJIUTUYECKAasi CeMEHHas KenTyxa. ITO
MUTMEHTHBIN renaros, XapaKkTePU3YIOIIUNCS YMEPEHHBIM
UHTCPMUTTUPYIOIIUM  TIOBBIICHUEM  COJIEPXKAHUS ~ CBOOOJHOIO
(Henmpsimoro) OunuMpyOMHA B KPOBM  BCIIEICTBUE HapYIICHUS
BHYTPHUKJIETOYHOTO TpaHCHOpTa OMIMpyOHUHA B T€MAaTOIMTaX K MECTY
€ro COCIMHEHUS C TJIFOKYPOHOBOM KHCIIOTOMN, YMEHBIIICHUEM CTEIECHU
runepOuMpyornHeMun o aectsueM peHodapburtansa. AyTOCOMHO-
JTOMUHAHTHBIA TUII HACJIEAOBAHUsA. XapaKTEPU3YETCs HEPE3KO
BBIPAKEHHOU XPOHUUYECKOHN MM MHTEPMUTTUPYIOIICH OJIeHO-KEJITON
OKPACKOM CKJIEp M KOXHBIX IIOKPOBOB. BO3MOXKHO U IIOCTOSIHHOE
OeccMMOTOMHOE TEYeHHe, Torma cuHapoMm JKuiapOepa MOXKeT
OOHapy>KUBATbCSl TP CIy4allHO BBISIBJICHHBIX OTKJIOHCHUSX B
OMOXMMHUYECKOM aHaIM3€ KPOBH (TI0Ka3aTesib OUINPYyOrHA).

B kpoBu oOTMeuaeTrcsi yMEPEHHOE MOBBIIIEHHUE COJIEPKAHUS
HEMPSAMOTO OWNIMpyOMHAa MPU OTCYTCTBUM (YHKIIMOHAIBHBIX WJIIU
MOP(hOITOTHUECKHUX U3MEHECHU I MICYCHH. bunnpyOunypus
OTCYTCTBYET, KOJHWYECTBO YPOOMIMHOBBIX TE€I B KaJle U MOYE HE
W3MEHEHO, MPU3HAKN FeMOJIN3a HeXapaKTEePHBI.

llepsvie  knunuyeckue  npuznaxku  cuHapoma  JKumbOepa
MOSIBJISIIOTCS YaIlle BCETO B FOHOIIIECKOM BO3pacTe.

bonesnr Obuta BroepBeie amarHoctupoBana B 1901 romy
¢dpaniry3ckuM ractposnteposioroM Ortocrenom Hukoist XKunsoepom.

3axapbuna-I'ena 30HbI
VYcunenne OONEBBIX ONIYIICHUH B ONPEACICHHON 30HE MpHU
nepeOupaHuu CKIAAOK KOXKHU maibliamu. Yamie Bcero 3T Oo0JieBbIE
30HbI COOTBETCTBYIOT OINPEACICHHOMY CETMEHTY CIMHHOIO MO3ra U
SBJISIFOTCSL BUCIIEPOCEHCOPHBIM pedIIEKCOM, Jyra KOTOPOTO MEXKITY
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IMOPa’XCHHbBIM OpPI'aHOM H KOJKEN 3aMBIKAETCS B COOTBCTCTBYHOIICM

CErMCHTE CIIMHHOI'O MO3ra.

e 1-nerkueu
6poHXM,

« 2-ceppaue,

e 3 - KMWEYHUK,

e 4-mouyeBou
ny3bipb,

e 5-MoYeTouyHuK,

e 6-nNOYKM,

e 7,9 -neyeHb,

e 8-Xenypokwu
noa)kenyaoyHasn
Kenesa,

« 10 - moyenonosbie
OpraHbi.

Puc. 45. 3onp1 3axappuHa—Iena

['puropuii Aurtonosuu 3axapbun (1829 - 1897) — poccuiickuii
TEpaIreBT, OCHOBATEIb KPYIHOW KIMHHYECKON IIKOJBI, OKa3aBIIeH
OoNBIIIOE BJIMSHHE Ha pPa3BUTHE OTCUYECTBEHHOW MeAuIMHBL Cap
I'enpu Xom, on ke I'em (1861-1940) - aHriImiicKuii HEBPOJIOT MU
Heiporcuxomor. O0a y4YeHBIX JOKa3aad CyIIECTBOBAHHE CBS3H
MEKTy KOKEH M BHYTPECHHHMH OpraHaMH HE3aBUCHUMO APYT OT APYra.
Tonbko 3axapeun cnenan 3to B 1883 roxy, a yepes I'ex - cmyctsa 15
JIeT.

3UKKHUHIepa CHHAPOM
HaOmtomaeTrcs y OOJIBHBIX TMOCHE€ PE3EKIIUU  TOB3OIIHOM
KUIIKA, TEepMUHAJIbHOM  wienute (npu  Oose3nu  Kpowna).
XapakTepuzyeTcs HapyIlIeHUEM 00paTHOIO BCaChIBaHUSI
KOHBIOTUPOBAHHBIX KETYHBIX KHUCJIOT B JUCTAIHLHOM OTJEJIEC
MOJAB3/IOIIHON KHUIIKA — BOJSIHUCTBIM TOHOC, COIPOBOXKIAOIIUKCS
TEHE3MaMH B IIEPBOM MOJOBUHE JHA. [IOHOC mpekpamaercss mocie
MpeKkpamieHus TmpueMa UMM (HOYBI). YMeEpeHHas creaTtopes,
HapyllleHUue BCachbiBaHUs BUTaMHHA Bi2. B aHanm3e kpoBu oTMevaeTcs

aHEeMHUsl, CHI)KEHHUE COJIep)KaHUs X0JIECTepUHA.
Cunapom onucan HemelkuM BpadoM K. Sickinger (pox. B 1930).
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3o/uTMHrepa-JJJIMCOHA CHHAPOM

B 1950 r. R.M. Zollinger u E.H. Ellison BeiaBunym
KOHICTIMIO O BO3MOKHOCTH Pa3BUTHUS YJIBIEPOr€HHON OIyXOJu
TOJIKETY JOYHOU JKeJe3Hl, BBI3BIBAIOIIECH KEITYAOUYHYIO
TUIIEPCEKPELUIO U MEPBUYHYIO NENTUYECKYIO A3BY TOLIEW KUIIKU. B
JajbHEeIeM ObUIO YCTAHOBJEHO, YTO MPUYMHOM IKEITYJIOYHOM
TUIEPCEKPELIU SIBIISICTCS TAacTpUH, MOpoaylupyembiii G-kieTkamu
MOJKEIYJOYHOM JKeNe3bl M xKelylaka. KoHumeHTpauuss ero B KpOBHU
MOXET BO3pacTaTb B  HECKOJBKO pa3, UYTO U  SBJISAETCA
JUAarHOCTUYECKUM TMPU3HAKOM TacTpUHOMBI. ba3zanbHas KenyJouyHas
CEeKpELHs B PE3yJbTAaT€ TAKXKE BO3PACTAET B HECKOJIBKO pa3. Y
OOJIbHBIX O0pPa3yHOTCd MHOXKECTBEHHbBIC TMENTUYECKUE SI3BBI, 4YaCTO
JOKAIM3YIOIIHAECS B 3aJIlyKOBUYHOM OTJIEJE JABEHAILIATUIIEPCTHOU H
tomen kumkax. Kucmas pH B TOHKOM KHMIIKE TOPMO3UT
(dbepMEeHTAaTUBHYIO AKTUBHOCTh MHUIIEBApPUTEIbHBIX (GepMeHTOB. B
pe3yJibTaTe HapyIIAOTCS MNUIIEBAPEHUE U MOTOPHKA KHUIIECYHUKA,
NOSBIISAIOTCSA  monmdekanus, creatopes U auapes. Onyxomib
JIOKIM3YETCd B OCHOBHOM B IOJIKEIYJOYHOM KEJe3e, pa3Mephl €€
MOTYT HE MIPEBBIIIATh 2-3 MM B IMAMETPE.

Cunopom enepsvie onucaau B 1955 romy amepukaHCKHE
xupypru R. Zollinger u E. Ellison u3 wmeaurnuHckoro eHTpa
Yuuepcurera mrara Orauo.

Kpuraepa-Haisipa cunapom

Cungpom Kpurnepa Hamnsipa - BPOXKICHHAs
HEKOHBIOTMPOBAHHAs  TUNEPOMIUMPYOMHEMHUS  C ayTOCOMHO-
nomuHaHTHBIM (| THIIOM cuHApoma Kpuriepa-Hatisipa) u ayTocomMHO-
penieccuBHbM (Il TrmoMm cuHmpoma Kpurnepa-Haitsipa) trmamwu
HACIICIOBAHUS, XapaKTEpU3yeMasl )KENTYXO0N U TSKEIbIM MOPAKECHUEM
HEPBHOW CUCTEMBL.

Cunopom onucanu amepukanckue neauatpsl J.F. Crigler u V.A,
Najjar 8 1952 r. Cuanpom Kpurnepa-Haiisipa | tuma nabmomaetcs y
PEACTaBUTENEH PA3IMYHBIX dTHUYECKHX TPYNIl, Yalle y HACEIEHUs
A3suarckoro peruoHa. 3aboneBaeMocTb cocTaBisger 1 ciywaih Ha 1
MJIH HOBOPOKJI€HHBIX. C paBHOW 4aCTOTOM BCTPEYAETCA Y MAIbUMKOB
U eBoYeK. [ 'unepOunupyOuHemMus sIBISIETCS CJIEICTBUEM HapYIICHUS
KOHBIOTALIMM B TEUYEHH OWIMPYOMHA C TJIIOKYPOHOBOM KHCJIOTOM,
00OYyCJIOBJIECHHOTO OTCYTCTBHEM W 3HAUYUTEIIbHOU
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HesmocTaTouyHOCThIO (epmenta YJ(DI'T, mepeBomsiieii CBOOOTHBIN
OMTMpPyOUH B CBSI3aHHBIM.

Kpona 60J1€3HB

Hecnenundurueckoe BOCHATUTENbHOE TMOPAKEHUE Pa3IUYHBIX
OTJ/ICJIOB KEJYJOYHO-KUIIIEYHOTO TpPAaKTa HEU3BECTHOM HTHOJIOTHUU,
XapaKTePU3YIOIIECeCs CErMEHTAapHOCTHIO, PELUINBUAPYIOINM
TEUEHHWEM ¢ O0Opa30BaHWEM BOCHAIUTEILHBIX WHOWIBTPATOB H
IyOOKMX TIPOJOJBHBIX SI3B. XapaKTEpU3YETCS TpPaHCMYypalbHbIM
(3aTparuBaroOImMM  BCE€  CIOM  NHUIICBAPUTEIBLHOH  TPYOKH)
BOCITAJICHUEM.

bosie3Hb Ha3BaHa MO MMEHU aMEPUKAHCKOTO TaCTPOIHTEPOJIOra
bappuna Bbepunapma Kpona (1884—1983), koropeiii B 1932 romy
BMECTE C JABYMs KOJUJIEraMHd IO HbIO-HOPKCKOM OonpHHIle MayHT-
Cunait — Jleonom I'mn30yprom u I'opgoHom OrnmneHreiiMepom
(1900—1974) ony0MKOBaJI TIEPBOE OMKUCAHUE ITOTO 3a00JICBAHUS.

Kproseabe-baymraprena cunapom

B omimume OT TreHeTHueckd OOYCIOBJICHHOW  00Je3HU
KproBenbe-baymraprena, CHHAPOM pa3BUBACTCs BTOPUYHO IIPHU
UPpO3ax MEYEHU, TPOMOO3€ BHYTPHUIICUCHOUHBIX BETBEH BOPOTHOM
BEHbl WM  OOJUTEpaluyd  TEYEeHOYHBIX BeH. I[IposBisercs
KIIMHUYECKOW KapTUHOM MOpTAIbHOM runepTeH3uu. B obnactu mynka
MOIIIHAsl CETh PACIIUPEHHBIX TMOJKOKHBIX BEH B BHUJE «TOJOBBI
MEIy3bl», HA KOTOPBIX ayCKYJbTAaTUBHO BBICIYIIMBAKOTCS BECHO3HBIC
IIyMBL.

Bnepsoie on 6bu1 onucan Ilero B 1833 roay, a 3arem XKanom
Kprosenbe (1835) u [Taynem Knemencom pon baymraprernom (1907).

Kypsya3be-Tepbe cuHaApOM

Pa3BuBaeTcs  mpuM  HapymIeHMM  OTTOKa  JKEJIYW B
NBEHAIIATUIIEPCTHYI0  KHUIIKY  (omyxojib  (arepoBa  COCKa,
KOHKPEMEHT). XapaKTepHO COYETaHUE YBEIUYEHHOTO >KEITYHOTO
y3bIpsi (GKETYHBINA My3bIpb NANBIOUPYETCS), KEATYXH U aXOIUYHOTO
Kana.

Cunnpom omnucad mBennapckuMm xupyprom L. G. KypByasbe u
¢dpaniy3ckum L.-F. Teppre.
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Meiio-PoOcona 6oJieBast Touka
IIpy mopaxeHWn XBOCTOBOM YACTH MOIKEIYIOYHOM KEJIE3bI
4acTo oOmpeessieTcss OO0JIE3HEHHOCTh MNpPU HAJaBIMBAHUU B TOYKE
Mbito — PoOcoHa, Haxondielcss Ha TpaHUIE HIKHEHM U CpeaHei
TPETH TPSMOM, COSIUHSIONMICH MYMOK C CEpeaNHOM JIEBON pebepHOM
nyru. boneBas Touka Meio-PoOcoHa Ha3BaHa B yecTh ApTypa Meiio-
PoGcona — aHTIMIICKOTO XUpypra.

MekkeJieB TUBEPTHKYJI

MekkeneB JuBEpTUKYN (MO HMEHM HEMEIKOro aHaToMa
HNoranna ®puapuxa Mekkens—Munaamero, 1781—1833) —
JOKaJbHOE MEIIKOBUIHOE BBHINSYMBAHUE CTEHKH IIOB3JOIIHON
KUIIKK, OOpa3oBaBIIEEeCs BCIEACTBHE HEMOJHOTO  3apalleHUs
KEJITOYHOTO MPOTOKA, KOTOPBIM y4aCTBYET B MUTAHUM 3apOAbIIIA, Ha
paccrosHun  10-100 cM oT wuneonekanpbHOro yria. MeKkeses
JTUBEPTHUKYJI PUHITO CUUTATH UCTUHHBIM IUBEPTUKYJIOM, TaK KaK €ro
CTEHKA COJIEPKUT BCE CJIOU KUIIKH.

- T -

Puc. 46. MekkeneB TUBEPTUKYJ

Mbutopu-Beiicca cunapom

Cungpom Mamiopu-Beiicca - ocTpo pa3BUBAIOMIMICS CUHIPOM
AKEITyJOUYHOTO KPOBOTEUYEHHUSI B PE3YJbTATE MPOJOJIBHBIX Pa3phIBOB
CIM3UCTOTO W TOACIU3UCTOTO CJIOEB B 00JacTU IMHUILEBOJHO-
KEITyJAOUYHOTO COYCThSl (KapJAuallbHOTO OT/AeNa), HACTYMHalolmuil mpu
peunauBupytomeit  ppore. CuHApPOM  Ha3BaH 1O  UMEHaM
aMepukaHCKux marojoroanaroma G. Mallory m Bpaua S. Weiss,
onucapmux ero B 1932 r. Yacrora cunapoma cocrapisieT okoiio 1-2%
cpeau BceX OONBHBIX C JKENYyJOYHO-KUIICYHBIM KpPOBOTCUCHUEM.
Yame cMHAPOM BCTPEUAETCS Y JUIl MY>KCKOT'O MMOJia B BO3pACTe MOCIe
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30 mer (77%), y nereii wnHaOmomaercs penko. IloBblmieHue
BHYTPWKEJIYJJOYHOTO  JaBJCHUS, TMEpPEpacTsHKEHHE UM pa3phiB
CIIM3UCTONH  OOOJIOUYKM BO3HHMKAIOT BCJEJACTBUE JUCKOPPEIIAINH
3aMBIKaTEIbHOM  (DYHKIMHM  KapAUaIbHOTO U  TIHUJIOPUYECKOTO
C(OMHKTEPOB, a TAKXK€ BBIMAJACHUS CIU3UCTON OOOJOUYKH JKEIyJaKa B
MPOCBET THUIIEBOJAa M YIIEMJICHHS €€ B KapJAuaJbHOM YKOME.
[Ipeapacnonararomumu (pakTopaMu pa3pbIBOB CUUTAIOTCS:  Majas
PACTSKUMOCTD CIIM3UCTOM OOOJOYKH KapJIUalbHOW YacTH JKETynKa
BCIEJACTBUE  (UKCAIMM €€  BHEXKEIYJOYHBIMH  CBSI3KAMH U
MPOJIOJBHOTO PACTIONOKEHUS CKIIA0K; HAJIMYHE CKOJIb3AIIEH TPhIXKU
MUIIEBOJHOTO OTBEPCTUSl AuadparMbl, KOTOPYHO OOHApYKUBaIOT
oosnee yem y 50% Oo0nbHBIX; TpouUeCKHe HU3MEHEHUS CIM3UCTOMN
000J10YKH BCIIEACTBUE XpoHnueckux 3a0oneBanuii KKT.

Puc. 47. IIpogosyibHbIE pa3pbIBbI CIM3UCTON 000JOUKHU B 00JIACTH
MMUIIEBOTHO-KEIYJOYHOTO COYCThs NMPU cuHApoMe Mannopu-Berica

Menerpue 00J1€3Hb

CHHOHMMBI:  TUTFAaHTCKUH  TUNEPTPOPUUYECKHM  TaCTPHT,
TUTaHTOCKJIa0YHbIN racTpHT, TUIONPOTENHEMHUYECKAs
runeprpoduueckas racrponaTtusi — 3TO peAKoe 3aboJeBaHUE

KENTyJIKa HeU3BECTHOM 3THOJIOTHH, XapaKTePU3YIOIIEeCs BBIPAKCHHOM
runeprpodueit cnuzuctoit ooonouku xenyaka (COX).

3abonesanue enepsvie 6vi10 onucano B 1888 r. dpaHIy3cKUM
natojjoroanatomoM Ileepom Menetpue (Pierre Eugene Menetrier
(1859—1935). Menerpue ommcan npuzHaku Tuneprpodun COX ¢
HOJUIIOBUAHBIMA M JIMCTOBHJHBIMH  TOJHAICHOMATO3HBIMHU
W3MCHCHHSIMH, BBISBJICHHBIMH B CEPUH ayTOICHI MPHU UCCIICIOBAHUN
JTHA U Teja XKeayaKa, o0pa3Ho cpaBHUB yToimleHHbIe ckiaaku COX c
MO3T'OBBIMHU W3BHJIMHAMH. BrocienctBuu OIMCAaHHBIC
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MAaTOJIOTHYECKUE U3MEHEHUSI COX CTaJIHN KJIACCUYECKUMU
naToMOpP(OJTOTHIECKUMHU MPU3HAKAMH OOJIE3HHU, KOTOpas IMOIydHIia
MM CBOETO IIEPBOOTKPHIBATEI.

Mengessi CHMIITOM

CpenHuM TalbIeM IIPaBOM PYKH OTPBIBUCTO YAAPSIOT II0
BEPXHHUM OTJeIaM 00X MPSIMBIX MBI )KUBOTA. [Ipn HaTu4IuM SI3BBI
KeTyaKa WIM JABCHAAIATUIIEPCTHOM KHUIIKM Ha MeECTe Yyjaapa
OLYIIIaeTCs 00JIE3HEHHOCTb, 11(0)0]0)7 pe3Kasi. [TpuuuHOMN
00JIE3HEHHOCTH SIBIISICTCS MTOBBITIICHHAS qyBCTBUTEIBLHOCTD
MPUCTEHOYHOTO JIMCTKAa OpIOMIMHBI B MECTE, COOTBETCTBYIOIIEM
00JIbHOMY OpraHy (BUCLIEPOCECHCOPHBIM pediiekc). CUMIITOM Ha3BaH
10 IMEeHH HeMenkoro Bpada F. Mendel, 1862-1912,

OneHxoBCcKOro 00/1eBble TOUYKH

Pacnionararorcest mo octuctbiM orpoctkam oT VI rpyanoro qo |-
Il rpyHBIX O3BOHKOB. VX BBISIBJICHHE XapaKTEpHO MAJIs A3BbHI Tela U
MUJIOPUYECKOTO OTJea JKEIyaAKa, JIYKOBHUIbI JBEHAANATHIIEPCTHOM
kumikd.  OnenxoBckuii  ®Denop MeuncnmaBoBuy  (1853-1914) —
OTE€UECTBEHHBIN Bpad-TepaneBT. MeauImHckoe 00pa30BaHUE Oy YU
B KueBckom ynuBepcurete. C 1892 r. 6su1 npodeccopom kadenps
TEpaneBTUUYECKOM ¥ TOCHUTAIBHON KIMHUKH B XapbKOBCKOM
YHUBEPCUTETE.

