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PE3IOME

[PEACTABAEHO KAMHUYECKOE HABAIOAEHNE PELIMAMBUPYIOLLIETO MOAMXOHAPUTA C MOPAXKEHUEM CEPAEYHO-COCYAMCTON CUCTEMbI B BUAE PA3BUTUS
OCTPOro KOPOHAPHOIO CMHAPOMA. PELIMAMBUPYIOLLMIA MOAMXOHAPUT — PEAKO BCTPEYQIOLLIEECS CUCTEMHOE 3000AEBAHME, BEPOSTHO, AYTOMMMYHHbIN
MPUPOAbI, MPOTEKAIOLLIEE C MOPAXKEHMEM XPILLEBOM TKAHU. BbICOKAS CMEPTHOCTb BOAbHBIX C CUCTEMHbIMM 3060AEBAHMSIMM CBI3AHA C BOACE PAHHUM
POPMUPOBAHMEM U BLICTOLIM MPOTPECCUPOBAHMEM ATEPOCKAEPOTUYECKOIO MOPAXEHUS COCYAOB, KOTOPOE MPUBOAMT K PA3BUTUIO MHCDAPKTA
MMOKQAPAQ, MHCYALTQ, XPOHMYECKOM CEPAEYHOM HEAOCTATOYHOCTH M BHE3QAMHOM CMEPTU. PELIMAMBUPDYIOLLIMEA [TOAMXOHAPUT XQPAKTEPM3YETCS KAMHUYECKMM
TOAMMOPCOMIMOM. AMATHOCTUKA 3060AEBAHMS TPEBYET MEXAMCLMMIAMHAPHOTO BPAYEBOHOTO YHACTHS HE MEHEE MATU PA3HbIX CMELMAAMCTOB.

KAIOYEBBIE CAOBA: peLmAMBUDYIOLLIMI MOAMXOHAPUT, OCTPbIM KOPOHAPHbIM CUHAPOM, ATEPOCKAEPO3.

KOHPAUKT UHTEPECOB. ABTOPbI 3QSBASIOT, YTO AQHHAA PABOTA, €€ TemMa, MPEAMET U COAEPXKAHME He 3ATPArMBAKOT KOHKYPUPYIOLLIMX MHTePeCOB.
UcTOYHMKN GPMHAHCUPOBAHMUA. ABTOPbI 3ASBASIOT OO OTCYTCTBMM GOPUHAHCHUPOBAHMS MPU MPOBEAEHUM MCCASAOBAHMS.

Damage of cardiovascular system in patients with rare systemic
diseases: Example of recurrent polychondritis (case from practice)
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SUMMARY

A clinical case of recurrent polychondritis with damage to the cardiovascular system in the form of the development of acute coronary syndrome
is presented. Recurrent polychondiritis is a rare systemic presumably autoimmune disease that is affecting cartilage tissue. The main cause of
high mortality in patients with systemic diseases is the early formation and accelerated progression of atherosclerotic vascular lesions that cause
the development of myocardial infarction, stroke, chronic heart failure and sudden death. Recurrent polychondritis is characterized by clinical

polymorphism. The diagnosis of the disease requires the interdisciplinary medical participation of at least five specialists.
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Brenenne

INopaxeHue cepaedHO-COCYAUCTON CUCTEMBI Y TTAL[IEHTOB
C CHCTEMHBIMH PEBMAaTOIIOTHYECKUMH 3a00JI€BaHUAMHU — MaJlo-
n3y4yeHHas M HeJJOOIIeHeHHas mpobnema. Bricokas cMepTHOCTh
OOJIBHBIX C ay TONMMYHHBIMH 3a00JIeBaHHSIMH OOBSICHSIETCS Ooliee
paHHUM (OPMHUPOBAHHEM U OBICTPBIM ITPOTPECCHPOBAHHUEM aTe-
POCKIIEPOTHYECKOTO MOPaXKEHHUSI COCYIIOB, 00YCIIOBIMBAIOIIETO
pa3BHUTHE OCTPOro MH(pAPKTa MHOKap/a, HHCYIBTA, CEPIeTHON
HEJOCTAaTOUYHOCTU U BHe3anHo# cMmeptH [1]. Tak, ycraHoBieHo,
YTO HE3aBHCHMBIMU NIPEAUKTOPAMHU CEPAEYHO-COCYUCTBIX 3a-
OoJIeBaHUI SBISIOTCS PEBMATOMIHBIA apTPUT U 1copuas [2].
OOcy»knaroTcs 1Ba OCHOBHBIX MEXaHW3Ma MHTET paluy MeTabo-
JM3Ma JIMIHUI0B ¥ IMMYHHOTO OTBETA, OIUH U3 KOTOPBIX CBA3aH
C CHHTE30M XoJiecTeprHa [3], Apyroil — ¢ akTUBHOCTBIO ceMeiicTBa
snepHbIX X-peuentopos [2, 3]. Y GonbIMHCTBa OONBHBIX C CH-
CTEMHBIMH 3200JICBAHNSIMH BBISBIISICTCS CYOKIIMHIMIECKUH aTepo-
CKJIEPO3 COCYHOB B BUIE YTOJILEHUS KOMILIEKCA HHTUMA-Me/IHa,
a TIpH TIPOBE/ICHUH KOPOHAPOAHTHOT pa(Hi MOKET OIPENIEIATHCS
MHOTOCOCYHCTOE MOPaKeHHE, OJHAKO KOJIMUECTBO CTCHO30B
KOpOHapHEIX apTepuii 6onee 70 % ocTaeTcs HEBBICOKUM [1].