IHaiipa cuHapom

Pa3BuBaercs B CBsI3W C 3aCTOEM ra3oB WM Kaja B o0Oyactu
cenieseHouyHOTO m3ruba. I[losBnsieTcss UyBCTBO JaBICHUS  WUIIU
NEPETOTHEHUS B JIEBOM BEpXHEM KBaJpaHTe KUBOTa, OOJIb B 00J1aCTH
ceplia JaBSIIETO XapakTepa, cepaneOueHre, OJBIINIKA, YYyBCTBO
CTpaxa, 0OJIb MEX]y JIOTIaTKaMH, OJHO- WJIM JIBYXCTOPOHHSSI OOJIb B
ieye.

3abonesanue enepsvie 6OvLIO onucanHo B pabOTaxX HEMEIKOTO
xupypra OpsuHa [laitpa B 1905 roxy.
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Puc. 48. Pentrenorpamma tosicron kumku. Cuaapom Ilaiipa

IleB3Hepa OoJsieBasi TOUKA
Y OONBHBIX C S3BOM B 00JACTH 3aJHEW CTCHKH JyKOBHIIBI
IBCHAIATUIICPCTHON KHIIKA MOXXHO BBISBHTH OOJE3HEHHOCTH B
TOYKE, KOTOpas pacrojaraeTcsi Ha OUCCEKTpUCE yria, 00pa30BaHHOTO
no3BoHOUHUKOM U XII pebpom (B yriy Mexay mOpsiMOW MBIIIIEH
cruabl U X1l pedpom) cripaBa. Manyuin Mcaakosuu [leB3nep (1872 —
1952) — poccuiickuii 1 COBETCKHIA TEPaIEeBT.

Pemxeabaa cuHaApOM

CUHOHUM: racTpo-KapAuaIbHbIA CUHAPOM.

[IposiBnsieTcs  BCIEACTBUE  BO3HUKHOBEHHS  KEIYJIOYHO-
CepACYHBIX Pe(IECKCOB € MEXaHO- MU XEMOPEIENTOPOB >KEIyIKa.
CnocoOcTBYyIOIMUMU (dbakTopamu ABJISTFOTCS aTepOCKIEPO3
KOPOHApHBIX COCYJIOB, MOTPEIIHOCTH B TIMTAaHUHU, METEOPU3M,
BBICOKOE CTOSIHME JuadparmMbl, OCOOCHHO Yy JIMIl, CTpaJarolux
OXKUPEHUEM, a TaKke (PEHKI[MOHAJIbHBIE PACCTPOMCTBA BET€TaTUBHOU
HEPBHOU CHUCTEMBI.

[Tocne enwpl y OOJBHBIX TOSBISIIOTCS JlaBieHHWE W OOJU B
npejcepAeyHo  obnacTh  WIM 32 TPYJAUHOW,  OUIyIIEHUE
cepAleOneHus, UI3MEHEHUE YaCTOThl CEPJICUHBIX COKpAIICHUN B BUJIC
Taxu- WIKM  OpagukapauM, dKcTpacucroiusa.  HaGmromarorcs
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TOJIOBOKPY)KCHUSI M KoJIcOaHHWE YPOBHS apTEpHUAIbHOIO JIaBJICHUS.
OTpbDKKa HE TPUHOCHUT OOJICTYCHMUS.

buin snepsovie onucan JIronsurom don Pemxenbaom (1871-1938)
HEMELIKUM TeparneBToMm B 1912 r.

Pa310,1bCKOr0 CMMIITOM
bonesHeHHOCT, B 30HE  PACIHOJOXKEHHS  4YepBEOOpa3HOIo
OTPOCTKAa TIPU TMEPKYCCHHM OpIOMIHON cTeHku. Ompeaensercs Mpu
OCTPOM anmneHINIUTE.
Cumnmom Pazoonvcrozo OblLT ONUCau COBETCKUM
HEBPOIATOJIOTOM, 3aBEIYIOMIUM Kadenpoil HEpBHBIX OoJie3HEN 2 — To
JIeHUHTPaCKOTO MEIUIIMHCKOTO UHCTUTYTA.

PoBcuHra cumnrom
IlosiBnenne ©OoJyieli B mpaBOM MOAB3AOIIHOM 00JIaCTH IIpU
TOTYKOOOpA3HOW TANbMAIlldd JIEBBIX OTACIOB TOJICTOM KHIIKH.
Omnpenensercs npu octpoM anmeHaurure. CummnTom Pop3mHTa OBLT
Ha3BaH B YECTh JIATCKOTO XUPYpPra, BIEPBbIC OMUCABIIETO €TO0.

Poropa cunapom

Cunonum:  TUNCPOWIMPYOMHEMHUS  HMAUONATHYECKas  TUMA
Potopa.

DOTO HaCIEACTBEHHBIM MHUTMEHTHBIM Temaro3, HalmoOMHUHAET
aerkyto ¢dopmy cunapoma Jlabuna-J[>koHCOHA, NEePEeKT IKCKPELUH
OwpyOMHa MEHEE BBIPAKEH. AYTOCOMHO-PEIICCCUBHBIA  THII
HacienoBaHusa. CyOBEKTHBHBIE MPOSBICHUS OOBIYHO OTCYTCTBYIOT.
XpoHUUYECKast KEATYITHOCTh KOXKHU U CIU3UCTHIX 00o0siouek. [leueHs u
ceJie3eHKa HE yBEIWYEHb. B KpOBH TOBBIINICEHO COACPKAHUE
CBSI3aHHOTO ownpyOuHa. OTCYyTCTBYIOT (GyHKIIMOHAIbHBIC
WU3MEHEHHUS CO CTOPOHBI TNedeHW. HakormieHus: TEMHOTO NMHUTMEHTa B
nedeHu HeT. B Owomnrarax MHOTME TEUYEHOYHBIE KIIETKH COJEpkKaT
MeJIKME U cpefHue Karu xupa. Rotor Arturo B. — dwiunmuHckuii
TepareBT.

Cunopom eénepsvie onucanru Rotor ¢ coapTopaMu.

CaMMepcKuiLIa CHHAPOM

Henocrarounocte AT®a3er Tuna P. JloOpokaduecTBEHHBI
PEUMAUBUPYIOMINI  BHYTPUIICUCHOYHBIM  XoJiecTa3. AyTOCOMHO-
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PEIIECCUBHBIM THI HACJICIOBAaHUS. XapaKTEPHU3yeTCsl Pa3BUTHEM
OCCIPUYMHHBIX TPUCTYIIOB XOJIECTa3a MPOJIOJDKATEIBHOCTRIO OT
HECKOJIbKUX HeNIelb J0 HECKOJbKUX JIeT. 3a00JIeBaHUE MOXKET
pa3BUBATHCS B JIIOOOM BO3pacTe.

OcHosHble 1abopamopuble NPU3HAKU. TIOBBIIMICHUE YPOBHS
OmnupyOrHa 3a cyeT obOoux ¢pakiui, 1meaodHon ¢ocdarassl mpu
HOPMaJIbHOM YPOBHE raMMa-TJIyTaMuJITpaHc(epassbl.

Bnepsvie 3aboaesanue ovino onucano W. Summerskill 8 1959 r.

TyxuamHa CHUMITOM

Cumnrom C.A. TyxuinHa

CuHOHUM. CHUMIITOM «KpacCHbIX KaIleJIeK», IIATHa POCHI,
«pyOMHOBBIC KameIbKW» - IOSBJICHWEC MHOTOYHCICHHBIX «KPaCHBIX
Kamenek» (TOYeK) MpaBUIBHOM OKpyrion (opmel (COCYaUCTHIC
QHEBPHU3MBI SPKO-KPACHOI'O I[BETA) Ha KOXKE >KHUBOTA, T'PYJH, CIUHBI,
HE MCYE3AIONIMX MPU HaJaBIMBAaHUM Ha HUX. CUHIpPOM XapaKTepeH
JUIS OCTPOTO M TUIIWYEH JIJIT OOOCTPEHMS XPOHUYECKOTO TTAHKPEATHTA.
[Ipu cTUXaHUM OCTPOTO BOCHAIUTEIBLHOIO IIpollecca UX KOJMYECTBO
YMEHBIIIAETCS, BIJIOTH /10 MOJHOTO UCYE3HOBEHMUS.

S

Puc. 49. CuMInTOM «KpacHBIX KareaeK»

YUIKUA CHHAPOM
CunnpoM (GyHKIMOHAIBHOW HEMPOXOAUMOCTH JUCTAIBHOU
TPETH JIBEHAIIIATHIICPCTHOU KHIIKH, e TIOCJICTHSIS
MEePEKPEIIMBACTCS C BEpPXHEW OpbIKEEUHOW apTepueu, MOJYyIUI HUMs
amepukanckoro Bpada D. Wilkie. Cuanpom Ywiiku xapaktepusyercs
WHTEPMUTTHUPYIOMIEH PBOTONH C TPUMECHIO JKEIIUH, HCXYJTaHHUEM,
c1aboCThIO, BBIHYXKJAIONMIEH OOJBHOTO COOMIOAaTh IOCTEIBHBIN
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pexuM. PBoTa mpekpamiaercsa u oOliee caMOuYyBCTBUE YIIy4IIaeTcs,
eciii OOJIbHOW JIeKUT Ha CIUHE. PEHTreHOJOrndecku HaO01aeTcs
pacimpeHue KeITyJIKa 17| IIPOKCUMAJIBHOIO oTzeIa
JBEHA/IIIATUTIICPCTHOM KHUIIKU, pe3Kas TpaHuila Oapus B Hauale
OUACTAIbHOW TPETH JABEHAJAUATUIIEPCTHOM KHUIIKWA, Ha MECTE
MEepEKpPeCTa C BEPXHEH OpbIXKECUHOU apTepuei.

Cunopom eepxmuetl OpbvlceeuHol apmepuu enepsvie NoOpoOHO
uzyuun u onucan B 1927 rony 6puranckuii xupypr David Wilkie.

| —Aorta

/, Superior mesenteric artery (SMA)
— ————t———SMA-aortic angle

| Duodenum

Puc. 50. CxemaTnyHoe n300pakeHHE CUHAPOMA
BEpXHEW OpbIKEECUHON apTepuun

Yunmia 0os1e3Hb

CuHoHUMbL: VHTECTUHAIbHAS munoguctpodus,
JUTIOTPaHyJIeMaTo3 OpbIXKEUKH, XUIaJCHIKTA3UsI ME3EHTepUaIbHAaSI.

bonmesnp Yunmna - peagkoe  3a0o0JieBaHUE — KUIIEYHUKA
WH(PEKIIMOHHON TMPHUPOJBI € Pa3HOOOPA3HBIMH  KIIMHUYECKUMU
MPOSIBIICHUSIMH.

Bnepsvie  onucano  aMEpUKaHCKUM  MaTOJOrOAHATOMOM
Jbxopmkem Yummiom (anra. George H. Whipple) B 1907 rony,
HAOJII0IaBIIIMM B ayTOIICHMHOM MaTepHuajie BBIPAXKCHHOE YBEIUYCHHUE
ME3EHTEPUAIbHBIX  JUM(ATUYECKUX  y3JI0B B  COYETAHUU C
BOCMAJICHUEM  CEpPO3HBIX  oOojouek. Ilpu  rucromorudyeckom
UCCIICIOBAHUN KUIIICUHUKA W JUM(OY3TOB MM OBLIM BBISBJICHBI
MHO>KECTBEHHbBIC OTJIOKEHHSI JIUIUJIOB U OOJIBIIOE KOJUYECTBO
MakpodaroB, cojepxkalux —aprupouiabHble  MaJ04YK00Opa3HbIC
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CTPYKTYpBI. ABTOP MPEINOI0XKWI, YTO B OCHOBE 3a00JIeBaHUS JICKUT
HapyllleHne MeTaboju3Ma >KHhpa, KOTOpO€ OH TMPEJIONKUI Ha3BaTh
«MHTEPCTULIMATBHON Junoguctpodueii». JHxkopmx Yunmi mnepBbIM
OOHApy>XWJI B CIAM3UCTON 000JI0YKE TOHKOW KUIIKH MUKPOOPTaHU3MBI,
CXOXHe ¢ OneaHon crupoxeroi. OgHaKko, JIUTEITbHOE BpeMs MHOTHE
y4€HbIE OCMapuBaivd UH(PEKIIMOHHYIO IPUPOAY ATOTO 3abojieBaHus. B
1991 roay R. Wilson, a 3atem B 1992 rongy D. Realman ¢ momornpio
MOJIMMEPAZHON 1(S11:(0)7 peakuuu (ITLLP) BBIACIIWIIN
IPaMITIOJIOKUTEIBHYI0 OalWilly U3 Marepuaia WHQPUIHUPOBAHHBIX
TKaHel 00JIbHOTO, Ha3BaHHYO Tropheryma whipplei.

XWiIauJuTH CUHIAPOM

[TognnadparmanbHOE TMOJOKEHHE TOJCTOM KHIIKHU. [IpuanHOi
MOXET OBITh BpOXKJACHHAs aTpodusi TpaBOM JOJM TICUYCHH,
MOBBIIIIEHHAS!  PACTSKUMOCTh  CBSI30K, (DUKCHUPYIOIIMX IICYCHb,
BBICOKOE CTOsTHUE AuadparMbl, 3MEHEHHE TOHYCa OPIONTHBIX MBIIIII,
aHOMaJIMM TOJICTOM KHUIIKH, ucTouleHue. JKamoObl: Ha UYYyBCTBO
MIEPEIOJIHEHNUST B OJMNUTAaCTPUM UM PBOTY, 3amopbl CO CTOWKHUM
METEOPU3MOM, pexe — OOJb CIAaCTHYECKOTro Xapakrepa. B peaxux
CaydasgX MOMKET pa3BUTLCS IIOJIHAA WA YaCTUYHASA KHUIIEYHAs
HEMPOXOAUMOCTh.  TedueHue MOXKET OBbITh  IMOCTOSHHBIM U
peuuauBupyomuM.  OO0bekTHBHO  ompefenseTcs — auddy3HbIN
METEOPU3M, ONYILIECHUE IEYEHU, TUMIIAHUT B HUKHEN YACTU T'PYIHOMU
KJIETKH CITpaBa.

Ha penrtrenorpamme — MEXAy HWKHUM KpaeM JIETKOIO |
IIEYEHBIO ONPENECIISIETCS 30HA MPOCBETIECHUSA C TUIIMYHBIM KOHTYPOM
3a CUET rayCTPAIMU TOJICTOU KUIIKHU.

CunOpom onucan TPEUYECKUM pEHTreHosioroM JluMurpuem
Xwnnaioutu B 1910 r.

74



Puc. 51. Cunapom Xunauautu

X0J1enUCTHTA CUMIITOMBI:

Kepa cumnrom (I'. Kep (1862-1916) — Hemelkuii Xupypr) —
OOJIE3HEHHOCTh B 00JacTH KEeMYHOro TMy3wips (Touka Kepa),
ornpezenseMas 0COOCHHO YETKO Ha BBICOTE BOXaA.

Jlenene cuMNTOM — OOJIE3HEHHOCTH TPHU TOKOJIAYMBAHUU B
paBoM 1oapedepbe KOHUUKAMU COTHYTHIX TaJIbIIEB PYKH.

I'pexoBa-OptHepa cummnroM (N. Ortner, aBcTpuiickuii Bpau,
1865—1935) — BO3HHMKHOBEHHE OO0JIM TPH MOKOJAYMBAHHH TIO
pebepHoii 1yre crpasa.

Meppu cumnrom (Ix. b. Meppu (1857-1916) -
aMEpPUKAHCKUU XUPYpPr) — OOJIC3HEHHOCTb MPHU MNajblallih 00JIaCTH
KEITYHOTO Ty3bIps Ha TJIYOOKOM BJOXE B CHISYEM ITOJOKCHUHU
OOJIBHOTO.

Il'aycMana cuMOTOM — TIOKOJaYaBaHWE KUBOTAa B 00JIACTH
npaBoro mojpedepbsi Ha BbICOTE TIIYOOKOro BAoXa OOJBHOTO,
3aJIepIKaBIIETO JIBIXaHWE C HAAYTHIM XHBOTOM, a 3aTEM — BO BpEeMs
MaKCUMaJbHOTO  BBIJOXa OOJIBHOTO TPU BTSIHYTOM  KHUBOTE.
bosne3HeHHOCTh Ha BBICOTE BJOXA XapaKTEpHa JJIA XOJICIIUCTUTA, BO
BpeMs BbIJIOXA JUJISl MATOJOTUM MUJIOPOAYOJeHanbHOM 30HBL. DEmop
OckapoBuu T'aycman (1868-1944) — rtepameBT, 3aciyKCHHBIN
nestens Hayku BCCP, akanemuxk AH BCCP, noktop MeIMIIMHCKHX
HayK, mpodeccop.
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Mioccu-I'eoprueBckoro cuvnrom (I'eno me Mroccu (1813-
1885) — dpaHiy3ckuii Bpay) — 00JIE3HEHHOCTh IIPH HAJaBIMBAHUN Ha
TOYKYy JauadparMajbHOTO HEpBa MEXKIYy HOXKaMH TPYyIUHO-
KIIFOUMYHO-COCIIEBUTHON MBITIIBI. CUHOHUM - PPEHUKYC-CUMIITOM.

Puc. 52. Onpenenenune cumnroma Mioccu-I'eoprueBckoro

I{uBe cuHIpOM

Pe3ko BwIpakeHHAs KuUpoBas TUCTPOdus rmeueHu y OONBHBIX C
XPOHUYECKUM aJIKOTOJIM3MOM. IIpoTekaeT ¢ IOBBIINICHHEM YPOBHS
JIMITAJIOB CHIBOPOTKU (THITCPTPUTIHIICPUACMUS, THIICPXOJICCTEPUHEMUS,
runepdochonumnuaemMusi), TEMOJIN30M W TIOBBIIIICHUEM COACPKAHUS
omnmupyouna. ['emonu3 mpu  cuHapoMme IluBe CBA3BIBAIOT €
MOBBIIICHUEM YYBCTBUTEIIBHOCTH 3PUTPOIMTOB K IEPOKCHIa3aM
BCJICJICTBHE CHIDKCHHS YPOBHS BHTaMHHAa E CHIBOPOTKH KpOBH H
SPUTPOIIMTOB.

Cunopom onucan amepyukaHckuii kuauct Zieve Leslie B 1958.

lapko cunapom (tpuaaa [llapko)
Xapakrepusyercs CUJIBHBIMU 03HOOamu, BBICOKOU
TEMIIEPATYPOU U KEJITYXOU. BO3HUKAET IpU pa3BUTHUU XOJIAHTUTA —
THOMHOW WMH(MEKUHUH KETUYHBIX MPOTOKOB, PACHPOCTpaHSIONICICS Ha
IICYECHb.

IIMuaeHa CHHAPOM
CunapoM dYacTo HAOMIOMAETCS MPU MATOJIOTHU JKEITYI0YHO-
KHUIIIEYHOTO TpakKTa: si3BEHHass OO0JIE3Hb, TaCTPUT U XapaKTepU3yeTCs
MOJIHBIM WJIM YaCTUYHBIM BBIISIYMBAHUEM CIU3HCTOM 000J0YKH
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NUJIOPUYECKOM YacTH JKelyJKa B amIylly JIBEHaALATUIEPCTHOM
KUIIKU. Pa3BuUTHE CUHApOMA CBS3BIBAIOT C JIByMSI MOMEHTaMH:
MOBBIIIEHUEM MOJABMKHOCTU CJM3UCTOM OO0O0JOYKM KelyJaka (OTeK,
Pa3phIXJICHHE MBIIICYHBIX BOJIOKOH TOJICIW3UCTON OCHOBBI) 4TO,
BO3MOKHO, OOYCJIOBJIICHO BPOXJICHHOW OCOOCHHOCTBIO CTPOMBI
CIIM3UCTOH  OOOJIOYKM ¥  YCWICHHEM BBITAJIKMBAIOIICH  CHJIBI
(TUnepreprucTanbTUKa, MOBBIIICHUE BHYTPUKEITYIOYHOTO JABJICHUS).
XapakTepHbl IEpUOANUECKas MPUCTynooOpa3Hasi 00Jb B HaTUPEBHOMN
o0JacTH, BO3HHUKAIOIIAS Cpa3y TMOCIe €Ibl, TMOMHATUS TKECTEH,
PE3KUX JIBHXKCHUI; B3yTHE )KUBOTA, YYBCTBO TSYKECTU B SMUTACTPHUH,
U3K0ra, TOIIHOTa, pBOTa. I[lonmuMopPHOCTH KIMHUYECKOW KapTHUHBI
OOBSCHSCTCS TMPOSBICHHEM 3a00JIE€BaHMS KEITYTOYHO-KUIIICYHOTO
TpakTa, Ha (POHE KOTOPOrO BO3HHUKAET MpoJianc. Y OOJBHBIX YacTO
Pa3BUBACTCS aHEMUS BCJICICTBUE KPOBOTCUCHHS U3 TPABMHUPOBAHHBIX
CKJIQJIOK CIIU3UCTOU 00O0JIOUKH.
Ha3zBan o uMmenu Hemerkoro xupypra llmunena (1874-1946).