Kak u3BecTHO, ayTOMMMYHHOE BOCHATIEHHE, JIEXKAILEE B OCHOBE
TIaToreHe3a peBMaTHIECKHX 3a00IEBaHHH, M aTePOCKIEPO3 UMEIOT
U/ICHTUYHBIC MEXaHU3MBI TIOBPEXKCHHS COCYIUCTON CTEHKH.

Penmnusnpyrommii momixonaput (PIT) — penko Bcrpeyaro-
11eecsi CHCTEMHOE PEeBMaTOJIOTHIECcKoe 3a00JIeBaHNE, BEPOSITHO,
ayTOUMMYHHBIH IPUPOABL, MPOTEKAIOLIEE C JECTPYKTUBHO-BOC-
TIAJIMTENIBLHBIM NTOpaskeHneM XpsiteBoit Tkanu. PI1 Bcrpeyaercs
B JIUTEpaType U MOJ APYTMMHU Ha3BaHHUSMU: XPOHHYECKUI aTpo-
(hrueckunii MONIMXOHJPHT, TAHXOH/IPUT, CHCTEMHAs XOHIpOMa-
Jsiust, cuHapoM MelienOypra — Anstxeppa — FOnuarepa [4-7].
Pacnpoctpanennocts PII coctaBnsier 3 ciryuast Ha MUJUIUOH,
yamie Bcrpedaercs B Bo3pacte 40-50 net. B 2010 roxy 6bu10
orcano Bcero 800 ciryyaeB 3a00JI€BaHUS B MUPE.

Briepsbie o 6ore3nn B 1923 romy coobrun Jaskch-Wartenhost,
OH ONHKCAaJl MOJOJOI0 MAlUEHTa, Y KOTOPOro OTMEYAIIUCh JIMXO0-
pazka, 60Jb ¥ IPHUITYXJIOCTh KOJICHHBIX CYCTaBOB, IIOPaKEHUE
CyCTaBOB KHMCTEH U CTOII, @ HEKOTOPOE BPEMsI CITyCTs OSBUIUCH
0oJIe3HeHHAsI TIPUITYXJIOCTh YIITHBIX PAKOBHH U CEIUIOBHAHAS Jie-
(opmarmst Hoca [5, 6]. B 1960 romy tpu uccnenosarens — Pearson,
Kline, Newcomer — peuIoK TN TEPMUH «PEeLiMIMBUPYIONIIIN T10-
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TXOHAPUT». OHU BKJTIOYIIIN TAKUE CUMIITOMBI, KaK JIByCTOPOHHEE
TIOpaXKCHUE YIITHBIX PAKOBHH, TOPAXKCHIE HOCOBOH ITEPETOPOIKH,
neprupepUUCCKUX CYCTaBOB, XPSIICH TOPTaHuU, TpaXer, OPOHXOB.

Jns ycranonenus auarsosa PI1 uemonb3yroTest KpUTepun,
npennoxeraple McAdams B 1976 rogy: 1ByCTOpOHHEE ITO-
paXXeHHE YIIHBIX PAKOBUH, ITOPAXKEHHE 7143, CCPOHETaTHBHBIIN
apTPUT, BECTUOYIIIPHBIC HAPYIICHUS, XOHAPHT HOCOBOH Iepe-
TOPOJIKU, IOPAKCHUE XPSAIIEBBIX CTPYKTYP OPraHOB JIBIXaTCITb-
HOU CHCTEMEI (TOpTaHk, Tpaxes, Opouxw). [y monTep kaeHus
muarHo3a PIT HeoOxomumer Tpu kputepust [5—9].

B 2012 rogy rpynmna skcnepToB Npeniokuiaa KpUTepHu
OIICHKY aKTUBHOCTH Pa3BHUTHUs OOJIC3HU — TaK HA3BIBACMBIN
nupaekc akruBHocTH PIT (Relapsing Polychondritis Disease
Activity Index, RPDAI). RPDAI Brutouaer 27 mMyHKTOB H OT-
paxaeT mporpecc B 00beKTHBHOMN KIIMHIHYECKOH OICHKE aKTHB-
HOCTH 3a00JICBaHUS U OTBET HA JICUCHHUE.

Otnoaorusa PIT ocraercsa HeBbIsscHeHHOI. [0 TaHHBIM He-
KOTOPBIX MccleaoBareneii [5], oOHapykeHa TeHeTHYeCKas CBSI3b
MEKY HATMYHEM B XPSIIICBON TKAHU MAI[MEHTOB UMMYHOTJIO-
OynuHOB KitaccoB A, M 1 G ¥ akTHBHPOBAaHHOTO UMH KOMITO-
HeHTa cucteMbl komrieMenTa C3 [7-9]. ¥V nui eBponeonHoi
pacsl onpenessieTcss TCHETUYCCKasl CBSI3b MEXKy HATHIUEM
HLA-dr4 — anturena u PII, a Hanmaue renoB HLA-drb1*16:02,
HLA-DQOB 1*05:02 n HLA-B*67:01 acconupyeTcst co CKJIOH-
HOCTBIO K Pa3BUTHIO 3200JICBaHMsI. AYTOMMMYHHEBIH XapaKkTep
PII moka3eiBaeTcst OOHAPYKEHUEM B KPOBU 3HAYUTEIHHOTO
coepkaHus aHTUTeN K komareny Il tuna (5, 7].

Takum 00pa3oM, k pa3BuTHiO PII mpuUBOIUT reHeTHYeCKas
TIPEPACTIONOKEHHOCTD HHIIUBH/IA, 4 TyCKOBHIM MEXaHU3MOM SIB-
JISTFOTCSI XUMUAYECKIE, TOKCHICCKUE, MH(EKIIMOHHBIC WU TPaBMa-
THYECKHE areHThl, 3aITyCKAIOIKe Ay TOMMMYHHYIO peakiuo [6—8].

K coxanenuto, u3-3a HU3KOH OCBEIOMIICHHOCTH BpaueH,
qwarHo3 PIT B mopaBmsiroIieM 4ucie crydaeB yCTaHABIABACTCS
HE MEHEe UeM depe3 rofl, puieM OONBITHHCTBO OONBHBIX 00-
paImaroTcs K ISATH U OoJiee BpayaM pa3HbBIX CIICUATEHOCTEH
[3,5, 8, 9]. HecMoTpst Ha OTCYTCTBHE OOLICTIPU3HAHHBIX KITH-
HUYECKHUX PEKOMCHIAIIHH, TIperapaTaMy BHIOOpa Py JICYCHUN
nauueHTtoB ¢ PIT octatoTcs mirokokopTukoctepoust [5, 7, 8].

Co0cTBeHHOE KIIMHUYEeCKOe HA0II0leHne
IManuent P, 54 net, NOCTyNMII B KApAUOJIOTUYECKOE OT-
JieJIeHrEe KpaeBoil OOJILHUIIBI € )KajJ00aMy Ha BBIpaKEHHbBIC
J@aBsimye 00NN 3a TPYAMHOM, OJBINIKY B ITOKOE, ITepeBeICH
U3 CTAIOHapa IO MECTY >KUTENIbCTBA C LENbIO IPOBEACHUS
KOpOHAapHOW aHTHOTrpaduu U pelIeHHus BOIIPOca O MEeJIeco-
00pa3HOCTH XUPYPTUYECKOH PeBACKYIISIPU3AL[IM MUOKap/Ia
C IIPEIBapUTENBHBIM JUATHO30M «OCTPBIH KOPOHAPHBIHA CHHIPOM
0e3 mogbpeMa cermenta STy». JKaitoOb! mosiBUIKCh 2 yaca Hazal.
I1pu mocrymennn ob1ee cocTosHNE cpeaHer TsokecTH. Koxk-
HbIE TTOKPOBBI OJEHO-PO30BBIE, YMEPEHHBIH akponuaHos. [Tpasas
yILIHAst pakOBHHA Ie()OpPMHUPOBaHa, yMEHBIICHA B 00beMe (CM. piic. ).
Orexkos HeT. ToHbI cepua NpUnTyIeHsl. YacToTa cepaeyHbIX
cokpamieruit (HCC) — 90 B munyty, A/l — 100/60 MM pr. cT. Han
JIETKMMH JIBIXaHHE BE3UKYJIPHOE, HECKOIBKO OCNIA0ICHO B HIDKHHX
oraenax. Yacrora ApIXaTeNbHbIX ABIKEHUN — 18 B MUHYTY. JKUBOT
MSITKHUi, 0e30051e3HeHHbIH. [IeueHp 1 cene3eHKa He YBETMUCHBI.
W3 anamHe3a )13HU BBISBIEHO, yTo nuarHo3 PII 0wt ycra-
HOBJIEH 3 roja Ha3zal, 2 rofa Haszaj nepenec OMIM (sreumcs
CTAIMOHAPHO T10 MECTY JKHTEJIBCTBA).

JlabopamopHwie uccnedosa-
His TIPY TIOCTYIUICHUH B Kap/Iu-
OJIOTMYECKOE OT/ENICHUE: B 00-
LIeM aHaJIU3€ KPOBHU FeMOINIO-
ouH — 150 /1, CO3 — 22 MM/4,
aedKonuTe — 9,4 x 10%/1,
OCTaJIbHbIE OKA3aTeNH! B Ipesie-
Jax HOpMBL. B Onoxumudeckom
aHaJIM3€ KPOBU 3JIEKTPOIHTHI
B IIpejieiax HOPMBI, acrapTar-
amuHoTpancdepasa — 30 Exn/n,
aJlaHMHAMUHOTpaHc(hepasa — 161
En/n, nakrarnernaporeHasa —
219 En/n, xperungocdoxnnaza —
118 En/n, C-peakTBHBII OeI0K —
4,8 Mr/11, KpeaTHHUH — 86 MKMOJIB/JT, MOYEBHHA — 6,86 MMOJIB/II.
OOmmii Oerok, OnpyOuH, II0K03a KPOBH HE N3MEHEHBI. Tpo-
noHuH T — 0,008 ur/mi1. Mo3roBoi HaTpHlypeTHUECKHH T1eT-
tin — 19,2 nr/mi. Koarynorpamma: nporpomMOuHOBoe Bpems — 7,8
¢ (Hopma), pubpuHOTEeH — 6,8 T/11 (IOBBIIIEH), aKTHBUPOBAHHOE
YacTHYHOE TpoMOoIIacTHHOBOE BpeMs — 41,1 ¢, mporpomOu-
HOBbIH nHAeKe — 104 %. Jlunuporpamma: oOIwmil XonecTepuH —
6,29 MMOITB/1, TPUIITMLEPUIBI — 1,8 MMOIIB/J, TUITONIPOTEN I
BBICOKOW TWIOTHOCTH — 1,02 MMOJIB/JT, TUITOTIPOTCH B HU3KOH
IUIOTHOCTH — 4,25 MMOJIB/T. AHTHTENa K BUPYCHBIM TeIlaTUTaM
B u C orpunarensuel, HBSAg — oTpuiaTensHslil.