Ilerknna-baromoepra cuMuToM

OmnpexensieTcst Tpu MECTHBIX U TUPDY3HBIX TEPUTOHUTAX.

[TampliaMu OCTOPOXKHO HAJIABJIMBAIOT HA TIEPEAHIOID OPIOMIHYIO
CTEHKY Ha TJIyOWHY, COOTBETCTBYIOIIYIO IaBJICHHUIO Ha OpPIOUIMHY.
OOBIYHO 3TO OCTOPOKHOE JaBJEHHWE Majo OOJIE3HEHHOE, HO €CJIH
najbllbl Cpa3dy OTOpPBaTh OT TMEpPEIHEH CTEHKU >KUBOTA, TO TIPHU
BOCIIAJICHUW OpPIOMIMHBI 3TO BBI30OBET CWIBHYIO Oonb. [lpu
HOPMAaJbHOW OproIIMHE 00N HE OYIET.

Cumnmom onucan HEMEUKUM xupyprom SAxoBoMm Mopuiem
bimrombGeprom B 1907 romy. Opnako pycckuit akymep JMuTpuii
[érkun emé B koHie 80-x rogoB XX Beka UCIOIB30BA ATOT MIPUEM
B CBOSH KIMHMYECKOW TMpakTuke. Takke OTOT CHUMIITOM
ncnoip3oBajics Bpadamu B | [lenzenckom 3emckom rocnuraie ¢ 1902
roga. Odwummansaoe coodmienne IéTkua caenan Tompko B 1908 romy
Ha 3acenanuu [IeH3eHCKOT0 MEIMITMHCKOTO OOIIECTBA.

IITodepa (IllTaypdepa) cunapom
[IposiBnsiercss HapymieHHEM (YHKIIMH TICYCHH TMPH KapIIMHOME
MOYKH. XapaKTEpHBI YBEIMYCHHE IICUCHHM, YacTO M CEJIC3CHKH,
c1aboCTh OTCYTCTBHE amleTUTa, MOTeps Beca, TUMOTeH3Us. B kpoBu
MOBBIIIIEHA  AKTUBHOCTh  IIENOYHOM  ¢ocdaTaspl,  YIJIUHEHO
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MPOTPOMOMHOBOE BpEMsI, CHIDKEHO KOJHMYECTBO albOyMHHA W
MTOBBIIICHO KOJIMYECTBO anb(da-2-TI00yINHOB.

Mopuc X. ltayddep, 10KTOp MEAUIMHBI, TACTPOIHTEPOJIOT U3
wmmHukn Maiio B Pouecrepe, mrar MuHHEcOTa, BIEPBBIE
oxapakTtepu3oBaj A3TOT cuHiapoMm B 1961 romy, ¢ OpUTHHAIBHBIM
Ha3BaHUEM «He(poreHHas rermnaToMeraius.
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I'/IABA 4.
IIIOHUMBI B PEBMATOJIOI'UU

Tpenenendypra cumnrom

HccnenoBanre Ta300eApEHHOTO CyCTaBa HAYMHACT C OICHKH
noxoaku. Ilpu mosiBiieHHH 00JIe B 3TOM CyCTaBe TYJIOBHUILE OOBIYHO
HaKJIOHSETCSI B OOJBHYIO CTOPOHY, YTO CIIOCOOCTBYET YMEHBIIICHUIO
00JIEBOI'O CUHJPOMA, T.K. YMEHBIIIACTCS Y4aCTHE OTBOJSIINX MBIIIII] B
MOJIICPKMBAHUM Ta3a W CHWKACT KOHTPAKTypy Mbim. Eciou
HACTyIMaeT CJIa00CTh 3THX MBI U OHHM HE MOTYT YJep)KaTh Tas,
MPOMCXOJIUT HAKJIOH TYJOBHIA HAa 3J0POBYI0 CTOPOHY (CHMITOM
Tpennenenoypra). CUMIITOM Ha3BaH B YeCTh HEMEIIKOI'O XHpypra
Opuapuxa Tpenaenenoypra.

TomMaca cuMIITOM

MakcumanpHas aMIUIATYIa cTHOaHusS Oeapa HacTyIaeT, Koraa
HOTa COTHyTa B KOJICHE, YrOJI CTHOaHUs B Ta300€APEHHOM CYCTaBe
120°. Korma B JABWKEHUSX Y4YaCTBYIOT TNOSICHUYHBIC TMO3BOHKH,
Ta300€APEHHBIN CyCTaB U Ta3, TUIIEPIKCTEH3Us Oeapa orpanuyeHa. B
Cllydyae pa3BUTHUA KOHTPAKTypbhl HOTa HAXOAUTCS B IIOJOKCHUU
cruOaHus, T.€. HaAOJIOJAeTCA IIOJIOKUTEIBbHBIM CHUMITOM Tomaca.
DTOT TeCT (PU3NMYECKOro 00CIIEIOBAaHNI HAa3BaH B YECTh BaJUIMMCKOIO
optornieaa xupypra Xnro Oysna Tomaca (1834-1891).

belikepa Kucra

CuHonum — IOJKOJICHHBIN OypCHUT.

Kucra beikepa — BocnajgeHue IMOAKOJIEHHOW CEPO3HOU CYMKH,
KOTOpasi COOOIIAETCS C MOJOCThIO KOJICHHOIO CYyCTaBa U MOXKET
CILy’KUTb pE3EpBYapOM JJisl BBIIIOTA MPU apTPUTE, HA3BaHA [0 UMEHHU
orucasiiero ee Opuranckoro xupypra W.M. Baker, 1839-1896.
Pa3BuBaeTCsl BCIIECTBHE TpPaBMbI, MEPETPY3KH KOJEHHOIO CYyCTaBa,
IPU PEBMATOUIHOM APTPUTE, TOHAPTPO3€E C PEAKTHUBHBIM CHHOBUTOM
U HEKOTOPBIX ApPYyrux 3a0oieBaHusX cycTaBoB. [IposiBisgercs 060iibto,
BBIOYXaHHEM B 00JIACTH MOJIKOJICHHOW sIMKH. [IoBBIlIEHNE NaBiIEHUS B
KOJIECHHOM CYyCTaB€ IpPU HAKOIUIEHHH OO0JbIIOr0o 00beMa >KHIKOCTH
MOXET MPUBOIUTH K pa3pblBy CYMKH C OOJSIMH B HMKPOHOXKHBIX
MBIIIIaX, OTEKOM TOJIEHH U CUMYJIHUPOBATh OCTPBI TPOoMOOQIcOuT.
PentreHorpammel  ManouH@popMmatuBHbl. JKUAKOCTHas mpupoia
najgbIUPyeMOro 00pa3oBaHus MOJATBEPKIACTCA MPU YIbTPa3BYKOBOM
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UCCJICIOBAaHUN WU MarHUTHO-PE30HAHCHOW ToMorpadwum, a CBS3b C
CyCTaBOM — apTporpaduei.

Puc. 53. Kucra beiikepa ¢ 1ByX CTOpOH OTMEUEHA CTPEIKaMHu

Ilo0epa TecT

OLeHKY TOABMXKHOCTH  TMOSCHUYHOTO  OTJeda  3a4acTylo
NpOBOJAT HakJoHOM Brepén B npuéme llobepa. Ot V noscHUYHOTO
MO3BOHKA BBEPX CAHTHUMETPOBOM JeHTOM oTKiIaasiBaeTca 10 cm
(memaercs OTMETKa), 3aTeéM OOJBHOTO IIPOCAT HAKJIOHUTHCS BIEPE.
[Ipu sTOM y 310pOBOrO paccTtosiHue yBenuuuBaetcs a0 14-16 cm, a y
OOJIBHOTO C TOPAXKEHUEM T[O3BOHOYHHMKA — TIOYTH HE MEHSETCH.
Bnepsbie 3T0oT Tect ObuT omucaH B 1937 roay HEMEIKUM BpavyoM

[Taymem Ilo6epom (11 mapTa 1865 - 22 aBrycra 1943).

Puc. 54. Meroauka nipoBenenus tecra [1lo6epa
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KyieseBcKOro cuMnToMbl

B.II. Kymenesckuii (1890-1976) ommcan Tpu CcHUMIOTOMA,
KOTOPBIC UCITOIB3YIOTCS IS THArHOCTUKY CaKpOUJICHTA.

— Cumnrom KymeneBckoro-1 — 00JI€3HEHHOCTh B ITPOCKIIMH
CaKpOWJICAJIbHOTO COWICHEHHUS IPH HAJaBIMBAaHUU OOOWMH pyKaMu
Ha TPeOHU ITO3BOHOYHBIX KOCTEH.

— Cumnrom KymeneBckoro-2 — 00JI€3HEHHOCTh B ITPOCKIIMH
CaKpOWJICAJIbHOTO COYJICHCHWS TPH HAJABIMBAaHWM Ha OOJBIION
BEpTEJL, B IMOJIOKEHUH OOJIFHOTO Ha 00KY, KOJICHH IIOJTYCOTHYTHIC.

— Cumntom KymeneBckoro-3 — 00apHON Ha CIMHE, OJHA HOTa
COTHYTa B KOJICHE W OTBeJeHA (MATKAa KacaeTcs KOJICHA APYroil HOTH)
— HaJIaBJIMBAaeM Ha COTHYTOE KOJEHO M IpeOCHb IMOJB3IOMIHON KOCTH
IIPOTUBOIIOI0KHOM KOHEYHOCTH, pu TOM BBIABIISIETCS
00JIE3HEHHOCTh B MPOEKITNH CAKPOMIICATHLHOTO COUJICHCHUS.

Cunapom Peiino

Cungpom PellHO — 4YacThll M pAaHHUM NPU3HAK CUCTEMHBIX
3a00J1€BaHU  COEIMHUTENBHOM TKAaHM, OCOOEHHO CHCTEMHOM
ckiepoaepmun. OH XapakTepu3yeTcsl BHE3AlHbIM  MOSBICHUEM
napecTe3nn (4yBCTBO OHEMEHHs, TOJI3aHWE Mypaiiek) B obmactu |l-
IV manbiieB Kucteu, cTom, pe3KUM HX IMOOJIEIHEHHEM, MaJbIlbl BO
BpeMs MpuUcTyna xoyojHble. 110 OKOHYaHMM OpUCTyna MOSIBISIOTCS
0oJid, YYyBCTBO Xapa B MHalbllax, Koxka runepemupoBana. I[lpu
CHUCTEMHOM CKJIEpOJIepMHUM CUHIpPOM PeiiHO 3aXBaThIBa€T HE TOJIBKO
najablibl PyK, CTOH, HO MW TYyObl, KOHYMK S$3blKa, YacTW JIUIIA.
Bazocnactuueckue peakiuy MOTYyT HaOJIIOAETCs B JIETKUX, CEPIIIE,
noykax. Cunapom PeitHo Ha3BaH B uecTh (HpaHIy3CKOTO Bpada
Mopuca PeitHo, KOTOpBIN BHEpBbIE Oomucan 3To 3aboseBaHue B 1862

romy.
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Puc. 55. Kninaudeckue nposiBiieHus: cuHapoma PeitHo

Tuobep:xa-Beiiccen0axa CHHAPOM

Hpyroe Ha3zBaHME — KAJIbLUHWHO3 - KaJbLUWA OTKIAJABIBACTCS
MPEUMYIIECTBEHHO B 00JIaCTH TAJbLIEB PYK U TMEPUAPTUKYISPHO B
BHUJI€ OCJBIX OYaroB, MPOCBEYMBAIONIUX CKBO3b KOXYy. CHHApOM
Tuobbepxka-BeliccenOaxa Ha3BaH B 4YecThb (paHIly3cKHX Bpaueil 1.
TubObepxka (1856-1926) u P.OK.E. Beliccenbaxa (1885-1963),
KOTOpbIE€ ONUCAIA COYETAHHE CHUCTEMHOM  CKJIEPOACPMHM U
KQJIbIIMHO3a KOXKHU.

Puc. 56. HpOSIBJ'IeHH HJZ[pOEl TI/I6Lep>Ka-BeI?IcceH6xa

Hlennenn-I'enoxa nypnypa
CuHOHUMbBL: TEMOpPparudyecKuii BacKyJuT, Oomne3nb IlleHmneiiH-
'enoxa. 3Jto Backynur ¢ |JA-UMMYHHBIMU  JIETIO3UTaAMH,
MOPAKAIONIUN MEJIKUE COCYIbl (KamuJUISIpbl, BEHYJIbI, apTEepUOJIbI),
KOTOPBIN XapaKTEPU3yeTCsl TUIHYHBIMU W3MEHEHUSIMU CO CTOPOHBI
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KOXH, KHUIICYHUKA W TOYEK B COYETAaHUU C apTPAITUSIMH WU
apTPUTOM M BCTPEUYAETCS yalle y AeTel MoJoxe 15-meTHero Bo3pacra.

bone3np Ha3zBaHa B 4yecTh Hemelkux Bpauen Moranna Jlykaca
[lenneiina (1793-1864) u Dnyapna ['enmpuxa ['enoxa (1820-1910).
[llenneitn B 1837 romy ommcan 3abojeBaHue, XapaKTEPHU3YIOIIEECs
reMopparu4eCKuMy  BbICBIIAHMSIMU  (Typmnypa),  OOJAMHU U
MPUIYXJIOCTHIO CYCTaBOB, M HAa3BaJl €T0 «PEBMATHYECKOMN MyPIypOm».
[Tozxxe 'eHoX pacmupui KIMHUYECKYIO KapTUHY OOJE3HH, 100aBUB
a0JIOMUHANIbHBIA CHUHJIPOM M TMOPa)XXEHHE IMOoYeK, U CcHOpMUPOBAI
KJIACCUYECKYI0  TeTpaay HauOoJiee YacThiX MPOSBICHUM —
najgbIUpyeMylo Mypnypy, CycTaBHble 00JM, a0JOMUHATIBHBIE 00N U
MOpakE€HUE MOYEK.

Puc. 57. TunruHoe NposiBIICHUE IMypIyphl HA KOXKe Oeapa
MIPU TEMOPPAru4eckoOM BACKYJIHUTE

Takasicy 00J1e3Hb

Hecneunduueckuit aoproaprepuut (6ose3ns Takasdcy) — 3To
XPOHHUUYECKOE IPaHyJIEMAaTO3HOE BOCMAIIUTEIBLHOE 3a00JIEBAHNE A0PTHI
U €€ OCHOBHBIX BETBEH, PEKE BETBEU JIETOUHON apTEPUU C PA3BUTUEM
CTEHO3a WJIM OKKJIIO3UHA IOPAKEHHBIX COCYIOB W BTOPUYHOU
WIIIEMUEN OPraHOB U TKAHEW, BOSHUKAIOIIECE B BO3PACTHOM T'PYIIIE 10
50 ner. [IpubAM3UTENBHO Y MOJOBUHBI MALIMEHTOB OOHAPY>KUBAIOTCS
NEPBUYHBIE COMATHUYECKHE CHUMIITOMBI: HEJOMOTaHUE, JIMXOpaJKa,
paccTpoOiCTBO CHa, MOTeps Beca, 0O0JIb B CyCTaBaX M YTOMJICHUE.
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YacTo conmpoBOkKAAETCA aHEMHUEN U TTOBBIIIIEHUEM CKOPOCTH OCEHAHUS
SPUTPOLIUTOB. IJTA CTA/MS MOCTENEHHO MEPEXOAUT B XPOHUUYECKYIO
CTaJMI0, XapaKTEPHU3YIOILIYIOCS BOCHAIUTEIBHBIMUA MpollecCaMu B
aopte M €€ BeTBAX. Y JPyrod TMOJOBUHBI OOJBHBIX CHHIPOMOM
Takascy oOHapyXHBalOTCS JHUIIb MO3JIHUE H3MEHEHHUS COCYAUCTOM
CUCTEeMbI, 0€3 TMpeaBapUTEIbHBIX COMATHYECKUX CUMITOMOB. Ha
MO3JIHUX CTaJIUAX CJIa00CTh CTEHOK apTepuil MOXKET MPUBECTH K
BO3HUKHOBEHHIO JIOKAJIM30BAHHBIX aHEBpPU3M. [lepBbIM 0O0JE3HB
omucan aHruickuid xupypr YwibsiMm CoBopu B 1856 roay, Ho
Oone3Hb Ha3BaHa B 4YecTh Mukuto Takasicy — SIMOHCKOTO
odprampmosiora, kotopbii B 1905 romy mepBeIM ommcan ciydau
U3MEHEHUS COCYJOB U CHIDKCHHUS TyJbca Yy JABaJlaTHICTHEN
naureHTk. JJoktop Takascy Ha J[BeHanmaTom €XeroJHoM COOpaHUU
Amonckoro o6miectBa  0(GTAIBMOJIOTOB  ONMHCAT  CHEIU(PUIECKOES
U3MEHEHUE KPOBEHOCHBIX COCYJIOB Ha ceTuarke riasa. [[Boe ero
koJuier (moktop Onucu u gokrop Karocuma) Ha ToM *ke coOpaHuUH
COOOIIMIM O TMOMOOHBIX O(MTATBMOJOTHUUECKUX TMPOSIBICHUSAX Y
MalKMEeHTOB, CTPAJAIOIINX OTCYTCTBHEM ITyJibca Ha 3arsiCThsiX. HbiHe
U3BECTHO, 4YTO M3MEHEHHS KPOBEHOCHBIX COCYJIOB Ha CETYaTKE
MPEACTABISAIOT CO0OM OTBETHYIO AHTMOTCHE3HYI0 pEaKIHI0 Ha
CYyXKE€HUE apTEepUM LIEH.

XopToHa 00J1€3Hb

['urantoknerounslii aprepuut (Oosne3Hb XOpPTOHA) — ATO
IpaHyJIEMaTO3HbIM APTEPUHUT AOPTHI U €€ TJIABHBIX BETBEU, IJIaBHBIM
00pa3oM, SKCTpakpaHUAIbHBIX BETBEM COHHON apTepUH, C YacCThIM
BOBJICYEHUEM BHCOYHOM apTepuu. OOBIYHO BCTpeyaeTcd y JIIoAe
crapmie 50 seTr W YacTO accoUMUpYeTCsl C PEBMATUYECKOM
nonumuanruei. Hazpanue «0one3Hb XOPTOHa» CBSI3aHO C HMMEHEM
aMEepUKaHCKOTo Bpaua bauspna Teiopa XOpToHA, KOTOPBIN nepEbim
onucan 310 3aboneBanue B 1932 roxy.
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Puc. 58. ['uranTo-K1€TOYHBIN BUCOYHBIN apTEPUUT

boae3sns KaBacakn
CunoHuMbl: CIIM3UCTO-KOXKHO-TUM(PATUIECKUT CHUHIIPOM,
mucocutaneus lymph node syndrome; ommcan T. Kawasaki, 1967,
SnoHuss. OTO CHCTEMHBIM APTEPUUT, TMOPAKAIOIIMNN KPYIIHbIC,
CpEIHUEC W MEJKUE apTEPUH, COUYETAIOIMIMHCS C KOXKHO-CIM3UCTO-
J'II/IM(l)aTI/I‘ICCKI/IM CHUHAPOMOM.

Bexuyera 00J1€3HB

CuUCTEeMHBIM  BAaCKYJUT, MOPAKAIOIUA MPEUMYIIECTBEHHO
apTepUU U BEHBI CPEAHEr0 U MEJIKOTO KanOpa, XapaKTepU3yIOIIHUics
PELUAMBUPYIOIIMM SPO3UBHO-SI3BEHHBIM TMOPAXKEHUEM  CIU3UCTHIX
000JI0YeK TOJIOCTM PpTa, TJia3, TIOJIOBBIX OPraHoB, KOXH C
BOBJICUCHHEM CYCTaBOB, BHYTPEHHHMX oOpraHoB. Yamie 3abojeBaroT
MY>XUYUHBI ~ CpPEIHMX JIeT. XapakTepHas Tpuaga CHUMIITOMOB:
MOpak€HWE CIU3UCTOM OOOJOYKM pTa B BHUJE CTOMATHUTA,
COMPOBOXKAAIONIETOCS TOSBJICHUEM OOJIE3HEHHBIX 3B, S3BEHHOE
MOPaKEHUE KOXH U CIU3UCTBIX OO0OJIOYEK HAPYXKHBIX I10JOBBIX
OpraHoB; TOpaXEHHWE TIJa3 C Pa3BUTHEM PEUUIUBUPYIOIIETO
VPUIOIMKIIATA, YTPOKAIOIIETO MOTEPEN 3peHus. pyrue nposiBiieHUs:
KOXKHBIC BBICHIIIAaHUS B BHJIE Y3JIOBAaTOM JPUTEMbI, IIaMyJioO-
MyCTYJIE3HBIX 3JIEMEHTOB; apPTPUTHI, yMNOpHas TOJOBHAas OOJb,
MEHHMHT€aIbHbIEC MPU3HAKUA U YIPOXKAIOIIEe )KU3HHU MTOPAKEHHUE CTBOJIA
U CIOMHHOTO Mo3ra; 00Jib B JKMBOTE, TOIIHOTA, KPOBOTCUCHHUS W3
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IUIICBAPUTEILHOIO  TpPaKTa, pPEHHIUBHPYIONIUE TPOMOO3BI U
TpOMOO(hICOUTHI.