Hucmpymenmanvuvie uccciedoéanus. INEKTPOKapIUO-
rpamma: cuHycoBblid put™ ¢ UCC — 64 B MUHYTY; OTKIOHEHHE
JIEKTPHYECKOH OCH BIIEBO; CIIa0BIA TIpHpocT 3ybuarc V-V,
aMIUIUTY/THBIE IPU3HAKH THIEPTPOGUU MHUOKap/a JIEBOTO JKe-
JIyOYKa ¢ I3MEHEHHEM ITepeIHeO0KOBOM CTEHKH B BUJIE CY-
09HIOKApANATIbHON HIIEMUH; 04aroBble N3MEHEHHST MHOKap/ia
JIEBOTO XKEJTYI0YKa [EPEIHETICPErOpOA0IHON 00IacTH.

Oxonoriepkaparorpadus ¢ IBETHHIM KapTHPOBAHUEM:
JIEBBIN XKeITyJOoYeK — KOHEUHBI TUACTOINYECKUN pa3mep —
6,0 cM; KOHEUHBIH cUCTONMYECKUH pa3smep — 4,3 cM; 3aaHsst
CTEHKa JIEBOTO XKENTyNo4Ka B TUACTOIy — 1,2 CM; MHAEKC MacChl
MHOKapJa JeBoro sxenynodka — 183,34 r/m?. Cucronudeckoe
JlaBjieHue B JierouHoi aprepun — 30 MM pt. cT. Hapymennit
TIOJIBIYKHOCTH MHOKap/ia yOeuTeNbHO He BhIsBIeHO. Dpakuus
BeIOpoca (PB) — 56 % (Teiixonbi). YBennueHnue monocren
rpaBoro npexcepaus (4,4 x 5,2 cM) U IpaBoOro >KEIyJ04Ka
(4,4 x 7,2 cm). I'uneprpodust MeXxOKeTyJOUKOBOI Ieperopoa-
ku (1,3 cm), oyaroBblii ¢prOpo3 B Hell. MUTpaJIbHBIH KianaH:
cucronuueckas perypruranus II crenenun. Henocrarounocts
aopranbHOro Kianana [-II crenenu. JucdyHkims TpuKycu-
JIaJIbHOTO KJIallaHa v JIerogyHoi aprepun. CKilepo3 aopThl, and-
(y3HBII KapIHOCKIEPO3.

Pentrenorpacdust opraHoB rpyIHOH ITOIOCTH O€3 MaTOIOTHH.

Cyrounoe monntopupoanue JKI (BbIonHEHO nocie cradu-
JIM3AIUH COCTOSTHHUS O0JTBHOTO): cHHYCOBbIN putM ¢ YCC 54-92
(65) B MUHYTY; OAMHOYHBIE )KEITYOUYKOBBIE AKCTPACHUCTOIIBI
(Bcero 730, 45 B yac); oqMHOYHbIE HA/KEITYIOUYKOBBIE IKCTpa-
CHCTOJIBI (MEHEe O/IHOI B Yac); HapoOKCH3M Ha DKEITyA0YKOBOM
taxukapauu ¢ YCC 125 B MUHYTY JUIMTEABHOCTHIO 10 3 C;
TpaH3uTOpHast A—B — Onokaa I crenenn npofoIKUTEBHOCTBIO
1 MUHYTa; MICXOTHO — OTpULATENbHBIH 3y0en T B OTBEICHUSX,
XapaKTepH3yIOLINX IOTCHIUAIBI TIEpeTHE CTEHKH MHUOKap/ia
JIEBOTO KEITYI0UKa.

PrucyHok. Aedpopmaums yLLIHOM
PAKOBMHbI NALMEHTA P.
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KopoHnapoanruorpadusi: THII KpOBOCHaOKEHHS — ITPABBIH;
aHTHOrpa(uUecKue MPU3HAKK aTepoCKIIepo3a KOPOHAPHBIX apTe-
pHii; MHOKapAUaIbHBII MOCT MPOKCUMAIBHOMN TPETH NepeHeil
MEXOKEITYI0YKOBOH apTepuH ¢ MAKCUMaJIbHBIM CHCTOJTMYECKUM
cyxenueM 110 20 %; cTeHOo3 cTBOJA JIEBOM KOPOHAPHOU apTe-
puu B yctbe 10 30 %, nepeqHel MexOKeTyI0uYKOBOM apTepuu
B poKcuManbHoi Tpetr — 10 30 %, B cpenHeit Tpetu — 10 90 %,
JIMAarOHAJBHOW BETBU B MMPOKCUMAIIBHOM TpeTH — 10 99 % (He-
IyHTa0eIBHOE PYCII0), OTHOAOIIeH apTepiy B POKCUMAIIBHON
Tpetu — 10 10%, B 3a1He00KOBOI BETBH OrbaroIiei aprepuu
B cpeaHelt TpetH — 10 99 % (HeuryHTabensHOe pyciio), B 3a/{HeH
MEXOKEIYI0UKOBOH BETBH B ycThe — 90 %; TIpoBeicHa OaIUTOHHAS
Ba30/IMJIATALMS C YCTAHOBKOW CTEHTA B COCY — IIEPETHIO0 MEXK-
JKEITyI0uKOBYI0 apTepuio cteHTa Resolute Endeavor 3,5 x 18 mm.

axnouumenvuwiil kaunuyeckuil ouaznos. Ocuosnoit: UbC;
HectabmbHas creHokapaus [11-B (Braunwald) co crabunmzanmeit
B cTreHokapauio HanpspkeHns OK-11; noctuHdapkTHBIH Kapauo-
CKJIEPO3; aTePOCKIIEPO3 KOPOHAPHBIX apTepHil; MUOKapNaIbHBINA
MOCT IPOKCUMAJIBHOM TPETH MepeiHeN MEXOKETYI0UKOBOI apTe-
UM C MAKCUMAJIBHBIM CUCTONIMUECKUM CyxeHueM 10 20 %; cTeHo3
CTBOJIA JIEBOI KOpOHapHOH apTepun B ycTbe 10 30 %, nepeanei
MEXOKEITYJ0YKOBOM apTepuH B MPOKCUMAIBbHOI Tpetu — 10 30 %,
B cpenHel TpeTu — 110 90 %, T1aroHaabHOM BETBU B IPOKCUMAIIb-
HOM TpeTH — 110 99 % (HemyHTabenbpHOe PyCiio), orudaroIel ap-
TEpUH B POKCUMAITBHOU TpeTd — 110 10%, B 3a1HEO0KOBOI BETBH
orubaroreit aprepun B cpenHel Tpetu — 10 99 % (HeuryHTabepHOE
pyciio), B 3aJJHEH MEXIKEIYJOUKOBOH BETBHU B yCThe —10 90 %.
bayuioHHas BazopuaTanys ¢ yCTaHOBKOM CTEHTA B IIEPEIHIOID
MEXOKeITyIoUKoBYI0 aprepuio Resolute Endeavor 3,5 X 18 mm.

Ocnoxcnenus. XCH 1I-A, ®K-IT (NYHA) ¢ coxpanennoii @B
(DB — 56 %). Kemynoukosas sxcTpacuctonus. [lapokcrsmanbHas
HaprenynoukoBas Taxukapausa ¢ YCC 125 B munyty 1o 3 c. Tpan-
sutopHasi A-B Grokana I creneny. ComyTcTBYOIIME: PELUINBH-
PYIOLIMI TOMMXOHAPHUT; Jucimnuaemus Tina [1b mo dpenprkcony.

IIpogedeno nevenue, BKIIoUaroniee OaJNIOHHYIO Ba30MIIa-
TaIMIO C YCTAaHOBKOM CTEHTA B IIEPEAHIOI0 MEOKEITYIOUKOBYIO
apTepuIo, TenapuH, aCIIMPHH, KJIOMHIOTPEN, aTOpPBACTAaTHH,
OrconpoIIo, IEPUHIOIPHIL, IPUBEJIO K CTAOMIIN3aluU CO-
CTOSIHHSL OOJIBHOTO (YMEHBIIEHHE OJIBIIIKH, YBEIHMYCHHUE TO-
JIEPAaHTHOCTH K (PU3MYECKUM Harpy3Kam).

B cBs3u ¢ kpaiine penkoil Bectpedaemoctsto PIT B knnHMYec-
KO IIPaKTHKE HaMH NPOBEICH TTOAPOOHBIH aHAIN3 MEIHIIMHCKON
JIOKYMEHTAIMH [TAlIMEHTAa Ha 3Talax yCTAHOBJICHHS PEBMATOJIOTH-
YeCKOro IMarno3a. 3aboseBanue Ae0I0THPOBAIIO OCTPO 3a 4 rona
JI0 TIOCTYTUICHHUS B KapMOJIOTHYECKOE OT/IEICHNE — BHE3AITHO
TocjIe IEPEeHECEHHOT0 CTPecca BO3HUKIIN O0JIe3HEHHAs TIPH-
IyXJIOCTb, THIIEPEMUS M AepOopMaliysi IPaBOH YITHON PaKOBHHEI,
HaOJIoNasICs MOIbEM TeMITepaTyphl 10 cyodeOpriIbHbIX udp,
00Jb ¥ THIIEpEMHUS JIEBOTO IV1a3a, OOPATHIICS K OTOJIAPUHTIO-
JIOTY M OKYJIHCTY II0 MECTY KUTeJIbCTBA. OTONAPUHIOIIOTOM
ObLT yCTaHOBJIEH IIPEABAPHUTEIBHBINA THArHO3 CIIEPHXOHIAPUT,
Ha3Ha4eHbl aHTHONOTHKY (amrmumuiH 1000 Mr B cyTkn). [1a-
LIUEHT OBUT OCMOTPEH OKYJIMCTOM, IIPEATIONONKEH OCTPHIH YBEHT,
PEKOMEHIOBaH npueM (3akanbiBanue) Genmndpuna 2,5 %
1 oJIOKCalHa 3 MI/MJI B KOHBIOHKTHBAJIBHBIH MetIok. CIycTs
2 HeseNy MPUCOSTMHMIIACH OOJIb B MEJIKMX CyCTaBaX KUCTEH
U CTOII, COXpaHsuiach cyoheOpmibHas TeMneparypa.