3abonesanue onucano TYPEIKOM JCPMATONOIOM XYIyCH
bexuerom (Hulusi Behcet) B 1937 roay.

JronrouTpeHa KOHTpaKTypa

Cunonumvl:  TIporpeccUpyroliasi  KOHTPAKTypa  JaJOHHOIO
anoHeBpo3a, JromoutpeHa 00Jie3Hb.

HacnenctBenHoe 3a0osieBaHue, MepenaeTcs Mo JOMUHAHTHOMY
TUITY C MOJOBBIM pa3zinureM. YHaile cTpaaatoT MyK4nHbl. Bo3HUKaeT
3a007€BaHUE€ B  3pEJIOM  BO3pacTe, HEPEIKO  HaOIrIaeTcs
JIBYCTOPOHHEE MOPAXEHUE JIAJJOHHOTO anoHEeBpo3a. BO3HMKHOBEHMIO
KOTPaKTyphl MOTYT CIIOCOOCTBOBaTh XpOHHWYECKash TpaBMa IAJIbIICB,
npodeccuoHadbHbIE YyCIOBHUS (3aKUM B pPYKE HWHCTPYMEHTOB).
[Tocrenenno nosBasieTcs 3atpyanenue pasrudanus Il u IV nmanbies
KUCTU M YIUIOTHEHUE JaJOHHOTO aloOHEBPO3a B BUAE Y3E€IKOB HIIH
Tska. KoHTpakTypa OrpaHMuMBaeTCs OJHUM, ABYMsI NajbllaMHU, HO
MOXET OXBaTUTh U Apyrue. B COCTOSAHMU KOHTPAKTYphl HAXOISTCS
MpPOKCUMaJIbHBIE U cpenHue (ananru. B ganpHEHIIeM BO3HHKAIOT
BTOPUYHBIE TMATOJOTMYECKUE HW3MEHEHUSI B CyCTaBax MaJblEB,
cyxoxxunusix. Hapymiaercss pyHKIMS KUCTH.

bonesnr Ha3zBaHa B uecTh (QpaHIly3ckoro xupypra [ uitoma
HMroomonTpeHa, KOTOpbIA  cAenand  MOApPOOHOE  ONUCAHUE €€
onepatuBHoro jedeHuss B 1833 roay. Cam JlromouTpeH mucaju, 4To
00JIe3Hb 3Ta BO3HUKAET y TEX, «KTO BBIHYXJEH JIUTEIHHOE BpEMs
CKUMATh TOUKY OTIOPBI B PYKE.

-

R

Puc. 59. Konrparypa [{romtontpena
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DeJITH CHHAPOM

B 1924 r. amepukanckuii Bpau Felty A. R. u3 rpymmsl
XPOHUYECKHUX Hecneru@uIecKux MOJIUAPTPUTOB BBIJICTTAT
CBOCOOPa3HBIN KIUHUYECKUU CUHOPOM: TIONUAPTPUT, CIUICHOMETaIus
U JICUKOIEHUS, TJIaBHBIM 00pa3oM 3a CUET YMEHBIIEHUSI KOJIMYECTBA
HEUTPOPUIBHBIX TpaHyJonuTOoB. Hapsmy ¢ Tpemss OCHOBHBIMU
CUMIITOMaMH y 3THUX OOJIbHBIX OTMEYACTCS YMEPEHHOE YBEIMUYCHHE
AUM(}ATHYECKUX Y3JI0B U MUTMEHTAIMA KOXKU HA OTKPBITHIX y4acTKax
tena. Cunapom @entu - BapuaHT pPEBMATOUJIHOTO apTPUTA,
BKJIFOYAKOIIUNA  XPOHUYECKUM  TMOJUAPTPUT, CIUICHOMETAIUIO U
JeHKoNeHuI0, BcTpeyaeTcs y 1% O00JIbHBIX PEBMATOUIHBIM apTPUTOM,

MPEMMYIIECTBEHHO KEeHIMUH. Y O0IbHBIX ¢ cuHApoMoM Dentu gacto
BesBisiercss HLA DRWA4.

Crunia 6ose3ub (00s1€3Hb CTHILIIA B3POCJIBIX)

bonesus Cruia y B3pOCHBIX TpeNCTaBisieT coOol penkoe
MYJIBTUCUCTEMHOE ayTOBOCHAIMTENIbHOE 3a00JIeBaHUE HEU3BECTHOU
npupoasl  (ocoOyro  (popMy CEpOHETaTUBHOTO  PEBMATOUIHOTO
apTpuTa), XapaKkTepU3YIOIIeecss €KEeTHEBHBIMU PE3KUMHU IMOTBEMAMHU
TeMriepatypsl Tena Boie 39 °C, apTpaiarusiMu Uiu apTpUTOM, OBICTPO
UCYE3aloNIell KOXKHOW CBIMbI0, JICHKOIMTO30M C MpeodiiagaHueM
HEUTPO(PUIIOB.

[lepBoe ymoMuHaHWE O CHMITOMOKOMIUIEKCE, BKIIFOYAIOIIEM
JUXOPAIKY, ChIllb U apTPaJTHH, MOSBUIOCH B KypHaie Lancet B 1896
r. Torma oH OBLT paclieHEH Kak MPOSBIICHUE PEBMATOMIHOTO apTpUTa
y B3pocnoro uenoBeka. B 1897 r. anrmuiickuii nenuarp Jxopmx
Ctunn BeImycTHJT MoHOrpaduro moa HaszBaHueM «OmHa u3 ¢Gopm
MOpaXEHUsI CYyCTaBOB y JeTel», Tae onucan 12 ciiydaeB ¢ moI00HON
KIMHUYCCKOM KapTHHOW cpead 22 JdeTell C  IOBCHUJIBHBIM
PEBMAaTOUIHBIM apTPUTOM. BIOCIEACTBUM 3TOT CHUMMOTOMOKOMILIEKC
ObUT Ha3BaH B 4YeCTh Hero «Oose3npto Ctwwia». B manmpHelmem
MOJO00HBIE CITydau, OMUCAHHBIE Y B3POCIBIX, OTHOCHJIU K JIUXOPAJIKE
HesicHoro TeHe3a. B 1966 r. Opuk baitBoTepc BrepBbie MCIOJIB30BAI
TepMUH «Oone3Hb CTwiuia B3pOCHBIX» B BBICTYIUICHMM  Ha
['ebepaeHOBCKUX YTCHUSX, OTMETUB, UYTO MpU3HaKU Oosne3nu Ctuiia
y B3POCIBIX OH CUMTAET CaMOCTOSITEILHOM HO30/0THelH, a B 1971 1. D.
baitBoTepcoM ObLTM OMyOJIMKOBaHBI MHOTOYHMCIICHHBIE HAOIIOACHUS
3TOro 3a00seBaHusl y B3pocCibiX. bone3nb CTuiia B3pOCIBIX OOBIYHO
pPa3BUBAETCS B MOJIOJIOM BO3pAcTe M SBISETCS PEIKUM CHUCTEMHBIM
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3a00JIeBaHEM, PACIPOCTPAHEHHOCTh KOTOPOro cocTamiseT oT 1 g0
34 cmyvaeB Ha 1 MJTH HaceJleHHS.

HITpromuens-Mapu-bexrepeBa 00J1e3Hb

CunoHuMbl: AHKWIO3UPYIOMIUA CHOHIWIAT HANONATAYECKUU,
OoJsie3Hb bexTepeBa — 3TO XPOHUYECKOE CHUCTEMHOE BOCHaJCHUE
CyCTaBOB, NPEUMMYIIECCTBEHHO NMO3BOHOYHHMKA, C OrPAHHUYEHUEM €r0
MOJABUKHOCTH 32 CYET AHKUJIO3UPOBAHUS ano(u3aIbHBIX CYCTABOB,
dbopMHUpOBaHUS CUHIACCMODUTOB M KaJdblLHU(HUKAIMU CIHHAJIBHBIX
CBSI30K.

bone3ns bexrtepeBa Ha3pIBaeTCA TaK B OCHOBHOM B Poccuum 1o
MMEHU HeBpoJiora u ncuxuarpa B. M. bexrtepea, omnmcasiiero
KapTUHY aHKWJIO3HUpYyolero cnonamwioapTpura B 1892 roxy. OnnHako
B ToM ke 19 Beke ¢ pa3Huiieil Bcero B HeCKOIbKO JieT (B 97 u 98 rr.
COOTBETCTBEHHO) TaK)K€ OIMyOJIMKOBAIU PE3yIbTaThl HAOIIOJICHUN 3a
NapeHTaMu ¢ 3THM  3a00JieBaHWEM HEMEIKHM YYeHBIH A.
[ITpromriens u xeHmmHa-pay u3 Opannuu 1. Mapu.

Puc. 60. ITo3a nmpocurens npu aHKUIO3UPYIOIIEM CIIOHIUIOAPTPUTE

I'eoepaena yzeaku (o umenu W. Heberden) — nposBienue
neopmupyromero  ocreoaprpos3a:  Aedopmanms  JIUCTaJbHBIX
MeK(aTaHTOBBIX CYCTAaBOB KHUCTH 3a CYET KPaeBBIX OCTCO(UTOB B
BUJIC CHMMETPHYHBIX, IJIOTHBIX Y3JIOBAThIX 00Pa30BaHUIN BEIMYMHOM
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C TOPOIIHMHY Ha ThUIbHO-OOKOBOW IMOBEPXHOCTH CYCTaBOB. YHUJIbAM
I'ebepnen (1710 - 17 mas 1801) - anrnmiickuii meauk. PabGoTan B
KemOpuke, 3aHMMaiCs MpenojaBaTeIbCKoOM eI TeIbHOCThIO, 0oJiee
30 ner umen obmupHyro mpakTuky. Ynen KoposeBckoro koiemxa
Bpauern B Jlonmone, Ilou€rnein unen Ilapmxkckoro KoposeBckoro
MEJIUIIMHCKOTO o01ecTBa. KpoMe TOro, oH nmepBbIM /el ONKUCcaHue
BETPSHOM OCIBI U CUMITOMOB TPYAHOM >KaObl (3TOMY 3a00JICBAaHUIO
OH J1aJI MPUBBIYHOE HAM Ha3BaHUE 'cTeHoKapaus').

‘ Y3enku
‘ . lebepaeHa

Y3enku
( Bywapa

Puc. 61. Y3enku I'ebepaena u bymapa

Bymapa y3eakm npeACTaBiIsSiOT cOO00M TBEPABIE KOCTHBIC
HapocThl  (ocTeo(uThl) HA MNPOKCUMAJIBHBIX  MeEX(parTaHTOBBIX
CycTaBax (CpeIHMX CyCTaBaxX MajblleB PYK WM HOT). Y31bl bymiapa
Ha3BaHbl B yecTh (panuysckoro mnarosnora [lapns YKaka Bymapa
(1837-1915). Iapnp-XKozed bymap yuwmics y IKana-MapreHa
[ITapko, BMecTE€ C KOTOPHIM OH TOCBSTHJI C€0s HEBPONATOJIOTHH,
omucaja TMOPaKEHHUs CKIEPO30M CIOMHHOIO MO3ra W BTOPUYHOU
JereHepanvell  MUpaMUIHOTO  Mydka, a 3aTeM  OOHapy K
MPOUCXO0XKJICHUE BHYTPUUEPEIIHON IeMaTOMBbI, pa3pbiBa KPOIIECYHBIX
aHEeBPM3M Ha TIEPETrOPOJKaX apTepUuM TOJOBHOTO MO3Ta, T03XKE
Ha3BaHHbIX MUKpoaHeBpusmoii lllapko-bymapa.

Turue cuHapOM

Cunonum. OCTEOXOHAPUT pedpa. OnrcaH HEeMEIKUM XHPYpProMm
Tietze A. B 1921 r. Druonorus He scHa. XapaKTepu3yercs
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neopmarmeit, MOPUIYXJOCThIO, OOMBIO B 00macTu pebepHo-
TPYJAMHHBIX COWICHCHWH TMPU TaJbMaliK, TJIYyOOKOM JIbIXaHHH,
kamie. PebepHble XpsAIIM OKOCTEHEBAIOT, HAPYIIAETCS TOJIBHKHOCTH
T'PYIHOM KJIETKH, CHHXKAETCS JAbIXaTeabHas PyHKIIHS.

AJIeKCaHIpOBa CHUMIITOM — 3axBaThiBacMasi MaJbIlaMH KOXKHAs
CKJIaJIKa HaJ TMOpPaKEHHBIM CYCTaBOM YTOJIIIEHA IO CPABHEHUIO C
MPOTUBOIOJIOKHOM, YTO HUMEETCS B OCTPYK CTaJudI0 M TMOCIe
3aTuxaHus npoiiecca (TyOoepKyne3Hbii apTpuT). CUMITOM ONKCAaH B
1896 roxy xupyprom JL.II. Anexcanaposbim (1857-1929) kak panHwmii
JTUArHOCTUYECKUN TMpHU3HAK TYOEpKYyJIE3HOTO apTpuTa: YTOJIICHUE
3aXBaThIBAEMOI MaJbllaMU KOXHOW CKJIQJKM Ha TOBEPXHOCTHU
MOPAXKEHHOM KOHEYHOCTH MO CPABHEHUKD C KOXXHOW CKJIAJIKOW Ha
Ipyrod KOHEYHOCTH B  CHMMETPUYHOM MECTE;  YTOJIICHUE
HaOJII0AeTCd Ha MPOTSHKEHUU BCEW MOBEPXHOCTH KOHEUHOCTH,
HE3aBHCUMO OT TOT'0, KAKOW €€ CyCTaB MOPaXEH, U BCErJa yKa3bIBaeT
Ha TO, YTO MOPOILECC TMEpeliel Ha CYCTaBHYIO CYMKY; I@pHU
W30JIUPOBAHHBIX KOCTHBIX oOYarax CHUMIITOM HE BBISBISCTCS;
YTOJIIIEHUE COXPAHSIETCS U MOCJIE CTUXAHUSI ITpoIlecca.

Kakky aprponarusi

Aptpomnarus JKakky — 310 neopmMupyromias apTponatusi KUCTH,
KOTOpasi BO3HUKAECT MPU CUCTEMHOW KPAaCHOM BOJYAHKE U MOCIE
MepEeHEeCEHHOMN peBMaTHUUYECKOMN JUXOPAJIKHU. 3aboJieBaHNe
pa3BuBaeTcss Ha (OHE XPOHUYECKOTO CHHOBHUTA, TMOpaKEHUs
CBA30YHOTO M MbIIIeuHOro ammapara. Creuududeckas apTponaTHs
nmoJlyyusia Ha3BaHuMe B 4YecTh (panimysckoro Bpada F.C. Jaccoud,
kotopelii B 1869 r. BmepBwie omumcand cBO€OOpa3HOE HCKPUBJICHHE
KUCTEH PyK y MarueHTa ¢ peBMaTu3mMoMm. [1o3ke ObLIO yCTaHOBIICHO,
YTO TaKue€ JK€ IMaTOJOTMYECKUE HM3MEHEHUs] BO3HUKAIT y 5-13%
OOJIBHBIX CUCTEMHOW KPACHOW BOJTYAHKOM.

Kansana cunapom
KoMmOuHammss peBMaTOMAHOrO MOJUAPTPUTA C CHUIMKO30M
nerkux. KnmHuyeckas kapTuHA: OJBIIIKA, Kalledb, KPOBOXapKaHLE,
O0onp B rpyau. PeHTreHonormuyeckue npu3Haku: (HuOpo3 Jerkux,
MHOXECTBEHHbIE OKpyrjible TeHU. [lepBoe omnucaHue: B CTaThe
aHriauiickoro Bpaya Jutonu Karmrana (Anthony Caplan) B 1953 r.
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Mapdana cuHAPOM

MonorenHoe 3a00J1IeBaHIE COCTUHUTEIBHOM TKAHHU.

Hacneoosanue: ayTocOMHO-IOMUHAHTHOE.

Pacnpocmpanennocms: 1 ma 5000-10 000.

Knunuueckass xapmuna: BBICOKMH pOCT, apaxHOIAKTUIIUS,
rpyObie edopMaliuy MO3BOHOYHUKA U TPYAHOMN KICTKH (KUJICBUIHAS,
BOPOHKOOOpa3zHasi), MOPAKEHUE CEPACYHO-COCYAUCTOM CHUCTEMBI
(aneBpu3Ma aopThl) U TJ1a3 (MOJABBIBUX XpycTanuka, muonus). B 10%
CIydyaeB IMOpa)karoTcsd oOpraHbl jAbixaHusi. OOBIYHO 3TO OyJie3Has
sm(puzeMa; Kak CIEJCTBUE — CIIOHTAHHBIA ITHEBMOTOPAKC, YacTo
PELUMIMBUPYIOIIMI, a TakKXKe KpPOBOXapKaHbE M  JIETOYHBIE
KpoBoTeueHusi. Bo3MoxxHO popmupoBaHre OpOHXOIKTA30B.

llepsoe onucanue:. B cratbe (ppaHIy3CKOro nenuarpa AHTyaHa
Mapdana (Antoine Bernard-Jean Marfan) B 1896 r.

Puc. 63. M3BecTHBIC MIOaM ¢ cHHAPOMOM Mapdana
(cneBa HamnpaBo: H. ITaranunu, I'.X. Annepcen, A. JIMHKOJIBH,
K. UykoBckuii, V. 6en Jlaaen)
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Ocaepa-Panaro-Bedepa cunapom

CuHoHUMbL: HACIICACTBEHHAs! reMOpparnyeckas TEICaHTUIKTa3Hs,
cuaapom Ocnepa-Panmgro, 06one3np Ociiepa, TIeHepaau30BaHHBIN
AHTMOMAaTO03, FEMOPPArnYECKU CEMENHBIA AHTUOMATO3.

Hacneoosanue: ayToCOMHO-JOMHUHAHTHOE.

Pacnpocmpanennocms: 1-2 na 100 000.

Knunuueckas kapmuna. CHEKTP KIMHUYECKUX IPOSBICHUM
pa3sHooOpa3eH. TeneaHrMdKTa3Mu OOBIYHO  pACIHOATAlOTCS  Ha
CIIM3UCTOM 000J0YKE HOca, I'y0, JCCEH, s3blKa, IEK, >KEJIYJI0YHO-
KMIIIEYHOIO TPAKTa, ABIXaTEIbHBIX W MOYEBBIX MNYyTEH, Ha KOXKE
TOJIOBBI, TYJOBHUIIlA, KOHEYHOCTEH, a TaK >K€ HA KOHBIOKTHUBE U IO/
HortssMu. OnauH u3 HauboJiee paHHUX IIPU3HAKOB — HOCOBBIC
KPOBOTCUCHMS. XapaKTEPHO HaJIM4YUE apTEPUOBECHO3HBIX CBHUIIEH.
COpoc kpoBW Uepe3 HUX U3 ICYCHOYHBIX apTepuid B OacceiH
BOPOTHOM BEHBI BBI3bIBACT MOPTAJIbHYIO THUIIEPTECH3UIO U, B PSJIC
clydaeB, - pa3BuTHE€ LMppo3a TneueHu. [lopaxkeHwe Jerkux
MPOSIBJISICTCS OJBIIMIKOM W IIMaHo30M. M3-3a aHOMalIMil JIETOYHBIX
COCYJIOB BO3MOXKHBI TPOMOOSMOOJIHUH.

s e "":: ’ , h;"i
be< 5;&"/{ iy .iz'f:' 2"" i iy gt ‘% % fi
Puc. 64. TeneaHrnsKTa3uu Ha CIM3UCTOU T'y0
npu cunapome Ocnepa-Pannro-Bebepa

Ilepsoe onucanue: B cratbe aHrnuiickoro Bpauda ['enpu Carrona
(Henry Gawen Sutton) B 1964 r. BmociaeactBuum 00Je3Hb Obla
noApOoOHO OXapakTepru30BaHAa B paboTax (paHIly3CKOro Bpaya AHpPHU
Panmio (Henri Jules Louis Marie Rendu), kanaacko-aHTIHHCKOTO
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Bpaua Ywieama Ocnepa (William Osler) m anrmuiickoro Bpaua
dpenpuka Bebepa (Frederick Parkes Weber).

Hlapna cunapom

CuHnoHuMm. cCMelaHHoe 3a00J1€BaHUE COCTMHUTEIbHON TKaHHU.

AyTouMMyHHOE 3a0o0JieBaHME, coYeTawliee B ceOe MpU3HAKU
CUCTEMHOW  KpPacHOM  BOJYAHKH, CUCTEMHOW  CKJIEPOIACPMMUH,
MOJIMMUO3UTAa M PEBMATOMHOIO apTPUTAa U OTIWYAIOUIEECS OYEHb
BBICOKHUM ypoBHeM aHTtuTe] K Ul—puboHykineonporeuny.

Knunuueckas xkapmuna: MVHTEPCTUIIMATIBHOE TTOPAKEHUE JIETKHX,
HEPEAKO TUICBPUT; XapakTEepHO CHIDKeHHE Auddy3HOM crocoOHOCTH
JIETKUX, PA3BUTHE JICTOYHON TUTIEPTECH3UH.

llepsoe onucanue. B cTaTbe aMEpUKAHCKOTO Bpada [‘opaona
[Iapma (Gordon C.Sharp) ¢ coast. B 1972 r.

IHlérpena cunapom

Cunonumol. cuHApoM  CpErpeHa, KCEPOAEPMATO3, CyXOW
CUHJIPOM, CYyXOW KEpaTOKOHBIOKTHUBUT, cuHApoM ['yxepo-IllérpeHa,
cuaapoM Mukynunua-Ill€rpena.

Hacneooesanue: ayTOCOMHO-PEIIECCUBHOE. [ToBbllIeHa
BCTPEYAEMOCTh ONpeJelieHHbIX ayutene cucrembl HLA (Hanmpumep,
HLA DRB1*03, DQB1*02).

Knunuueckas kapmuna. TIOpaXEHHE HK30KPUHHBIX JKEIIE3,
CYXOCTbh CIIM3UCTHIX 000J04YEK, KOHBIOKTUBUT, KEPATUT, KCEPOCTOMHUS,
kcepodranpmusi. Co  CTOPOHBI  JIBIXaTE€IbHOW  CHCTEMBI  —
(dapuHroTpaxeoOpoHxuT, MU Py3HbIe HHTEPCTULHAIBHBIE U3MEHEHUS
nerkux. IlepBoe ommcaHue: B crathbe (DPaHIy3CKOTO JepMaTojiora
Anpu I'yxepo (Henri Gougerot) B 1925 r. [lIBenckuit odranpmosor
Xenpuk Illérpen (Henrik Samuel Conred Sjogren) ommcan 3ToT
cungpom B 1930 r.

daepca-/laHiio0 CHHAPOM
CuHoHuMbl. cuHapoM  UYepHory0oBa,  HECOBEPIICHHBIM
necMoreHe3.  MoHoreHHass  00JI€3Hb  COCAMHMUTEIBHOM  TKaHH.
BxitoyaeT miecTh  KIMHMYECKMX  BapuaHToB. HacnemoBaHwue:
ayTOCOMHO-PEIIECCUBHOE U ayTOCOMHO-IOMUHAHTHOE.

Pacnpocmpanennocms: xoneodnercss ot 1 va 5000 mo 1 na 500
000.
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Knunuueckas xapmuna. CKeJIeTHbIE aHOMAJIUM, TIOBBIIICHHAS
PaCTSHKUMOCTD KOXKH, M30BITOYHAS TTOJIBUKHOCTD M BHIBUXH CYCTaBOB,
MOPKEHHS CEPJICUHO-COCYIUCTON CUCTEeMBI, TaTosorus ria3. B 12%
CIIy4yaeB BCTPEUAIOTCSA TOPAKCHHS JIETKHUX, KOTOPBIC MPOSBISIOTCS
OyJIIe3HOM aMpuzemoit, CIIOHTaHHBIM MMHEBMOTOPAKCOM,
KpOBOXapKaHbEeM; MHOT A Ha0II01al0TCs OPOHXO0IKTA3HI.

Puc. 65. IIposiBnenus: cu"apoma nepca-/{aHno — moBbIIIEHHAS
PaCTSHKUMOCTD KOKH M H30BITOYHAS ITOJIBH)KHOCTD CYCTaBOB

llepsoe  onucanue cuUHApPOMA TPO3BYYAJIO B  JIOKJIAJE
Aunekcannpa Hukonaesnua YepHoryOoBa Ha 3aceaHud MOCKOBCKOTO
nepmaroBeHeposiorndeckoro oomectsa B 1891 r. Ilozgnee cuaapom
onucanu naTckuid pepmaroiior Iasapa iepe (Edvard Lauritz Ehlers)
u (paniysckuii aepmarosior Amnpu-Anekcanap Janmo (Henri-
Alexandre Danlos).
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I'JIABA 5.
IIIOHUMBI B OHAOKPUHOJIOI'NHN

AnaMcoHa 00J1e3Hb

CunHoHuM: XpOHUYECKAs] HAJMOYECYHUKOBAS HEIOCTATOYHOCTb,
BbI3BaHa JAC(PUIIMTOM KOPTH30jJa M ajbJ0CTepoHa (CHMKEHHEM
MPOAYKIIMHU B KOPE HAJITOYECYHUKOB).

Knunuueckas xapmuna: XpoHnudeckas ciadoCTh, yTOMIIIEMOCTb,
IOTepsI Beca, aHOPEKCHsI, TUIIEPITUTMEHTAIUsS KOXKH, TUIIOTCH3US, TIPU
Pa3BUTUH IJAUMCOHUYECKOI0 KpU3a — TsKesIask TUIIOTEH3UsS BIUIOTh 0
III0Ka, PBOTA, AUapes, BRIpaXKCHHAs Cl1a00CTh.

Puc. 66. bone3ns Annucona (IepBUYHAS XPOHUYECKAS
HaJIMOYCYHHKOBAs HEJOCTATOYHOCTH) (COOCTBEHOE HAOIIOACHHE)

llepeoe oucanue. CHUHIPOM BIIEPBBIE ONHCAH OPUTAHCKUM
BpauoM Tomacom AmauicoHoM B 1855 romy, KOTOpbBIN BBISBHI CBSI3b
MEXJy  KIMHMUYECKUMHU  TPOSIBICHUSIMU  (TUIEpPIUTMEHTAIus,
cnabocTh, TUIOTEH3WS1) W TMAaTOJIOTMEH HaamodyeyHukoB. Ha TtoT
MOMEHT OCHOBHOM NPUYMHOM OBUIO TyOepKyJie3HOE TMOpaKeHue
Kees.
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Boabgdpama cunapom

Cunonumor. DIDMOAD-cungpom (Diabetes Insipidus, Diabetes
Mellitus, Optic Atrophy, Deafness).

Hacneooganue: ayTOCOMHO-PELIECCMBHOE, MYTAallusi B TIE€HE
WEFS1, pacnonoxennom Ha xpomocome 4p16.1.

Knunuueckas kapmuna: codyetanue caxapHoro nuabera 1 tuma
(HE ayTOMMMYHHOTO), aTpoduu 3pUTEIHLHOTO HEpPBa, HECAXapHOIO
nuabeTta (BbIpaXKeHHAs MOJWYPHS, MOJUAMUICHUS) U TIyXOThl. Moryt
OBITh U JIpyTHE MPOSIBICHUS: HApYIICHUE BKyca, OOOHSHUs, aTpodus
runodusza, SMUIETICUsI, HEUPOTEHHBIN MOYEBOU MY3bIPb.

llepsoe  onucanue. Cungpom ommcadn B 1938 rony
aMmepukaHckuM odranbmosiorom onansaom Boasdpamom, koTophiit
HaOMIOJa COYEeTaHWE caxapHOro auadera M aTpoduu 3PUTEIBHOTO
HEPBA Y HECKOJBKUX YICHOB OJHON CEMbH.

I'peiiBca 00J1e3HB

Cunonumol: 60ne3np bazenoBa, mudPy3HBIH TOKCHYESCKHA 300
(ayToMMMyHHOE 3a00JIeBaHHE, XapaKTEPU3YIOMICECs THIICPCEKPEIIMCH
TOPMOHOB ITUTOBUIHOM JKEJI€3bI C PAa3BUTUEM THPEOTOKCHKO34).

Knunuueckas xapmuna. OO1me CUMITOMBI: CHIDKEHHE MAacCChl
Teda, TOTIWBOCTb, YyBCTBO  Jkapa. CepleuyHO-COCYIUCThIE
MPOSIBJICHUS: TaxukKapjaus, apuTMuu (GUOpWIIALMS Tpencepanil),
TTOBBIIICHUE CHUCTOJIMYECKOTO apTeprUaIbLHOTO TaBJICHUS.
HeBposornueckue CHUMITOMBI: Pa3ApaKUTEILHOCTh, TPEBOKHOCTD,
OECCOHHUIIA, TPEMOP PYK. YBEIWYEHHUE IIUTOBUIHOM *Keme3bl (300).
Odransmomarust (25-50%): sk30dTanbM, OTEK BEK, CII€30TCUCHUE,
CBETOOOS3Hb, TUILJIONHS.

I'nazuvie cumnmomsl mupeomoKkcuKo3a:

bocmona. 1lpu B3riIsiI€e BHU3 IIOCJIE HAYaIIBHOW 3aJIEPKKHU
BEPXHEE BEKO OMYCKAETCSI PHIBKOM.

bpama. Bo BpemMs cMexa riiaza oCcTatoTcsl IUPOKO OTKPHITHIMHU.

I'peghe. OTcTaBaHue BEpPXHEro BEKa OT BEpPXHEro JumOa Mpu
B3IJIsi/Ie BHU3 (OOYCJIOBJICHO THNEPTOHYCOM MBIIIIIBI, TTOAHUMAIOIIEH
BEpPXHEE BEKO).

Ennunexa. IlurmeHTanus Kok BOKPYT TJIa3.

Jlanepumnis. PacuiipeHue ria3HoM IIeNH C MOsSBJICHUEM Oeloi
MOJIOCKA MEXKIY BEPXHHUM JIMMOOM U KpaeM BEpXHEro Beka
(peTpakuus BEK).
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Koghgpya. OrcyTcTBUE MOPILIMH HA JIOY MpU B3IJISAC BBEPX.

3encepa. Msrkas, mnoaymkooOpasHasi NPUIYXJOCTh  BEK
(OTEYHOCTH BEPXHETO BEKA).

Koxepa. OtcTaBaHne BEpXHEro BeKa OT BEPXHEro JumbOa mpu
B3TJIAJIE BBEPX, BEPXHEE BEKO IMEPEBUraeTCs KBEPXY ObICTpee, Yem
TJ1Ia3HOE SI0JIOKO.

Kpaycca. Y cunennbiii 6y1eck rias.

Mebuyca. Tlotepss cnocoOHOCTH (PUKCUpPOBATH B3IVISIA Ha
OJM3KOM  paccTosHUM  (CIa0OCTh  TUIA3HBIX  MBIIII,  CJIa0OCTh
KOHBEPI€HIIUN).

Poszenbaxa. Jlpokanue BeK NMpU UX 3aKPbIBAaHUU.

LImenveaca. Penkoe MUraHUEe BEK B COUYETAHUU C PACIIUPEHUEM
TJIa3HOM 11eH (B HOPME Y 37I0pOBBIX JIIO/IeH HAOII0AaeTCss 3 MUTaHUS
B 1 MUHYTY).

Knuca. HepaBHOMEpPHOCTh pacIiupeHus 3pa4KkoB

llepsoe onucanue: 6one3np I'peliBca BnepBbie onucaHa B 1835
rojly upjaHjackuM BpadoMm PobepTom I'peitBcoM, KOoTOphIii HaOmOAaT
y TAIMEHTOB CoueTaHue 300a, SK30(TanibmMa U Taxukapauu. B 1o xe
BpeMs Kapn ¢on baszenoB, HeMeuxkuil Bpay, OmNMUCAT MMOXOXKYIO
KJIMHUYECKYK) KapTUHY, YTO IIPUBEJIO K HUCHOJB30BAHUIO TEPMHHA
«oonesup bazemoBa» wmnm  «Oonesnp  ['peiiBca-baszemoBa» B
€BPOIICHCKOM JINTEPATYPE.

Puc. 67. bone3ns ['peiiBca. YBennueHne MUTOBUIHOM JKeJIe3bI (300)
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Puc. 68. bonesns I'peliBca. DHIOKpUHHAS OPTaTbMONATUS
ne Kepena Tupeonaur (oA0CTPbI THPEOUTUT)

Cunonom: TIONOCTPBIA THUPEOUIUT — OTO BOCHAIUTEIBHOE
3a00J7€BaHUE  IIUTOBHIHOW  JK€Je3bl, BBI3BAHHOE  BHPYCHOM
uHDEKIneH, KOTOPOE XapaKTepU3yeTCs rpaHyJIeMaTO3HBIM
BOCMAJICHUEM,  OOJIG3HEHHOCTHIO  IIUTOBUJIHOM  JKEJIE3bl U

TPAH3UTOPHBIMU HAPYHICHUSMH (QYHKIIMH [IUTOBUIHON KeEJIe3bl
(runepTupeo3, FyTUPEO3 WK TUIOTUPEO3).

llepsoe onucanue: 3ab6o0sieBaHre ObLIO BIiepBhIe onucano B 1904
rogy mBeunapckuMm xupyprom Opuapuxom ne Kepsenom. On
BBIJICTIUJI 3TO COCTOSIHUE KaK OTAEJIbHBIN TUI TUPEOUNUTA, CBA3AHHBIN
C BUpPYCHOM HH(QEKIMEeW U COMPOBOXKIAOIIUNACSI 00JIbI0 B 00JacTu
IEH.

Knunuueckas xapmuna: OCTpOE HaA4yallo C JUXOPAIKOW,
C1abOoCThI0, MHUANTHSIMM; yBEJIWYCHHE U O00Jib B 00JIaCTH IIIeH,
YCUJIMBAIOWIASICS NpW  NalblalMd WIM  TJIOTaHuW; B (Jase

THPEOTOKCUKO3a (mecTpyKuus TUPEOLIUTOB): TaxyuKapaus,
NOTJIMBOCTh, PA3APaXKUTEIBHOCTh, MOTEpPS Beca, Tpemop, B ¢aze
TUIIOTUPEO03a — YCTAJIOCTh, AamaTtus, CyXOCTb KOXH, 3aJepikKKa

KUIKOCTHU, YBCINYCHUC MACCHI TCJIA.

Kaniamana cunapom
Cungpom Kamnmana — peakoe TeHeTHUYECKOe 3a0o0JieBaHME,
XapaKkTepU3yIoIIeecs COYETaHUEM TUIIOTOHAJ0TPOITHOTO
(BTOpPUYHOr0) THUMNOTOHAAWM3Ma M aHOCMHMHM (WJIM THUIIOCMHU),
OOyCIIOBJICHO HapyIICHUEM MUTpallUi HEWPOHOB TOHAJAOTPOIHH-
pPEU3UHT TOpMOHA U  OOOHSTEIBHBIX HEUPOHOB B  TEPUOJ
SMOPHUOHATILHOTO Pa3BUTHS.
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llepsoe onucanue: cuaapoM ObLT BIiepBhie omucaH B 1944 roay
HemelnkuM BpauoM Ppannem KajuimaHoOM, KOTOPBIM YCTAHOBUJ CBSI3b
MEXJly THUIIOTOHAIU3MOM U aHocmuen. KaMaH Takxke BBISIBUII
CEMEUHBIE Cly4yau, YTO VYKAa3aJl0 HAa TEHETUYECKYI MPUPOAY
3a00JIeBaHMUSL.

Knunuueckue nposenenus: TUNOTOHAOU3M: Y MYXYUH —
OTCYTCTBUE WJIM 3aJIep’KKa IOJIOBOTO CO3pEBaHUS (MUKPOIICHUS,
KPUOTOPXU3M), HEIOPa3BUTHUE BTOPHYHBIX IOJOBBIX MPU3HAKOB
(penkuil pocT BOJIOC HA JIMIE U Tele, ciadoe pa3BUTHE MYCKYJIaTyphl),
oecruiogue (a3oocmepMmusi); y OKEHIIMH — TIEpBUYHAs aMEHOPE,
HEJIOPa3BUTUE MOJIOUYHBIX JKEJIE€3, OTCYTCTBHE OBOJIOCEHHS MO
KEHCKOMY THUIy, aHOCMHSI WIM THUIOCMHUSL (4acTo OCTaeTrcs
HE3aMEYEHHOM MaIMeHTOM JI0 00CIEI0BaHNUA).

Puc. 69. Cungpom Kamnimana

Kummenbcruiia-BuiaibcoHa CHHAPOM

Cunapom Kummensctuna-Buiabcona — 310 Tspkenas Qopma
nuabeTHuecKor HeppomnaThuu, XapakTepusyromasics (HopMHpOBaHUEM
Y3€JIKOBOTO (TOTaIbHOI0) TJIOMEPYJIOCKIEPO3a, HATMYUEM Y3EITKOBBIX
TMAJIMHOBBIX TOopaxeHul (y3enkoB KumMmenbcTuna-Bunbcona) B
KJIIyOOUKax TOYEK, MPOTEMHYPUEH U MNPOTPECCUPYIONICH MOUYEUHOU
HEJIOCTaTOYHOCTBIO.

llepsoe onucanue: Cunapom ObuLT BOepBbie onucad B 1936 roay
[Tonom Kummensctuimom u Knudopaom Bunbconom. OHu onucanu
cneuupuyeckue MOp(OJOTMYECKHME M3MEHEHHS B  IOYEUHBIX
KITyOOUYKax y MalMeHTOB C CaXapHbIM JUA0ETOM.
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Knunuueckue NpOsABIEeHUSL. Pannss CTaaus:
mukpoansoymunypus (> 30 Mr/cyTku), yMEpEHHOE IIOBBIICHUEC
apTEPUAIIBHOTO JIABJICHUSL. [To3nuss craaus (Y3€nKOBBIi
riioMepyJiockiaepo3): mporeunypus (> 300 wmr/cyTku), BO3MOMKEH
He(PPOTHUECKUN CHHAPOM: YCTOWYMBOE MOBBIMEHUE A/, OTCUHBI
CUHApPOM (OTE€KHM Ha JHUIe, KOHEYHOCTAX), NPHU3HAKHA IMOYCIHOU
HEJIOCTATOYHOCTU: yCTAJIOCThb, CHHUXKEHHE amleTUTa, TOIIHOTA,
aHemMus.  TepMUHalbHAas  CTaAMs:  XpOHHUYECKass  TOYeYHas
HEJI0OCTATOYHOCTh, YPEMHSI.

- Sl N
Puc. 70. Mukponpemnapar. Cuaapom Kummensctuna-Bunscona
(nnabeTuyecKuil riIoMepyIoCKIepo3)

KnaitngensTepa cunapom

Onpeoenenue: cunaapom KnaltndenbTepa — 3TO reHETHYECKOE
3a00JIeBaHNe, XapaKTEepPHU3YIOIIeecs HaJIMYUeM OJHOW unu Oomee
JOTIOTHUTENBHBIX X-XpPOMOCOM Yy MYKYMH (4alie BCEro KapHuOTHIl
A7TXXY). CuHAPOM NPHBOJUT K THIIOIOHAIU3MY, OCCIUIOIUIO H
pasIuyHbIM  (U3UYECKUM, TOPMOHAIBHBIM H  KOTHUTHUBHBIM
OCOOCHHOCTSIM.

llepsoe onucanue. Cungpom ObLT BriepBbie onrcad B 1942 roay
[Nappu KnaitHpensTepoM U ero KojuieraM, KOTOpbIE HaOI0gaIu
COUETaHHE TMHEKOMACTHH, TUIIOTOHAAN3MA U OCCTUIONUS Y MYXKUYHUH C
XapakTepHbIMU  SHAOKPUHHBIMU  HapyuieHusiMu. [lozke  Obuia
yCTaHOBJICHA TEHETHWYECKas NpHupoja 3a00JeBaHMs, BCTpPEYAeTCS C
gactotoir 1 Ha 500-1000 HOBOPOXIEHHBIX MaJbYUKOB, YTO JEJAET
€ro OAHOM u3 Hanbosee pacIPOCTPAHEHHBIX XPOMOCOMHBIX aHOMAJIUM
y MY>KUHH.
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Knunuueckue nposaenenus. 11ogpOCTKOBBIA BO3PACT: OTCYTCTBUE
WJIY 3aJIEPKKA TIOJIOBOTO CO3PEBAHMS, THHEKOMACTHS, BBICOKAW POCT C
HEMPOIMOPIMOHAIIBHO JIJIMHHBIMU KOHEYHOCTSIMHM, CJa00€ pa3BUTHE
MBIIIIEYHON MAacChl M OBOJIOCEHHS. Y B3pOCHBIX: Oecruionwe (darie
BCETO BBIABIISIETCS B ATOT MEPUOJ), CHUKEHUE JMOUI0, SPEKTUIIbHAS
TUCPYHKIMS, TOBBIMIEHHBIA  PUCK  OCTEONOPO3a,  OXKUPEHUS,
caxapHoro auadera.