[TanmenTa KOHCYJIBTUPOBAIN HECKOJIBKO CIIEIIHAIMCTOB —
MH(EKIMOHNCT, OTOJIAPUHTOJIOT, TEPAIIEBT, XUPYPT 110 MECTY

JKUTENBCTBA, KOTOPBIE OOYEPETHO MPENIONAralu pasHble 3a-
OorneBaHus: BUpycHOE HH(EKIIMOHHOE 3a00JIeBaHUE, THOHHOE
BOCTIaJICHUE YITHON PaKOBHHBI, PEAKTHBHBINA apTpHT, aJljiep-
ruyeckas peakuus. bombHOI moyvan aHTHOMOTHKH, HEeCTe-
POMIHBIE MPOTHBOBOCIAINTENBHEIE ITPerapars! (IUKI0(peHaK
BHYTPHUMBIIIIEYHO), Ma3b JIeBOMEKOJIb MECTHO Ha 00J1aCTh YIIIHOM
PaKOBHHBI, MECTHOE (pU3HOTEPANIEBTHYECKOE JIeUeHHE (yIIBTpa-
¢roneroBoe 00IyUeHNUE, YABTPABEICOKOUACTOTHAS TEPAITHs).

B cBs3u ¢ orcyTcTBHeM addexra oT neueHus (00ab 1 0TeK
IPaBOTO yXa yCHIIMINCh, COXpaHsIach cyoeOpuiibHas Temrie-
parypa) ciycts 4 MecsIa oT Hayana 3a0oneBaHust ObLT HAIIPaB-
JIeH B OTOJIAPHHIOJIOTMYECKOE OTAENIEHHE KPaeBOH KIIMHUUECKOH
OonbHUIIEL. Kao0b! TP MOCTYILIEHUH B CTALIMOHAD: TIOBBIICHHE
Temmeparypsi 10 37,7 °C, 0oiu B mpaBoM yxe, 00N B MEITKIX
cycraBax Kucrteil u cro. [Ipu ocMoTpe npaBast yirHas pakoBHHa
OTEeYHA ¥ TUIIEPEMUPOBaHa, XPSL 1e(pOpPMUPOBaH, HApyKHBIH CITy-
XOBOH ITPOBOJI Pe3KO Cy)KeH. B o0mieM aHanm3e KpoBH 00palaroT
BHUMaHUE yckoperHoe COD (o Becreprpeny) 79 Mmm/4 u neiiko-
ro3 (15,19 x 10°/1), ocTanbHble MOKa3aTeNn B MPe/eIax HOPMbL.

B otnenenny Ha3HAYeH HOBBIH KypC aHTHOMOTHKOB (JIEBOGIIOK-
CallVH, 3aTeM JIMHE30JIM/ B KOMOMHAINH ¢ cyibledoM [uedore-
pasoH + cynp0akTam]), HeCTEpPOUIHbIC TIPOTUBOBOCIANTUTELHEIE
Tpenapars! (HUIMECYIH]), MECTHOE (PH3HOTEPANIEBTHYECKOE JICYEHHE.
Ha 3-u cyTk# rocniMTann3aniy nosiBUITKCH K00kl Ha TOJIOBHYIO
00316, pe3Koe CHIKEHHE 3pEHHMS IIPaBoro Iasa. Bei3BaH HEBPoO-
TIaTOJIOT, KOTOPBI KOHCTATHPOBAJI JIETKUH JICBOCTOPOHHUH TeMH-
apes, HeyCTOH4MBOCTH B 1o3e Pombepra. C npeaBapuTenbHBIM
quarHozoM OHMK nanueHT nepeBoAuTCs B HEBPOJIOTUUECKOE
orneneHue. Ha sKCTpeHHO BBIIOTHEHHON MYIBTHCIINPAILHON
KOMITBIOTEPHOH TOMOTpahy TONIOBHOTO MO3ra BBISBIICHEI IIPH3HAKH
arpoQUUECKUX N3MEHEHNH OOJIBIIMX MOJTyIIApUI TOIOBHOTO MO3Ta.
VMmepenHast HapyxkHast ruaponedaiis. OcMoTpeH 0 TatbMONIOroM.
3aKiIroueHue: epeHss UIeMIYecKast ONTHKO-HEHpomnaTys ClpaBa.
Yactrunas arpo¢us JeBOro 3puTelbHOTO HepBa. LenTpanbHas
XOPHOpPETHHANIBHAS TUCTPO(US CEeTUATKH JIEBOTO IV1a3a.

Ha ¢one neyenus (HOOTpONHBIE Mpenaparsl EepakCcoH,
HEHWpOKC, 11epeOpOIIM3UH, aHTHATPETaHTbI, aHTHKOATYJISTHTHI)
y HNalMeHTa OTMEUYaeTCsl PErpecc 04aroBoi HEBPOJIOTHUECKON
CHMITOMATHKH, HOPMAJIU3YETCsl TEMITEpaTypa Tela, OTeK IIPaBoi
YIIHOM paKOBHHBI HECKOJIBKO YMeHbInaeTcs. [TarueHT BhImuchI-
BAeTCs M3 HEBPOJIOTMYECKOTO OT/IENICHHS ¢ AeopMaryeit paBoi
YIITHOM PaKOBUHBI M CHUJKEHHEM OCTPOTHI M YUETKOCTH 3PEHHSL.