Puc. 71. Cungpom KnaitHdenbrepa

Konna cunapom

Cunonum: Cungpom Komnna, WU MIePBUYHBIN
TUIEPANIbIOCTEPOHU3M,  NPEACTaBISIET COOOM  MAaTOJIOTUYECKOE
COCTOSIHME, BBI3BAHHOE M30BITOYHON CEKpelHer albI0CTepoHa
HAJMOYEUYHUKAMU (aJbJOCTEPOH-TIpoAyLHpyIomas ajaeHoma — 60—
70% cnydaeB win ABYCTOPOHHSSI THUIIEPILIa3Usl KOPbI HAAMOYEYHUKOB
— okoso 30-40%). DTo NMPUBOAWT K HAPYIICHHWIO AJICKTPOIUTHOTO
OaslaHca, TUTIEPTEH3UH U TUIIOKATUEMUHU.

Ilepsoe onucanue. CUHIPOM BIIEPBBIE ONKHCAH aMEPUKAHCKUM
sagoKkpuHOJIoroM JIxxepomom Kornrnom B 1955 roxy. OH BEISIBUI CBSI3b
MEXITY HaJuYueM aZICHOMBI HAJITOYEUHUKOB,
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TUNEPaAIbAOCTEPOHU3ZMOM 151 PE3UCTEHTHOU apTepUAIbHOU
TUIIEPTEH3UEN.

Knunuueckue nposenenus: aprepuaibHas TUNEPTECH3US —
MIOCTOSIHHASL, IJIOXO KOHTPOJIUpyEMasl; TMIHOKAIUEMHUS — MBILICUHAs
cnaboCcTh,  CyJOpPOTH, TMOJUYpHUS,  MOJIUAMUICHUSA,  HapyIICHHUE
CEepPACYHOTO PUTMA (IKCTPACUCTOJIMS, TAXUKAPIUS).

Puc. 72. KomnbsrotepHas Tomorpadusi HaANOUYE€YHHUKOB.
O6BeMHOE 00pa3oBaHUE JICBOTO HAAMOYCUHHUKA
(aspmoctepoma — cunapoM KoHHa)

KyumuHra cunapom

Cungpom KymmHra — KJIMHAYECKUW CUHIPOM, BO3HUKAIOIIMI
BCJICAICTBUE XPOHUYECKON THUIEPKOPTU30JIEMUU, OOYCIOBICHHOM
U30BITOYHON  MPOAYKIMEH  KOPTH30JIa  HAANOYCYHUKAMH  WJIU
DK30T€HHBIM  BBEJCHUEM  DIIOKOKOPTUKOMAOB. OH  BKIIIOYaeT
sHAoreHHble Qopmbl (Oone3np Hunenko-Kymmnra — angeHoma
runopusza, MOPOAYUUPYIOMIAs  aIpPEH-KOPTUKO-TPOMHBIA  TOPMOH
(AKTT) (okomo 70% cnydaeB) W OMyXOJM HAIMOYECUHUKOB) U
HK30TEHHBIE (SITPOTEHHBIE).

llepsoe onucanue: CUHAPOM BIIEPBBIE ONMCAaH AMEPUKAHCKUM
HelpoxupyproM ['apseem Kymmnrom B 1932 rogy. OH BBISIBUII CBSI3b
MEXIy aneHoMou rumnodusa, u30biTouHoM cekpermeir AKTI wu
KJIIMHUYECKOM KapTUHOM OXUPEHUs, apTepUaTIbHON THUIIEPTEH3UU U
CTepouAHOTO caxapHoro auabera. B 1924 romy coBeTckuil y4yeHBIN
H.M. Nuenko omy0iukoBana paboTy, B KOTOPO# omucai KIMHUYECKUN
CJly4yall OMyXOJIM T'OJIOBHOIO MO3Ta C aHAJIOTUYHOW CUMIITOMATHUKOM,
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OTMETHUB  ATHOJOTMYECKYIO  POJIb  THIIOTaaMO-TUIO(PU3apHBIX
HapyIICHUW B pa3BUTUHN 3a00JICBaHUSI.

Knunuueckue nposenenus. OXUpeHHE IEHTPAIBHOTO THUIA!
JTyHOOOpa3HOE JIHUII0, OTIOKECHHE KHpa B O0JACTH KWBOTA W IIIEH,
MBIIIIEYHasT C¢J1a00CTh, CTPUU (KpacHOTO WM (PHOJETOBOTO IIBETa HA
KUBOTE M Oeapax), akHe, IIOXO€ 3aKUBIICHHE paH, apTepualibHas
THUIIEPTEH3Us, OCTEOMNOPO3, MEPEIOMBI MO3BOHKOB U JIPYTHMX KOCTEM,
JETIPECCHUsT WIH Pa3IpakKUTEIbHOCTb, MHOIZIA TICUXO3bl, CTEPOUIHBIN
caxapHbIi THa0eT.

Puc. 73. bone3ns Unenko-Kymmara (coOcTBEeHHOE HAOIIOICHUE)

Jlopenca-MyHa-buaiasa cunapom

Cungpom Jlopenca-MyHa-bumiist — 3TO peaKoe HACIEICTBEHHOE
3a00JI€BaHUe,  XapaKTepHU3ylolleecss  COYETaHHEM  OXUPEHUS,
MUTMEHTHOT'O PETUHUTA, MOJUAAKTUINY, TUIIOTOHAIU3MAa U TIOUY€UHON
nucyHkiuu. 3a00JieBaHUE UMEET ayTOCOMHO-PEIIECCUBHBINA THI
HaCJIeI0BaHUAL.

llepsoe onucanue. Cunapom BrepBblie onucad B 1866 romy
oputanckuM Bpadom J[xonom JlopeHcom, a mozxe, B 1920 rony,
neranusupoBad Jxopkem bumiem.
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Knunuveckue npossnenus. Knaccudeckass Tpuaga CHUMITOMOB
(0XKUpEeHHE, MUTMEHTHBIH PETHHUT W TOJUIAKTUIINS) JOTOTHIETCS
HapYIMICHWSIMUA B JHJAOKPUHHOM M TOYEYHOW CHCTeMax (aHOMAaJHMH
Pa3BUTHUA TOYEK: KUCTO3HBIE MOYKH). ['MmoroHamusm: y MyX4YuH —
KPUIITOPXHU3M, THUIIOIJIa3Mus SWYeK, Oecruiogue, y KEHIUH —
BTOPUYHAS  aMEHOpes, THUIOIUIa3us  SUYHHKOB,  OECILIONHE;
YMCTBEHHAs! OTCTAJIOCTh WK TPYAHOCTH B 00yueHuu — y 50-60%.
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Puc. 74. Cungpowm Jlopenca-Myna-buis

Mak-Ksrona-Ouiopaiita-bpaiinesa cunapom
Cungpom Mak-Kbstona-Onopaiita-bpaitiieea — 3T0  penkoe
reHeTH4YecKoe 3a0o0JieBaHUEe, BBI3BAHHOE MO3aWYHON COMATHYECKOMN
myTtanueit reHa GNASL. 3abosieBaHue XapakTepusyeTcs TpHUaaou
CUMNTOMOB: (hOpO3HasA JUCIUIA3Usd KOCTEH, MUTMEHTHBIE ISITHA TUIIA
«kode ¢ MOJIOKOMY, MPEXKIEBPEMEHHOE MOJIOBOE PA3BUTHE.
llepsoe onucanue. Cunapom BrepBble omnucaH B 1936 roay
aMepuKkaHCKUMHU ydeHbIMH JloHOBaHOM Mak-Ketonom u @ynnepom
OnbpaitTom. Brnocnenctsun, onaronaps HCCIIENOBaHUAM
OTEUECTBEHHOTO YyueHOoro Ajiekcanapa bpaiinieBa, Obul pacmivpeH
CIEKTP CUMIITOMOB U YTOUHEHA KIIMHUYECKasi KapTUHA.
Knunuueckue nposienenus. KocTHble u3MeHeHUs: (puOposHas
nucruiasus: aedopmaliys, naToJOrMYecKue mnepeaom, 00Ju B KOCTHX,
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0cOOCHHO B OeIpeHHOW W Ta30BOW oOmacTsax. KoxkHble MPOSBICHUS:
MSATHA LBETa «KO(e C MOJOKOM» C HEPOBHBIMU, «TeorpaduyecKuMm
rpaHunamMyd  (JIokanu3anuss —  TYJOBHUINE, KOHEYHOCTH, IIes.
OHJIOKpUHHBIC HAPYIICHUS: MPEKACBPEMEHHOE TMOJIOBOE Pa3BUTHE Y
NIEBOYEK (HampuMmep, MeHapxe B Bo3pacte 2—4 JeT), TUIEePTUPEO3,
akpomeranus, cuaapom Kymunara. [[pyrue nmposiBiaeHUs: HapyIICHHUE
3peHus WM clyxa (KM3-3a  CHABJICHUST HEPBOB  KOCTHBIMU
nedopmalusaMm), yMCTBEHHAs OTCTaIOCTh (PEKO).

-
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Puc. 75. Cungpom Mak-Kerona-OmnoOpaiita-bpaiinieBa

Mopuaka cHHAPOM

Cunnpom Mopuaka — peikoe OCI0KHEHHE caxapHoro auabdera 1
TUTIA, BO3HHKAaIoNee Ha (OHE IUTETHHOTO MeduiuTa MHCYJIUHA U
IUIOXOTO KOHTPOJISI YPOBHS TJIOKO3bl. COCTOSIHUE XapaKTepusyercs
3aJIeP>)KKOM pocTa, renaToMerajinueii, HapyIeHHeM MOJI0BOTO Pa3BUTHUS
U OKUPEHHUEM.

Ilepsoe onucanue. Cuaapom Obl1 BrepBbie ommcaH B 1930-x
rogax (Qpanmysckum BpadoM Ileepom Mopuakom, KOTOPBIH
HaOMIOJan 3alep’KKy pocTa M XapaKTEepHble METabOJUYECKUE
HapyUIeHUs y AeTeil ¢ HeJOCTaTOYHO KOMIIEHCUPOBAHHBIM CaXapHbBIM
TuabeToM.

Knunuueckue  nposenenus.  3ajepkka pocTa, OXHUPECHHE
NPEUMYIIECTBEHHO B 00JIACTU TYJIOBMINA, YBEJIMYECHHE [€UCHU
BCJICJICTBUE >KUPOBOW HMH(PUIBTPAIUHU, OXXKUPEHHE (OTI0XKEHHUE KUpa
IPEUMYIIECTBEHHO B 00JACTH KMBOTA W TPYAH, TOHKHE KOHEYHOCTH
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u3-3a MBIIIEYHOU aTpoduu), 3aJep’kKa TMOJOBOIO CO3pPEBaHUS,
TUIIOTOHAJU3M, Y JI€BOUYEK — IMEPBUYHAS aMEHOpEs, Y MAJIbUYHKOB —
3aJIep’KKa Pa3BUTHSI BTOPUYHBIX MOJOBBIX Mpu3HakoB. Cyxas Koxa,
CKJIOHHOCTh K WH(QEKIUSIM, MOJUYpUS € MOJMUAUICUS Ha (QoHe
TUTIEPTIIMKEMUU.

Puc. 76. Cungpom Mopuaka, 11 et

Heabcona cunapom

Cunapom HenbcoHa — 3TO pekoe OCIIOKHEHUE, BOSHUKAIOIIEE Y
MAlMEHTOB IIOCJIE JBYCTOPOHHEN aJpEHAIdIKTOMHH, BBIITOJIHEHHOU
st nedeHus cuHapoma KymmHra. CocTtossHME XapakTepHu3yercs
IPOTPECCUPYIOLIIUM POCTOM aJICHOMBI TUIO(H3a, TUIIEPCEKpELUeE
AKTTI u pazBuTHEM TUNEPIIUTMEHTALUH KOXKU.

llepeoe  onucanue: CuHapomM ObUl  BIEpPBBIE  ONHUCAH
aMepUKaHCKUM SHAoKpuHONoroM [lonom Henmbconom B 1958 romy y
NAllMeHTOB ¢ TUnopu3apHbIMM  aJICHOMAMHU TOCJEe  yAAJICHUS
HAJIMIOYEYHUKOB, BBIITOJIHEHHOTO JJIsI KOHTPOJIS TUIIEpKOpTULM3MA. B
HACTOSIIEE BpPEMsI BCTPEUAETCS PEXE C pa3BUTHEM 0oJiee MIAIAIINX
METOAOB JieueHus 6one3nu Kymunra.
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Knunuueckue NposAGIEHUS: ['umepriurmeHTanus,
HEBPOJIOTUUECKHE CHUMIITOMBI: TOJIOBHBIE OOJM W3-3a YBEIWYCHUS
oO0bema  rumoduza, HapyuieHus 3peHus  (OuremmnopanbHas
reMHAHOIICHUS) U3-32 KOMIPECCHM 3pUTEIBHOTO  IEpeKpecTa.
DHJIOKpUHHBIC HapYIIEHUS: CIa00CTh, TUIIOTEH3US, THIIOHATPUEMUS
(W3-32 aAPEHAIPKTOMUM). BTOPUYHBIA THIIOTUPEO3 M THIOTOHAIU3M
IpU PacIpOCTPAHEHUU OIYXOJIM Ha HOPMaIbHYIO TKaHb TUmogusa.
OOmue CUMITOMBI: YCTalOCTh, CHIKEHHE MAacChl TeJa, arartwus,
Jenpeccus.

Inammepa cuHAPOM

Cunapom Ilnmammepa — COCTOsSIHHE, XapaKTepHU3YHOIIeecs
TUIEPTUPEO30M,  BBI3BAaHHBIM  aBTOHOMHO  (DYHKIIMOHHUPYIOIICH
aJCHOMOM  IMUTOBHJHOM  JKelle3bl. OJTO  JTIOOpPOKadYeCTBEHHOE
oOpa3zoBaHue, CEKPETUPYIOIIEee N30BITOUHOE KOJIMYECTBO THPEOUTHBIX
TOPMOHOB, HE3aBUCUMO OT YpOBHs TUpeoTpornHoro ropmona (TTI).

llepsoe  onucanue: CuHIpoM ObUI  BIOEPBbIE  OMNHUCAH
amepukanckuMm BpadoM ['enpu C. Ilnmammepom B 1913 romy. On
BBIJICTIMJI ~TOKCHYECKYIO aJ€HOMY KakKk OTHACJIbHYI0 MNPUYUHY
TUIEepTUPE03a, OTIUYHYI0 oT Oone3Hu ['peiiBca.

Knunuvecxue  nposenenus: ~ CUMIOTOMBI — TUIEPTHPEO3A:
TaxuKapaus, y4alieHHOE cepAaleOueHue, TpEMOP,
pa3ApaXUTEILHOCTh, TOTEPS BeCa MPHU TOBBIIICHHOM aIIeTHUTE,
MOBBIIIEHHOE MOTOOTAEJIICHUE, HEMEPEHOCHUMOCTh Kapbl. MeCTHbIE
CUMIITOMBI: YBEJIMYEHUE NUTOBUIHOM KEJI€3bl I OJUHOYHOTO y3Jia
npu nanbnanuu. Moxer ObITh JuckoM@opT B 00JacTU  IIEH.
Huddepennmanbublii 1uarHo3 ¢ 0osie3Hblo ['peiiBca — OTCYTCTBHE
o(TaTbMOIAaTUH U MOBBINICHUS aHTUTEN K peuentopy TTT.

Puc. 77. Cungpom IInammepa (Tokcuueckas aieHoMa MUTOBUIHOMN
xeJe3bl). Y3U muToOBUAHOM *KeJie3bl C IIBETOBBIM
JONIJIEPOBCKUM KAPTUPOBAHUEM
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Puc. 78. Cunapom Ilnammepa (Tokcuyeckas aieHoOMa).
CuunTurpadust IUTOBUAHON xene3nl ¢ 99Te («ropsuuit» yszen)

Punesns Tupeonaur (XpoHU4ecKUuil (puOPO3HbIIN THPEOUTHUT)

Tupeonnur Puneis — 310 peakoe XpOHUYECKOE BOCIIAIUTEIBHOE
3a00JIeBaHUE U TOBUTHON KEJIe3bl, XapaKkTepU3yIoIIeecs
3aMEIICHUEM HOPMaJIbHOM TKaHM Kele3bl (PUOPO3HOM TKaHBIO.
3aboneBaHre MOXKET PacCHpOCTPAHITHCA HA COCEIHUE TKAaHU IIIEH,
BBI3BIBAsl KOMIIPECCHOHHBIE CHUMIITOMBI. Tupeounut Puumens wacrto
CBSI3BIBAIOT C CHCTEMHBIM (HUOPO3HBIM IIPOIECCOM (HAIPUMED,
opOuTaabHbIM (UOPO30M, PETPONIEPUTOHEATHLHBIM (HOPO30M).

llepsoe onucanue: 3abosieBanue ObLIO BOEpBbIE onrcaHo B 1896
roay HeMmenkuMm mnartosiorom bepuxapaom Punenem. On HaGmroman
CJIy4au 3HAYUTENbHOTO (PrOpo3a MUTOBUIHON JKEJIE3bl, MPUBOIAIIETO
K €€ YBEJIMYEHHUIO U (DYHKIIMOHAIBHON HEJOCTATOYHOCTH.

Kraunuveckue  nposenenus: KOMIPECCHOHHBIE  CHUMIITOMBI:
nucarust (3aTpyJHEHHE NpPU TJIOTAHWM), OJBIIIKA, OIIYLICHHUE
YAYIIbSl W3-3a CHABJIICHUS Tpaxeu, OCHUIIOCTh ToJjioca (MOpa)KeHHE
BO3BPAaTHOTO TOPTaHHOTO HepBa). OOIIME CUMOTOMBI: IIJIOTHA,
0e300JIe3HEHHAss, aCHMMETPUYHAS IIIUTOBUIHAS JKelie3a («IepeBsHHAS
KOHCHUCTCHITUS»).  OHIOKPUHHBIC  HApYIICHWs: THIIOTHPEO3  —
C1a00CTh, YCTAJIOCTh, CYXOCTh KOXKH, THIIONIapaTUpe03 (PEaKo).

CumMMoOHICa 00J1€3HD
Cunonumsbl: cuHapom CuMMOHACA, runoduzapHasi KaxeKCHs,
nusHIlehabHO-TUNIOpU3apHas KaxCeKCH). ['mnoranamo-
runodu3apHasi HeJJOCTaTOYHOCTH - 3a00JIeBaHKE, XapaKTEPHU3YIOIICECs
cneuu(prUUEeCKUMU CUMITOMAaMU TOPMOHAIBHON HEIO0CTaTOYHOCTHU
aaeHorunodusza W Pa3HOOOpa3HBIMM  HEHPOBETeTaTUBHBIMU
MpOSIBJICHUSIMUA, Ha (OHE PE3KOro CHWXKEHUS Macchl Tella U

108



HapylmIeHUH Apyrux (yHKIUHA OpraHu3Ma, CBS3aHHBIX C pPabOTOM
runoduza. CuHapoM Trunopu3apHOM KaXEKCUU MOXKET Pa3BUTHCA B
pe3yibTare pe3K0 BBIPAKEHHOTO MOCIEPOJIOBOTO KPOBOTCUCHUS.
[TonoOHbBIe cityyan KaxeKcuw ObLIM onmcaHbl BrepBbie eme B 1883 1.
CumiconoM, a 3areM Ooiiee metanbHo B 1914 . M. CuMMOHICOM,
KOTOPBII BIIEPBBIC CBsI3aJl KJIMHUYECKHUE MPOSIBIICHUSI
TUIIONUTYUTApU3Ma C MOCJIEPOJOBBIM HEKPO30OM MEPEAHEN JOJIH
runousa,  COMPOBOXKIAIOIIMMCS  KaXeKCMeH W CTapuyecKoi
WHBOJIIOIIMEW OPraHOB M TKaHEW. 3a0oJieBaHUE TOIYUYMJIO HA3BAHUE
runoguzapHoi Kaxekcuu win cuHapoma Cummonzaca. OjHako
CHUXKCHUE TPOAYKIUU TPOMHBIX TOPMOHOB rumoduza HaOIIOmaeTCs
HE TOJIbKO MpHU MOCIEPOJOBOM HEKPO3E ATOM JKeje3bl, HO U MpHU
Pa3IMYHBIX €€ MATOJIOTHYECKUX COCTOSHUSX, 4 TAKKE MPU MOPAKEHUU
aiep TUNoTajgamyca, HOPUYEM YaCTUUYHBIA WM TIOJHBIA HEKPO3
nepeaHen goau runoduza He BCErma COMPOBOXKAAETCS Kaxekcuen. B
1937 . X. Iluxan Beimenua B 0cCOOyH KIMHUYECKYIO (opmy
HEJAOCTAaTOYHOCTh TMEpEeAHeH J0iau Tunodusa, B OCHOBE KOTOPOH, IO
€ro MHEHMIO, JIKUT HEKpPO3 OTOT0 OpraHa  BCJCICTBHUE
HUPKYJISTOPHBIX HAPYUIEHUM KPOBOOOpAIEHUS, HACTYHAIOIIMX BO
BpEeMsS pPOJOB U COMPOBOXKAAIOUIUXCS OOWIBHBIMA MaTOYHBIMU
KpoBoTeueHUsIMU H 1mokoM. Cuutaercsi, uyto Oose3np Illuxana,
ABisieTcss 0ojiee 4acTOM KJIMHMYECKOM (POpMOl HEIOCTaTOYHOCTH
nepeaHen 1o runodusa, yeM 0osne3nr CUMMOH/ICA.