3axnouumenvhvlil KIUHUYECKUI OUAZHO3 NPU BbINUCKE
u3 Hegponocuuecko2o omoenenus.. OCHOBHOM: 1) MIeMIYecKuii
HHCYJBT B 30He KpoBocHaOxeHuss CMA (remognHamMuye-
CKHi); 2) HapyKHBIN Tu(PY3HBIH OTUT, XOHPOIEPUXOHIPHUT.
ConyrcTBytoniue 3a00JIeBaHNS: TIEPEIHSST HIIEMUYeCKas
ONITHKOHEHpONaTHsI CIIpaBa; YaCTU4HAs aTpoQHs JICBOTO 3pH-
TEIBHOTO HEPBA; IIEHTPAJIbHAsE XOPHOPETHHAIBHAS TUCTPOPHUS
CEeTYaTKH JIEBOTO IV1a3a; PEaKTHUBHBINA apTPHUT.

Yepes 5 MecsiIieB 1ocie BBIIMCKH BO3HUKAET PELINB 3a00i1e-
BAHUSL: OSIBIISIOTCS OOJIb M OTEK KO3EJIKA JIEBOTO YXa, TIOBBIILIACTCS
Temrieparypa 210 38,0 °C, 6011b B IpaBoM KOJIEHHOM CYCTaBe C €ro
oTekoM. bonbHOI HarpasiseTcst Ha KOHCY/IBTAlHMIO K KPaeBOMY
PEBMaroIIOry, KOTOPHIH BIIepBBIE MperoaraeT quarao3 P11
(cmycrs 12 mecsreB oT nedrora 3a0oneBanus!) U Ha3HAYACT
METHIIIPESHN30JI0H (MeTurpen) B 1o3e 20 Mr B CyTKH, Ha (JOHE
JIeUCHNs] OTMEYaeTCsl IOJIOKUTEIIbHAS JMHAMKKA B TEUEHUE He-
CKOJIbKMX JTHEH (HOpMaM3alus TeMIeparypbl 1 yMEHbIICHHE
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OTeKa yIIHOM PaKOBHMHbI), 3aT€M BHOBb YXY/LIEHAE COCTOSIHHUS,
B CBSI3H C YeM OOJIBHOM FOCIIUTAIIM3UPYETCS B PEBMATOJIOT TIECKOE
OTZIeTICHHE KPAaeBOH KIIMHIMIECKOH OOBbHUIEL B otnenenn namw-
SHT 00CIIeIyeTCst, NCKIIFOYAIOTCS IPYTHE CUCTEMHBIE 3a00IIeBaHUIS.

JlabopamopHvie uccnedo8anus npu NOCMynJieHuu 6 pesMamo-
Jioeuueckoe omoenenue. B o01eM aHanm3e KpoBH reMOIIOONH —
130 r/11, COD — 33 mm/u, netikonutsl — 13,9 x 10°%/1, ocranbHbie
oKazareny 0e3 3HaYMMBIX OTKIOHEHHH. B OnoxuMuaeckom
aHaJIM3e KPOBH HJIEKTPOJIUTHI B IIPEJiesiax HOPMBI, acliapTaTaMu-
HoTpaHcdepaza — 16 Ex/n, anannnamuHorpanchepasa —4 En/m,
C-peaxtuBHBIA TpoTerH — 43,36 M/, KpeaTHHUH — 114 MKMOITB/II,
MOYEBUHA — 5,7 MMOJIB/JT, OOIIHIA XOIECTEPHH — 6,3 MMOJIB/II.
OOt 6enok, OMIMpPyOHH, TIIFOKO3a KPOBH, IienodHast gpocda-
Ta3a, MOYEBasi KUCJIOTA HE U3MEHEHBI. AHTHTENa K BUPYCHBIM
renatutaM B u C orpunarensusl, HBsSAg — orpunarensHsii,
ANCA-IgG — orpunarensHbl, aHTUHYKIIeapHbIe aHTUTena IgG —
OTpHULATENbHBI, aHTUTeNa K poconumnugam IgM/G — orpuna-
TeJbHBI, aHTHHYKJIeapHbIi (aktop Ha HEp-2 — orpuiarensHbIi,
peBmarounaaslii dakrop (OnmbBekce) — 1o 8 M/E.

Hnempymenmanvhvle uccnedosanust. JNEKTPOKapAHOTpaM-
Ma: cunycoBblid putM ¢ HCC 81 B MUHYTY; TOPU30HTAIIBHOE
TIOJIOKEHHE DJIEKTPUUECKOM OCH cepla; HapylIeHUs Mpo-
LIECCOB PEMOIAPU3ALUU B MUOKAP/IE JIEBOTO KEITyJ0UKa.

VIbTpa3ByKOBO€E HCCIIeIOBAaHHE OPraHOB OPIOLIHOM 10-
JIOCTH, TIOUEK — 0€3 3HAYMMBIX OTKJIOHEHHH.