Tepuepa (IllepemeBckoro-Tepuepa, 45X0) cunapom

Cunonumwvr:  Cunnpom Tepuepa (IllepemeBckoro-TepHepa,
45X0) — XxpomocomMHas TATOJOTHs, BO3HHUKAIOIIAS BCJIECACTBUE
MOJIHOTO WJIM YaCTUYHOI'O OTCYTCTBUSL OJHOM M3 JBYX IOJOBBIX
XpOMOCOM Y  JKCHIIMH. XapakTepU3yeTCs  HU3KOPOCIOCTHIO,
JTUCTEHE3WeW TOHaJ, TMEePBUYHON aMeHopeel, OeciyiogueM H
Pa3IMYHBIMU  BPOXKJICHHBIMU TOPOKAMH pPa3BUTHUSA, BCTPEYAETCS C
gactoToit 1 Ha 2000-2500 HOBOPOKACHHBIX AEBOYEK.

llepsoe onucanue: Cunapom ObuT BriepBbie onucad B 1938 roay
aMEPUKAHCKUM JSHAOKpuHoJoroM I'enpu TepHepoM, KOTOpPBIM
HaOJII01aJT IEBOYEK C HU3KHUM POCTOM, 3aJ€PKKOU MOJIOBOTO Pa3BUTHUS
U XapaKTepHBIMH YepTaMH Juila. BrociaeacTBuu ObLT yCTaHOBJIEH
Ir€HETUYECKUM MEXaHU3M 3a00JICBaHMUS.
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Knunuuecxue nposenenus: Hu3kopocnocTh (POCT OOBIUHO HE
npesbimaer 140-150 cwm). I[IT03, HHM3KO pacHoOjOXKEHHbBIC VIIIH,
MpoKas rpyaHas KJIETKA («uuTOonoTI00Has TPYIIb»).
JIumpatrueckuii OTEK KOHEYHOCTEH B HEOHATaJbHOM TIEPHOJIC.
Ykopouenne |V msctHoi koctu. HapyleHusi 1mojaoBOro pa3BUTHA:
NEepBUYHAST aMEHOPEs, OTCYTCTBUE BTOPUYHBIX IMOJOBBIX MPU3HAKOB,
HEJIOpa3BUTHE MATKH ® SWYHHKOB, Oecmoaue. CepaedHo-
cocyauctbie anoManuu. [lonkoBooOpa3Has moyka, runoria3us OgHOM
u3 modek. HopmanabHbIH HMHTEIEKT, HO BO3MOXHBI TPYAHOCTH C
00y4eHUEM U MTPOCTPAHCTBEHHBIM MBIIIUICHUEM.

—
5=

Puc. 79. Cunapowm Illepemenckoro-TepHepa, 9 net

Yorepxayca-®@puaepruKceHa CUHHIPOM

Cungpom VYorepxayca-OpuaepukceHa — 3TO OCTpPOE H
KU3HEYTPOKAIOIIEe COCTOSIHHE, XapaKTepU3yIOIIeeCs
reMOpPpParu4ecKuM HEKPO30M HAANOYEUYHUKOB Ha (POHE TIKEIOrO
cenicuca. Hawubonee wyactol npuUYMHON sBisieTCs HWHQeKuus,
Bbi3BanHas Neisseria meningitidis. CocrostHue CcoOmpoBOXKIACTCS
OCTPOM HEJOCTaTOYHOCTBIO HaJI[I0YEYHUKOB, IOKOM 17}
MHOKE€CTBEHHBIMU OPTraHHBIMU HAPYIIEHUSIMU.
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[lepBoe onucanue: Cunapom ObUT BriepBbie onucad B 1911 roay
aHIVIMUCKUMHA ~ BpayamMu  ApTtypoM  Yorepxaycom u  Kapiom
dpunepruKceHOM, KOTOpPbIE HAa0JII0/1a]Td MAaCCUBHBIC KPOBOUBIIUSHUS B
HAJMIOYECYHUKH y MAIMEHTOB, YMEPIIHUX OT CEICHUCa.

Knunuueckue nposienenus: Jluxopanka, 03H00, rojioBHast 0OJb,
pBOTa, C1abOCTh, CHYTaHHOCTh co3HaHus. [lpu3Haku cermcuca:
TaxuKapJusa, TUMNOTECH3UsA, mnepudepudeckas Ba3OKOHCTPUKIIHS,
neTexuaibHas ChIIIb. HenocrarouHocTts HAMIOYE€YHUKOB:
TUIOTJIUKEMUS, TUIIepKAIMeMUsi, TUnoHaTpuemus. [Ipw orcyrcTBUmM
JICYCHUSI COCTOSIHHE OBICTPO MPOrPECCUPYET K MOJTHMOpPraHHOMN
HEJIOCTATOYHOCTH U CMEPTH.

XamumoTo 00J1e3Hb (AYTOMMMYHHbBIA THPEOHIUT)

Cunonumbi: 607€3Hh XalIMMOTO, XPOHUYECKUN ayTOMMMYHHBIH
tupeouut (AUT), — 370 BocnamuTenbHOE 3a00JIeBaHUE IITUTOBUIHOM
JKeJIe3bl, BBI3BAHHOEC ayTOMMMYHHBIM ITOBPEKICHUEM TKAHU YKEJIE3BI.
OTO OAHAa M3 CaMbIX pAaCHPOCTPAHEHHBIX NPUYUH THIIOTUPEO3A.
Xapaktepuzyercss JUMGPOUUTAPHON HHPUIbTpALIMEN Kene3bl U
HAJIMYMEM aHTUTEN K TUPEONEPOKCUAA3€ U aHTUTEN TUPEOTIO0YIINHY.

llepeoe onucanue: BrepBble 3a00J€BaHUE ONHUCAT SIMOHCKUN
xupypr Xakapy XamumoTto B 1912 roamy, nHabmrogasi xapakTepHbIE
U3MEHECHUS TKAHW IIMTOBHUJIHOW JKEJIE3bl Y YETBIPEX IMAIMEHTOK C
YBEIIMUYCHHOUN kemne30il. TepMUH «ayTOMMMYHHBIM TUPEOUIUT» ObLI
npemyioxkeH B cepeaquHe XX BeKa MOCH€ OTKPBITHUS aAHTHUTE,
MTOBPEKIAOIIUX IUTOBUIHYIO XKEIE3Y.

HInxaHna cuHapoM

Cunnpom Illuxana — 3TO peaKoe COCTOSHHUE, BO3HUKAIOIIEE
BCJICJICTBUE HWIIEMUYECKOT0 HEKpo3a rumodusa, pa3BUBAIOLIECTOCS B
pe3yabTaTe MacCMBHOW KPOBOMOTEPU M IIOKA BO BpPEMSI WIIM TOCIE
pOJIOB. DTO NPHUBOJAUT K YACTUYHOM WM TMOJHOW TUNOQYHKIUU
runodusza (MaHrunonuTyuTapusmMy).

llepsoe onucanue: CUHAPOM BIIEpBbIE OMUCAH MAKUCTAHCKUM
natosiorom XapyHow Illuxanom B 1937 rogy. OH HaGII01a7T HEKPO3
runoduza y *eHIUH, MePEeHECIINX MOCIePOJOBOM IOK, U CBSI3aJl €T
C moTepel TOPMOHAJIBHOU (PYHKIIUU.

Nimemuyeckuii Hekpo3 runodusa MNPUBOJUT K CHIKCHUIO
OPOAYKIMK  OJHOTO WJIM  HECKOJbKHUX  TPOMHBIX TOPMOHOB:
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MPOJIaKTUHA (arajakTus), TOHAJAOTPOIMHOB (aMeHopes, Oecrioaue),
AKTI' (HaamoyeyHUKOBask HeAOCTaTOYHOCTh), TTI (rumoTupeos),
ropMoOHa pocTa (¢cs1ad0CTh U HapyIIEHUE MEeTab0JIn3Ma).

Knunuuecxkue nposenenus: 'mmioTeH3us, KOJJIAIC, OTCYTCTBHE
JaKTallid,  BBIpaXeHHas  cimaboctb.  IlocTtosiHHas ~— ci1aboCTh,
YTOMJIIEMOCTh, aMEHOPEsI WM HEPEryJIsIpHbIE MEHCTpYallMH, IOTeps
amouao, 6ecroaue. ['MNoTupeos3: CyxocTh KOXKH, HEMEPEHOCUMOCTh
X0J10/1a. CuMnTOMBI HaJIMOYECYHUKOBOM HEJI0CTaTOYHOCTH:
TUIIOTEH3HS, TUITOTTTUKEMUS.

HIMmuara cuHapom

Cungpom  IlImuara — 9310 (dopmMa  ayTOMMMYHHOTO
nosmraanayispaoro cunapoma, AIIIC |l tuna, xapakTepusyromascs
COUETAaHHEM ayTOMMMYHHOTO THMOKOpTUlM3Ma (00e3Hn AJAMCOHA)
¢ AUT w/unu caxapubiM quadetom 1 tumna.

llepsoe onucanue: Cunapom 0wl BIiepBbie onucad B 1926 rogy
HEeMelnKuM BpadyoM Maptunom [lIMuaroM, KOTOpHIM HaOII0IaI
coyeTaHue O0J€3HM AJJIMCOHA U THUPEOUAUTA y HECKOJBKHUX
naneHToB. I[lo3ke OH OBLT BBICICH B OTACIbHBIA TMOATHII
ayTOMMMYHHOTO TOJIUTIaHAYISIPHOTO CUHIPOMA.

Knunuueckue nposienenuss cunapoma Ilmuara 3aBuCAT OT
MOPAKEHHBIX SHIOKPUHHBIX OpTraHoB. AyTOMMMYHHBIH
rUNOKOpTULIN3M  (00Ne3Hb AJAMCOHA): XpOHHMYECKas CJIaboCTh,
YTOMJISIEMOCTb, ITOTEPs BeCa, THUIICPITMTMEHTAITUS KOXHU M CIU3UCTHIX,
OpTOCTAaTUYECKAas TUMIOTCH3M S, TUTIOTJIMKEMHUSI, CKTOHHOCTh K COJICHOM
nuie. AYTOMMMYHHBIH THPEOUIUT — CHUMITOMBI THIOTHPEO3a
(ycTasiocTh, CyXOCTh KOXH, 3alI0pPbl, YBEIMUCHUE MACChI TEJIA).

HlTeitna-JIeBeHTAJA CHHAPOM

Cunonumer: cunapom lllteliHa-JIeBeHTanss, WIM CHHIPOM
MOJVMKUCTO3HBIX SIMYHUKOB, — 3TO XPOHUYECKOE HHIOKPUHHOE
3a00JIeBaHUE YKEHIIUH PENPOTYKTUBHOIO BO3pacTa,
XapaKTEPU3YIONIEECs TUNECPAHAPOTCHUEH, AaHOBYJIAIIMEN U HAIMYHEM
MOJMKUCTO3HBIX SUYHUKOB.

llepsoe onucanue. Cunapom ObuT BriepBbie onrcad B 1935 rogy
aMepuKaHCKUMHU TuHekonoramu Hpsuarom llreriHom n Manikiom
JleBenTtaneM. OHM HaOIIOAATU Y KEHIIUH C OECIUIOAUEM COYETaHHE
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AHOBYJISIIMM, TUNEPAHIPOTE€HUM K MHOMXECTBEHHBIX KHCTO3HBIX
o0pa3oBaHMil B AMYHUKAX.

Knunuueckue nposenenus: HapymeHnne MEHCTPYaJbHOTO LIUKIIA,
TUIEPAHAPOTEHUsS: TUPCYTU3M (M30BITOYHBIM POCT BOJIOC Ha JIUIE U
TeNEe), aKkHe, JKUpHAas KOXa, aHApOoTreHHas anoneuus. becmionue:
aHOBYJISILIMSL KaK OCHOBHAs TMpUYMHA HEBO3MOXKHOCTH 3adaTusl.
Merabonnueckue HApYIICHUSA: WHCYJIMHOPE3UCTEHTHOCTb,
TUIIEPUHCYJIMHEMUS, OXUPEHHE, B TOM YHCJIE BHUCLEPAIBHOE.
[ToBbIIIEHHBIM PUCK caxapHOro auadbeTra 2 TUNA W apTepUaIbHOU
TUIIEPTEH3UU.
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I'JIABA 6.
IIIOHUMBI B 'EMATOJIOI'NU

Anaucona-bupmepa 00J1e3Hb

210 3a00JieBaHue, 00YCIIOBIICHHOE HapylICHUEM
KPOBETBOPEHHUSI, NPHYMHON KOTOPOTO MOXKET OBITh HECKOJIBKO
(haKTOPOB, OCHOBHBIM U3 KOTOPBIX SIBJIIECTCS HEAOCTATOK B OPTraHU3ME
BUTaMHHa B.

Cunonumbl. TIEPHULMO3HAS aHEMHs, OT JIaT. Perniciosus —
ruOeIbHBIN, OMacHbIM; Bi,-mepunurtHas anHemwus, MeragoOiacTHas
anemus. B 1855 rony anrmumiickmii Bpau Tomac AmaucoH, a 3aTeM B
1872 rony 6osee moapoOHO HEMENKHUI Bpau AHTOH bupmep onucanu
00JIe3Hb, KOTOPYI0 HAa3BAIM 3JI0KAYECTBEHHON (NMEPHUIIMO3HOMN)
anemueil. Bckope Qpanimysckuit Bpau Apman Tpycco Tpemsioxuil
Ha3bIBaTh OTH 00JE3HU aIJUCOHOBOM aHeMHel, HIu OO0JIe3HbIO
Anmucona. B 1926 romy [Ix. Yumn, Jx. MaitHor m Y. Mepdu
COOOIINIIN, YTO TIEPHUIIMO3HASI AaHEMUS JICYUTCS BBEACHUEM B PaIllMOH
MUTAHUS CBHIPOM II€UEHHM M, YTO B OCHOBE 3a00JIeBaHMS JICKHUT
BpPOKJICHHAsI HECHOCOOHOCTh JKEIyJKa CEKpPEeTUpPOBaTh BEIIECTBO,
HEOOXO0IMMOE /IS BCachiBaHUS BHTaMuUHA B, B kumeunwmke. 3a 3TO
oTkpbIiTHe OHU B 1934 roay nonyuunu HobeneBckyro npemuto.

bpyrtoHa cunapom
Cunonumsl:  arammariioOynunemusi bpyrona. IlepBuuHbIi

UMMYHOJECPUIMT — aramMMarjiioOyJdHEeMus, CIeIJieHHas ¢ X-
XPOMOCOMOW.
Hacneoosanue: X-clleTuIeHHOe PELIECCUBHOE. bomnerot

Manpuuku. Pacnpocmpanennocms: 1 na 1 000 000.

Knunuueckass  kapmuua. CKIOHHOCTh K  OakTepHaJbHBIM
UH(EKIUIM, THEBMOHUH, OPOHXUTHI, OTUTHI, CAHYCUTBI. OTCYTCTBUE
WJIU PE3KOE CHIXKEHUE BCEX KIIACCOB UMMYHOTJIO0YJIMHOB.

llepsoe onucanue: B cTaThe aMepUKaHCKOro mnenuarpa OriaeHa
Bbpyrona (Ogden Carr Bruton).

Bake3a 00J1e3Hb
CuHOHUMbBL: UICTUHHAS TOJUIUTEMHUS, IEPBUYHAS OJIUIIATEMUSI,
polycythemia vera, spurpemus, erythremia — penkoe omyxoiieBoe
3a00J1eBaHue, OTHOCSIIIEECs K rpymie Oone3Hen

114



MUETONpOau(EepaTUBHOTO MPOUCXOXKICHUS U pa3BUBAIOLICECS B
pe3yabpTare MPEeAIIECTBYIONIUX MHUEION033y KJIETOUYHBIX MOPaXKEHUMH,
KOTOpbIE  XapakTepusyroTcs  npoaudeparuen OOJIBIIIMHCTBA
PUTPOIIUTOB, & TAKKE TPAHYJOIMTOB W MeErakapuouuToB. Jpyrue
0COOCHHOCTH 3a00JIeBaHUsI BKJIIOYAIOT CINICHOMETAINIO, TPOMOO3,
KPOBOTEUEHUE, MHKPOIIUPKYJISITOPHBIE CHMIOTOMBI, 3yJd W PHUCK
neiikeMudyeckod wian  QuOpos3Hoit TpaHchopmanuu. 3abosieBaHUE
BIIepBbIc ObLIO onucano Bakesom (Vaquez) B 1892 roay. B 1903 roay
Ocnep BbICKa3zall TMPEAINOJIOKEHHE, YTO B OCHOBE OOJIC3HU JICKHT
MOBBIIICHHAs AKTUBHOCTh KOCTHOTO Mo3ra. MM ke sputpemust Oblia
BBIJICJICHA B OT/ICJIbHYIO HO30JIOTHYECKYIO (hOpMY.

Baabaencrpema  Makporio0yiaumHemuss —  B-kierounoe
muMdonpoaudepaTuBHOE 3a00JIeBaHHUE, XapaKTepU3yIoIIeecs
TuM@OTUIa3MOIIUTAPHON  MHQPUIBTPALIMEl  KOCTHOTO  MO3Ta W
CEeKpennen MOHOKJIOHAJIBHOTO IgM, TaK Ha3bIBAEMOT0

MakporinoOynuHa Banpaenctpéma. B penkux ciyudasx (menee 5%)
MOTYT BCTpeYaThCsl JTUMQOIIa3MOIIUTapHbIe TUM(POMBI ¢ CeKperue
IgA, 1gG wnu Hecekperupyromuid BapuaHT OoniesHu. s
MakporioOynuHeMun BanbaeHcTpéMa XapakTepHBI: 3HAYUTEIBHOE
MOBBIIIIEHUE BA3KOCTH KPOBU CO CKJIOHHOCTBIO K 0Opa30BaHUIO
TpoMOO30B, HapyllieHne oOMeHa Kamblus U ¢ocdopa BCICACTBUE
CBSI3bIBAHUSI HMOHOB KAJIbI[U C MAakpoOrjaoOyJIMHOM, pa3BUTHE
OCTEOMNOpO3a U CKIOHHOCTh K TepeioMaM KOCTeH, 00JIM B MBbIIIIAX,
KOCTSIX, MapanpoTeuHypust (BbIAEICHUE aHOMAJbHOIO MapanpoTerHa
C MOYOH) W pa3BUTHE KaHaIbIIEBOW HedpomaTu W TOYECYHOU
HEJIOCTaTOYHOCTH, CHIDKEHHE UMMYHUTETA.

SAn Toct Bampaenctpém pomwics 17 ampens 1906 roma B
CrokroipMe. 3a CBOIO JOJTYI0 M BBIAAIOLIYIOCS Kapbepy UM ObUIH
cAelaHbl Ba)XHbIC OTKPBITHS B T'E€MATOJOTHH, TOJIOKHUBIINE OCHOBY
JJIs TIOHUMAaHUsS TakuX OoJie3He, Kak mnophUpuu, TeMOCHIEpO3,
MaKporjioOyJIMHEMHUsI, MOHOKJIOHAJIbHbIE rammanatuu. Haunbomee
U3BECTHBIM BKJIaJIOM BanpaeHcTpemMa B pa3BUTHE TIeMaTOJIOTHUU
CUMTACTCS] €ro OMNMUCAHWE MAKPOTJIIOOYyJIMHEMHH, Ha3BaHHOW B €ro
YECTb.

Bepabroga 0osie3Hb (ayTOUMMyHHass TPOMOOIIMTONEHUS,
UMOIIaTHYECKAs TPOMOOLIUTOTIEHUYECKAs nypIrypa) —
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ayTOMMMYHHOE 3a00JieBaHne, 00YCIIOBIICHHOE BHIPA0OOTKOM aHTUTEN K
CTPYKTypaM MeMOpaHbl TPOMOOIIMTOB M HUX MPEAIICCTBEHHUKOB —
MErakapuollUTOB, UYTO BBI3BIBAET HE TOJBKO  TIOBBIMICHHYIO
JNECTPYKIMIO TPOMOOIIMUTOB, HO U HEAJCKBATHBIM TPOMOOIIUTOIO?3,
XapaKTEePU3YIOIIMICS HW30JUPOBAHHOW TPOMOOILIMTONICHUEH HUXKE
100,0x10%1 u HAJIUYUEM/OTCYTCTBUEM FEeMOPPAru4eckoro CUHApoMa
pasnuuHOu cteneHn BbeipaxkeHHOCTH. Cumnromel WUTII Bnepssie
ynoMuHarTcs B Tpyaax ['umnmokpara. 3aboneBanue, 00yCIOBIECHHOE
YMEHBIIICHUEM TIPOJIODKUTEIPHOCTH KU3HM bonesnp Bepnberodga
ABJISIETCSl HanboJIee pacpoCTpaHeHHON (HOpMOIl TPOMOOLIUTOTIEHUH U
BCcTpeuaeTcss ¢ gactoTor 5 ciaywaeB Ha 100 ThIC. HaceleHUs B TOJ.
3aboneBaHre BO3HUKACT MPEUMYIIECTBEHHO Yy KEHIUH MOJIOJIOTO U
cpennero Bo3pacta. OCHOBHOE 3BEHO MaToreHesa 0ose3nu Bepabsroda
— BbIpaboTKa aHTUTpoMOOUIMTApHBIX aHTuTeN — 1gG (B GoNbIIMHCTBE
ciydyaeB) U IgA, CBS3BIBAIOIIUXCS C MEMOpPAHHBIMU AHTUTCHAMU
TpoMOOIMTOB. Takue TpPOMOOIMTHI MOABEPraroTcs (ParouTo3ly B
PETUKYIOIHAOTENNAIBFHON CUCTEME, TJIaBHBIM 00pa30oM B Celie3CHKE.
[Tayne 'otnu® Bepnbrod B 1723 roay mojgydusa CTENEHb JTOKTOpa
MEIUIIMHBI,  3alUTHUB  gucceprauuio  «lMcmomnp3oBanue  u
3nmoynotrpednenue JjekapctBamu». C 1725 roma mnpoxuBai B
["aHHOBEPE M CUMTANICS OJTHUM M3 CAMBIX BIIUATEIILHBIX Bpaueil CBOETO
BpeMenu B EBpomne. B 1732 rony Hamucan TpakTart o JIMXOpaaKax, a B
1735 roay BIIEPBHIC onucal UIAOTIAaTUYECKYHO
TPOMOOIIMUTOIICHHYECKYIO ITyPIypy.

Bunneopanga 0oJ1e3Hb (HAcJIEACTBEHHAs TCEBAOTeMOMIIIMS,
aTpoMOOIeHUYecKasl mypnypa) — 3a00J€BaHUE XapaKTEPHU3YIOIIeecs
HACIICJICTBEHHBIM  TOpPaXE€HWEM  TeMocTa3a C  ayTOCOMHO-
JIOMUHAHTHBIM (pexe ayTOCOMHO-PEIIECCUBHBIM) TUTIOM
HacyenoBanus, oboHapyxenHoe B 1926 r. E.A. Von Willebrand y
xutene AnaHackux ocTpoBoB. @Daktop Bunnebpanga (DB)
npeacTaBisieT codor Oenok ¢ MosekyisapHo macco 1000-20 000
k/la, comepxamuiicss B SHIOTEIHAIBHBIX KIETKaX M TPOMOOLHUTAX.
[Tpu BeicBOOOKIEeHUN DB coenunsiercst ¢ pakropom VI (OVII) u
oopasyer komiuiekc ®B—OVIII, unu pucrouerunoBsiii  daktop. OB
MPUHUMAET Y4acTHE B MPOIEccax aAre3un U arperaiuv TpoOMOOIIMTOB
MyTeM COCIUHEHUs THMKonpoTeuaa |Ib MemOpaHsl TpomOonuTa M
komruiekca OB-OVIIL. Ilpu ymenpmienuun konuyecrBa DB,

116



COOTBETCTBEHHO, CHWXaercs coaepxkanue OVIII B kpoBu, dYTO
MPUBOAUT K BO3HUKHOBEHHUIO HAPYIIEHUN KaK TPOMOOIIMTAPHOTO, TaK
Y KOAryJISIMUOHHOTO 3BEHBEB I'€MOCTA3a.

Buckorra-Ouapuya cuHapOM

CuHOHUMBL. AMMYHOJIC(UITUT ¢ TPOMOOIIUTOIICHUEH M IK3EMOil.
HacnenoBanume: X-CHEIJIEHHOE PEUNECCUBHOE. bOJCIOT MalpYuKH.
Knunuueckas xapmuna: B TIEpBbI€ MECAIbl KU3HU T€MOpPpParuuyecKui
CHUHPOM KaK CJICJICTBHE TPOMOOITUTONIEHUN. XapaKTePHBI KUIIEYHBIC
U JIETOYHBIE KPOBOTEUYEHUS, KPOBOM3ZIUSHUS B KOXY M CIM3UCTHIC
o0onouku, 9Kk3ema. Kak mnpaBuino, HaOIIOIAIOTCA TOBTOPHBIE
ITHEBMOHHMH, HEPEJKO SBIISAIONIMECS OCHOBHOW NMPUYMHOM CMEPTH B
MJIaJ€HYECKOM BO3pacTe.

llepsoe onucanue. B cTaThe HEMEIKOro meauatpa Amnbdpena
Buckorra (Alfred Wiskott) B 1937 r. Ilo3mnee 0oje3Hb ommcal
amepukaHnckuii eguatp Pobept Onapuy (Robert Anderson Aldrich).

I'manumana Ttpombacrenuss (Tpombacrenuss I['aHuMana—
Herean) — TpomOoumTOonaTtuss ¢ ayTOCOMHO-PEIIECCUBHBIM THIIOM
HACIICIOBAHUS, BO3HUKHOBEHUE KOTOPOW CBSI3aHO C HapyIICHUEM
arperanuu TpoMOoIMTOB. 3aboneBanue omnucano E. Glanzmann B
1918 r. Tpombactenus: ['maniMana B paBHOW CTETEHH BCTpPEYAETCS
KaK y My>XYMH, TaK U y )KEHIIMH. B ocHOBe maroreHes3a 3a00JieBaHUs
nexut nedunut ravkonporenaa b u llla va moBepxHocTH MeMOpaH
TPOMOOIIMTOB, SBISIOIIUXCS peuentopamu (pudpuHoreHa. Yucio
TPOMOOIIMTOB, pa3Mep, GopmMa U BpeMs KU3HU HUX IPU HTOM
3a007€BaHUM  HAXOJATCS B mpefaenax  Hopmbl.  [edwurur
rmukornporenna IIb w Illa mpuBomuT k HapymeHWIo arperanuu
TPOMOOITUTOB.

Ks00ora KoOoJBHA — 3TO TOHKHE KpacHO-(DHOJIETOBBIC
OKpalIMBaIOIINECs] HUTEBUJIHBIE CTPYKTYpbl B (OpMe METIu WIH
BOCBMEPKH, KOTOpbIE B pEIKUX CIydasX OOHapy>KUBaIlOTCS B
spurpountax. Cunuraercs, 4TO 3TO MHUKPOTPYOOUKH, OCTABIIMECS OT
MUTOTHYECKOTO BEPETEHA, U UX HAIIMYME YKA3bIBAET HA HApPYyIICHUE B
npous3BojicTBe HpuTpountoB. Komsua K»sboTa, BcTpeuarommecs
JOBOJIBHO PENKO, OOHAPYKUBAIOTCSA B LIUTOILIA3ME 3PUTPOIIUTOB U B
OOJBIIMHCTBE  CIy4aeB  BbI3BaHbl  JedekTaMu  MPOU3BOJCTBA
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SPUTPOIMTOB M OOBIYHO HE BCTPEUAIOTCS B KPOBHU, MUPKYIUPYIOMIEH
no opranu3my. BmepBele oHm Obutm omucanbl B 1903 romy
aMepHKaHCKUM BpadyoMm Puuapaom Kiapkom Kadorom (1868-1939).

.
Puc. 80. Konbsia Kebora

MunkoBckoro-lllogdapa 00J1€3Hb (HacaeICTBEHHBIN
MHUKPOC(HEpPOIINTO3) — TEHETHYeCcKoe 3a00jeBaHHME C ayTOCOMHO-
JIOMHUHAHTHBIM THIIOM HacJeIOBaHHsA. 3a00JeBaHHE XapaKTepU3yeTCs
HapyILICHUEM CTPYKTYpPbl MEMOpPaHbI SPUTPOIIMTOB, B PE3YJIbTATE YETO
MPOMCXOJIUT H3MEHEHHE (HOPMBI HSPUTPOLIMTOB M HMX TE€MOJIM3 B
cene3€Hke. BceimencTtBue reMonn3a BO3HHUKAKOT aHEMUS, KENTyXa W
MTOBBIIIAETCS BEPOSITHOCTD oOpa3zoBaHUs OMINPYyOHMHOBBIX
KOHKPEMEHTOB B KEIYHOM My3bIpe U MpoTtokax. HacienctBeHHBbIN
MUKpochepoIuTo3 BrepBble ObUT onucaH OckapoM MUHKOBCKHUM B
1900 romy, B ganpHeimieM Oojiee TOAPOOHO — AHATOJIEM
lopdapom (1907). OCHOBHBIM CHMIITOMOM MHKPOC(EPOIINTO3a
ABJISCTCS  TEMOJUTUYECKUM  CUHIPOM, KOTOPBIM  MPOSIBIISIETCA
AHEMUEHU, KEITYXOM U CIJICHOMETAIMEW. BBIpaKEHHOCTh aHEMUU
pa3auyHa, J10CTaTOYHO YacTO HAOJIOJIaeTCd YMEPEHHOE CHUKEHUE
reMOrJIOOMHa, a Y HEKOTOPBIX MAIlUEHTOB aHEMUSI BOBCE OTCYTCTBYET.
Hanbonee Tsxénas aHeMHusi BOZHMKAET BO BpPEMsI T€MOJUTHUUYECKOTO
Kpu3za. MukpocdeporrapHas TreMOJIUTUYECKas aHEeMHs HMeeT
XPOHUYECKOE TEYEHHE C TEePUOJMYECKUMHU  KpU3aMH, KpPU3bI
BO3HHUKAIOT TOJ BIMSHUEM IPOBOIUPYIOMNX (DAKTOPOB, TAKUX Kak,
MepeoxXjaxkaeHue, TMepeyTOMIICHHE,  CTPECChl,  OEpPEMEHHOCTb,
UHPEKIIUU W TMPOSBISETCS YCUICHHEM CHMITOMOB TE€MOJIM3a:
MOBBIIIAETCS TEMIIEpaTypa, YBEIUUYUBACTCS MHTEHCUBHOCTD KEITYXU,
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NOSIBJIICTCSA TenaTo- W CIDICHOMETalns, cejie3éHka OOJIe3HCHHA B
pe3yJIbTaTe HAMPSKCHUSI KaTlCYJIbL.

[ToMUMO TeMOJIMTHYECKOTO0 CHHJIPOMA Y HEKOTOPHIX IMAaIlHCHTOB
HAOJIIOTAfOTCS  TPU3HAKU 3aMEIJICHHOTO Ppa3BUTHS, HapyIICHUS
JMIICBOTO CKeJIeTa B BHJIEC «OAIlICHHOTO Yeperay, BHICOKOTO CTOSHUS
HEOA, VY3KUX TJIa3HUI, CEIJIOBUAHOTO HOCA W HApPYIICEHHOTO
pacroyio’KeHust 3y00B.

MomkoBuna 00s1e3Hb (TpOMOOTHYECKAsT TPOMOOIIMTOIICHIYECKAsT
nypiypa) — BuepBble Obuta ommcana B 1925 r. E. Maschcowitz kak
3a00JI€BaHUE CO 3JIOKAYECTBEHHBIM TEUECHHEM, COMPOBOXKIAIOIICECS
JUXOPaJKoi, OBICTPO HapacTarolle CHUMITOMATHKOM HapyIICHUS
GyHKIMI — [EHTpaJIbHOM  HEPBHOM  CHUCTEMBI,  IUIEHOXPOMHOM
(reMOJTUTHUYECKOW) aHeMued, TpPoMOOreMOpparusMu pazIudHOM
JOKaNM3alluM W MPUBOJSIIECE K Pa3BUTHIO JIETAILHOIO HCXOa.
OcHOBHOE MeECTO B IaroreHe3e 3a00JeBaHUS MPUHAIICHKHUT
Ype3MEPHOMY  CHIDKEHUIO  OYaroBOMl  TPOMOOPE3UCTEHTHOCTHU
SHJOTEIMS B COYECTAHUM C TUMEPAKTUBAIIUECH TPOMOOIIMTAPHOIO 3BEHA
reMocTasa, CONpOBOXKIAIOIIUMUCS JTUCCEMUHUPOBAHHON 3aKyIMOPKOM
MEJIKMX apTepuil W apTepuos IUIAaCTUHYATBIMU TpPOMOaMu, YTO
NPUBOJUT K PAa3BUTHUI0O BTOPUYHOTO HEMMMYHHOTO T'€MOJIHU3a,
TPOMOOIMTOIIEHUN TIOTPEOJICHUSI, BO3HUKHOBEHUIO HIIIEMUYECKUX
MOPaXKEHUM KOXKHU U BHYTPEHHUX OPTaHOB.

IMannenreiMepa Tebua

Tenpua Ilamenreiimepa mNpencTaBISIOT €000l arperarhl
dbeppuTuHa CBETIO0(PHOJIECTOBOTO IIBETA, BBISBIISIEMbIE HWHOTAA MpU
oOblYHOM oOKpacke 10 PomaHoBckomy-I'mM3e B cuaepouuTax.
Pa3Mmepsl, hopMa TaHHBIX BKJIIOYEHUN BapbUPYIOT. Yalle oHu jexkaT B
OTPENCIICHHBIX 00JacTAX JPUTpoIUTa (HE MO BCEH MOBEPXHOCTHU
KJIIETKH), YTO OTJIMYaeT HX OT 0a30(UIbHOW 3€pPHUCTOCTH.
BceTpeuatores tenbia [lanenreiiMepa npu cuiepoOIacTHBIX aHEMHUSIX,
MUEJIOAUCIUIACTUYECKOM  CHUHIPOME, TEMOJIMTUYECKOM  aHEMWHU,
OTPaBJICHUU CBUHLIOM.

B 1945 rogy OnBun Makc IlanmenreiiMep-miuaammii u Jp.
Oomucaiyd TPEX TMAUUEHTOB, Yy KOTOPBIX B JSPUTPOLUTAX IOCIE
CIJIEHPKTOMUU OBbLIA OOHAPYKEHBI BKIIOUECHUS IIPU OKPAIIMBAHUU 11O
['mm3e nim no Paitry.
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Puc. 81. Tenwua ITannenreiimepa

Pycrunkoro-Kanepa 0ose3ub
CuHOHUMbBI. MHOXXECTBEHHAs MHEJIIOMa, MUEJIOMHas OOJie3Hb —
3aboyieBanue, omnucaHHoe BrepBbie O.A. Pycrunkum (1873) wm
Kanmepom (1887). B ocHOBe maTogorHMuecKoro 3a00JEBaHMS JICHKHT
pa3pacTaHre OMyXOJEBbIX KIETOK JIUM(DOIIa3MOIMTAPHOTO psga -
MHUEJIOMHBIX KJIETOK KaK B KOCTHOM MO3re, TaK ¥ BHE ero. bomesHb
Pyctunikoro-Kamepa — 3TO MHOXECTBEHHas OIyXO0Jib, KOTOpas
COCTOUT W3 TepMHUHAIBHO auddepeHmpoBaHHbIXx B-muMdonuTos,
UMEIOIINX CTPYKTYpY IUIa3MaTHYECKUX KIETOK, C MHOT0OYaroBbIM
MOPXKEHUEM KOCTHOTO Mosra. JlaHHoe 3a0oJjieBaHHME OTHOCHUTCS K
3a00JI€BaHUSIM CUCTEMBI KPOBH, KOTOPBIE B CBOIO OYEPEIh OTHOCSTCS

K TPYIINE MapanpoTenHEMHYECKOTO reM0o0I1acTo3a.

XompxKnHa JuM@poma
Cunonumwr.  nuMmdorpanyiieMaro3, 00Je3Hb  XOJKKHHA,
3JI0KaYyeCTBEHHAsT  TIpaHyléMa — 3JI0KaueCTBEHHOE 3a0oJicBaHHE
JTAMQPOUIHON TKaHH, XapaKTEPHBIM IIPU3HAKOM KOTOPOI'O SBIISIETCS
HaIW4due THUTAaHTCKHX KiIeTok Pun-bepe3osckoro-llITepudepra,
00HaPy>KHUBAaEMBIX Ipu MHKPOCKOITUYECKOM HCCJICIOBAHUH
MopakEHHBIX JIMMdaTndecknx y3ia0B. B 1832 roxy Opuranckuii
MEJNK, I1aTOJIOr0aHaToOM, MHHOHEp B oOylacTH MPOMHUIAKTHUECCKON
MeauuuHbl Tomac XOIKKUH OIHCAall CEMEPBIX OOJBHBIX, Y KOTOPBIX
HAOII0AJIOCh YBEIWYCHHE JIUMMATHUSCKUX Y3JIOB M CEIe3EHKHU,
o0IIIee MCTOIICHNE U YIaJgoK crmil. Bo Bcex ciydasx 0oJie3Hb mMesa
aetaidbHbIM ucxon. Coycersa 23 roga C. YHIIKC Ha3Ball 3TO COCTOSIHUE
O0oJsie3Hbl0 XOMKKMHA, M3YYUB OIMUCAHHBIE XOMKKUHOM CiIydyaud U

100aBuB K HUM 11 cOOCTBEHHBIX HAOIIOEHHIA.
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Teabna XamHna

Cunonum:. TeNnbla XaWHIA-ODpinuxa - NPEACTABISIIOT CO0O0H
BKJIIOUCHHUSI B DPUTPOLIUTAX, COCTOAIIME U3 JICHATYPUPOBAHHOIO
remorjioorHa. OHU HE BUJIHBI TP OOBIYHOM OKpAIIUBAHUU KPOBH, HO
UX MOXHO YBHUAETh MPU NPUKU3HEHHOM OKpaluBaHuu. Hanuuue
teneny XaiHna (I'eifHIIa) CBHAETENBCTBYET O  MOBPEKICHUU
reMorjoorHa W OObIYHO HaOMIoAaeTcs mpu AeUIMTE TIIFOK030-6-
docdaraeruaporeHaspl, reHETUYECKOM 3a00JI€BaHUM, BBI3BIBAIOIIEM
reMoJIMTHYeCKyto aHemMuto. OHM Ha3BaHbl B uecTh PoOepra XaiiHia
(1865-1924), nemenxoro Bpaua, kotopbiii B 1890 romy ommcan 3tu
BKJIIOUEHMS B CBSI3U CO CIYyYasIMU F€MOJIUTUYECKON AaHEMHUH.,

.Y

Puc. 82. Tenpna Xaiinia

Xayaia-J[5KoJUId TeJIbla

Tenpua Xaysmna-Jbxomnu (Xaysmna-)Kown) mTpeacTaBisiioT
co0OI IUTOMATOJOTMYECKOE OOHApYyKeHUE 0a30(PUIBHBIX SACPHBIX
ocratkoB (ckorenuit JIHK) B mupkynupyrommx 3putporuTax. Bo
BpEMs CO3PEBAHUSI B KOCTHOM MO3r€ MO3/IHUE 3PUTPOOIACTHI OOBIYHO
M30aBISIOTCA OT CBOMX SIIEP, HO B HEKOTOPBIX ClIydyasx HeOOJblIas
gacte JIHK ocraércs. Orta JIHK BeIsauT kak 0OazoduiabHOE
(huoneroBoe) MIATHO Ha 303MHOMDHIBHOM (PO30BOM) IPUTPOLIUTE B
CTaHJIAPTHOM Ma3K€ KpPOBHM, OKpAIICHHOM T€MaTOKCWIMHOM U
DO3UHOM. Hanmnuune TeJIell Xayamua-Jxxomum OOBIYHO
CBUJETEIIBCTBYET O TMOBPEKICHUN WIN OTCYTCTBUU CEJIE3EHKH,
MOCKOJIBKY ~ 3JI0poBasi  cele3éHKa OObIYHO  (GUIBTPYET TaKue
sputpounThl. Tenblia Xayammaa-J[Koaaum Takke HAOMIOJAr0TCS IIpU
aMUJIOUI03€, THKEIOW TeMOJUTUYECKOM aHEeMHUHM, MErajlo0iIacTHOM
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aHEMHUHU, HACJIEICTBEHHOM C(EPOLUTO3e W MHEIOIUCILIACTUYECKOM
cunapome. Tempria Xayamia-J[PKOIu TakkKe MOTYT HaOII0IaThCs Y
HEJIOHOIIICHHBIX JIETEH.

Tenpua Xaysnna-/[PKonnm Ha3BaHbl B YECTb AMEPUKAHCKOTO
¢usmonora Yuneama I'enpu Xaysnna u (paHIy3CKOTO TemaToJiora
Jxactuna Mapu Jlxommnu.

v

Puc. 83. Tenpua Xaysmna-/[omu
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