Jo3za npenHu3onona yseiaudena 10 40 Mr B cyTkH (c 1o-
CJEYIOUIMM CHKEHUEM A03bl 10 2,5 Mr B 14 nHeit go 20 mr),
U K JIeueHHIo 1o0aBneH MeroTpekcar 10 mr B Henenmo. Ha one
Tepanuy 0TMEeYaeTCsl MOJIOKHUTENIbHAs ANHAMUKA — HOpMaJTH-
3alMsl TeMIIepaTypbl, HCUe3aeT OTEK JIEBOr0 yXa, HOpMaiu-
3yIOTCSI TIOKa3aTel KPOBH (JICWKOLMTHI IIPH BBIHCKE — 9,0 X
10%/n, C-peaktuBHblii mporeurt — 19,02 mr/in, COD —29 mMm/4),
MAIMEHT YyBCTBYET Ce0sl 3HAYUTENBHO JIyIIe.

VYuuTteiBas Hanmuuue Tpex kpurepues PII (1BycroponHee
MOpa’KE€HHE YIIHBIX PAKOBHH, IOPAKEHUE IT1a3, CEPOHETaTUB-
HBII apTPUT) U MOJIOKUTEIBHBIN 3Q(QEKT OT IIIOKOKOPTHKOCTE-
pounos, nuarno3 PII He BeI3bIBaeT coMHeHUs. B HacTosmee
BpeMsi MAIMEHT HAOII0aeTCsl y peBMaToJIora U MoiaydyaeT
TTOIEP KU BAOLIYIO 103y METHUIIpesia (4 MI' B CyTKH).

Oocy:xaenue

BriepBrie onmucaH KIMHHYCCKUH CTy4Yall BOSHUKHOBCHHUS
0CTpPOro KOPOHAPHOTO CHHAPOMA (HECTAOUITbHON CTCHOKAP/IHH )
Ha (h)OHE pelUIUBUPYIONIETo momxorapuTa. PI1 sBisercs kpaiiHe
PEIIKHM | TUI0XO TUATHOCTHPYEMBIM 3a00JIeBaHUEM, Y HAIIIECTO I1a-
IUEHTA OT Havauia 3a00JIeBaH¥Is 0 OATBEPIKICHHUS IAarHO3a TIpo-
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1o Oonee rofa, 60IbHOM OBLT 0CMOTPEH OOJBLINM KOIMYECTBOM
Pa3HBIX CIICLIUAIMCTOB (TEPAIeBTOM, XMPYPIOM, OTOJAPHHIOJIOTOM,
PpeBMarosyioroM, HHMEKIMOHUCTOM). TeueHue 3a00IeBaHMs Xapak-
TepHU3yeTcst pa3HoOOpa3HeM KIMHUIECKUX CUMIITOMOB, TI09TOMY
111 nuarHoctuku PIT HeoOxoxmMo npoBeieHre BpadyeOHOTo KOH-
CHJIMyMa C YYaCTHEM Pas3HbIX CIeHHaINCTOB. B nebrote Gonesznn
KIMHUYECKHE MPOSIBICHHUS NPAKTHUECKH BCETTIA IPKO BEIPAXKEHBI,
Kak ¥ B ONIMCAHHOM HaMH KJIMHUYECKOM CITydac.

Iopaxxenue cepaeuno-cocynuctoi cucremsl npu PII Bctpe-
yaercs B 25 % cirydaes, IpUYEM Yallle pa3BUBACTCS aOpTalIbHas
HEJJOCTaTOYHOCTH BCJIEJICTBHE PACIIMPEHHUS KOPHSI a0pPTHI, 4TO
OTIIMYAET €€ OT IPYTUX CUCTEMHBIX 3a00ieBaHuii. Pexxe onmcanbl
MepUKAPUTHI, MUTpPAJIbHAsl HEJOCTATOUHOCTh U aputMud [10],
B HallleM CJIy4ae pa3BWIICS OCTPBIH KOPOHAPHBIN CHHAPOM
C CepIeYHON HEeI0CTaTOYHOCTBI0 Ha (hOHE IIPOrPeCCHpPYIOLIETo
aTepoCKIIepO3a, YTO BBI3BIBACT HECOMHEHHBIN HHTEPEC.

[TpoGnema TMAarHOCTUKY PEAKUX ayTOMMMYHHBIX 3a0071e-
BaHMH, 0COOCHHO B COYETAHHUU C aTePOCKIIEPO30M, SIBISETCS
BeChMa CJIOKHOHM B KIIMHUKE BHYTPEHHHX Oosie3HEH. YBenu-
YEeHUE PHCKa PAa3BUTHS CEPACUHO-COCYIUCTHIX OCIOKHEHUN
IIpH PEBMaTHYECKUX OOJIE3HSAX CBS3aHO HE TOJIBKO C TPaH-
LMOHHBIMU (haKTOpaMu PUCKa, HO U C IMMYHOBOCTIAINTEIb-
HBIMH MEXaHU3MaMH, KOTOPBIE JIe)KaT B OCHOBE ITaTOreHe3a
peBMarnueckux Ooje3Hel 1 arepocKiIeposa.

[Monaraem, uro PII sBisercs emie oqHUM ay TOMMMYHHBIM
PEBMaTOJIOTHUECKUM 3200JIeBaHNEM, COUETAIOIINMCS C Pa3-
BUTHEM U OBICTPBIM POTPECCUPOBAHUEM aTEPOCKIIEPO3a, T10-
SIBIICHUEM CEpJICIHO-COCYIUCTBIX OCIIOKHEHHI B BUIE OCTPOTO
KOPOHApPHOT'O CHH/IPOMA M CEPACYHON HEOCTaTOYHOCTH.
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