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AHHOTauus

IHaokapanT Aépchaepa ocTaeTcst oueHb peAknM 3aboAeBaHUEM, PA3BMBAETCSI BCAACTBME 03MHO(PUALHOIO BOCMAAEHUS! MPEUMYLLECTBEH-

HO 3HAOKAPAQ C MCXOAOM B (PMOPO3 M MACCUMBHBIM TPOMOOOOPA30BAHUEM M B LIEAOM XapaKTepU3yeTcst HEOAAronpPUSITHbIM MPOrHO30M.

[MpeACTaBAEHO KAMHUYECKOE HabAIOAEHME NMAUMEHTKM 42 AeT C 3HAOKapanMToM Aédpchaepa. Pa3BuTuio 3ab60AeBaHMs MPEALIECTBOBAAM MOAM-
BAAEHTHAs! AAAEPIUsl, HETSKEABII CUHAPOM CYXOTO Aa3a M MaHCUHYCHUT C OAHOKPATHOWM 303UHO(MAMEN KPOBU A0 16%. [10BOAOM AAst rOC-
MUTAAU3ALMU MTOCAYXKMAO MOSIBAEHUE M ObICTPOE HapacTaHue GUBEHTPUKYASIPHOM CEPAEHHOM HEAOCTATOYHOCTHU. Ha MOMEHT 0bcAea0BaHMs
U B TEUEHME MPEALIECTBYIOIENO FOAA YPOBEHb 303MHO(MAOB KPOBM OCTABAACS HOPMAAbHBIM, OAHOKPATHO OTMEUYEHO TPEXKPATHOE MOBbI-
WeHne YPOBHS 203MHOMUALHOIO KaTUOHHOTO NMpoTenHa. BoisiBaeHo 20-kpaTHoe nosbiwerne ypoBHst pANCA, 2,5-kpaTHOe MoBblleHne
ypoBHsi aHTuTeA K AHK, aHTuTeAa K siapam kapanmommountoB 1:160. AMarHo3 nocTaBA€H Ha OCHOBAHWM AQHHbIX SAEKTPOKAPAMOTrpamm

(HM3KMIA BOAbTaXX QRS, runeprpodusi MPeACepAni), 3XOKapAMOrpadmu, MyABTUCTIMPAAbHOM KOMIbIOTEPHOI TOMOTpadum U MarHUTHO-

pe-

30HaHCHOM TOMOrpamu cepaua (YTOALIEHME M OTCPOHEHHOE KOHTPACTUPOBAHME SHAOKAPAA, MACCUBHbIN TPOMOO3 BEPXYLIKU AEBOTFO XKEAY-
AOYKa C 0OAMTEpALIMENt €r0 MOAOCTH, OCYMKOBAHHAsSH XMAKOCTb B NMEPUKAPAE CO CAABAEHMEM MPABOIO XeAyAouka). CUCTOAMUYECKast AMC-
yHKUMS, TpyOble NMPU3HAKM PECTPUKLIMM U HAPYLIEHWUS PUTMA OTCYTCTBOBAAM. BbIMOAHEHbBI TPOMOIKTOMMSI, MAACTUKA TPUKYCTTUMAAABHOTO
KAQmaHa, pe3ekumsi NepukapAa, ylmnBaHUe OTKPbITOrO OBAaAbHOTO OKHA. [1pr MOPPOAOTMUECKOM M MMMYHOTMCTOXMMMUYECKOM UCCAEAOBA-
HMM IHAO-, MMO-, NMEPUKAPAA — MPU3HAKM AKTUBHOIO BOCMAAEHMSI C EAUHUUYHBIMU 303MHO(UAAMM, BACKYAUT, NMEPUMYCKYASIPHBIA CKAEPO3,
CKAEpPO3 3HAOKapAa. BupycHOro reHoma He BbisiBA€HO. Hauata Tepanusi METUANIPEAHM3OAOHOM 24 Mr/CyT, a3aTMONpPUHOM 75 Mr/cyT. Yepe3

MOATOAQ MOCAE OnepaLmm ABACHUS CEPACHHON HEAOCTATOYHOCTU MOAHOCTbIO OTCYTCTBYIOT, TpOM603 HE peunANBUPOBAA.

KatoueBble cAoBa: 3HAOKapAMT AEgbchbrepa, MMOKAPAMT, NEPUKAPAMT, NAHKAPAMT, TPOMOO3 AEBOIO KEAYAOHKA, OMOINCUS MUOKAPAA, aHTH-
KapAMaAbHbIE AHTUTEAQ, AHTUHEATPOMUAbHBIE LIMTONMAAZMATUHECKME AHTUTEAQ, TPOMOIKTOMMSI, PE3EKLIMS NEPUKAPAA, MMMYHOCYTPECCHB-

Hasl Teparivs, PeCTpuKTUBHas KapAMoOMUoriaTtms.
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Morphologically proved ANCA positive Loeffler’s pancarditis: medical and surgical treatment
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'I.M. Sechenov First Moscow State Medical University of the Ministry of Health of the Russian Federation (Sechenov University), Moscow, Russia;
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Loeffler's endocarditis remains is a very rare disease, develops due to eosinophilic inflammation predominantly of the endocardium with
an outcome in fibrosis and massive thrombus formation and. He is generally characterized by an unfavorable prognosis. Clinical case of
a 42-year-old patient with Loeffler endocarditis is presented. The development of the disease was preceded by a polyvalent allergy, mild
dry eye syndrome and pansinusitis with a single eosinophilia of blood up to 16%. The reason for the hospitalization was the appearance of
biventricular heart failure. During the previous year, the level of blood eosinophils remained normal, a threefold increase in the level of
eosinophilic cationic protein was observed once. A 20-fold increase in the pANCA level, a 2.5-fold increase in the level of antibodies to
DNA, an antibody to the nuclei of cardiomyocytes 1:160 were detected. The diagnosis was made on the basis of electrocardiography data
(low QRS voltage, atrial hypertrophy), echocardiography, multispiral computed tomography and magnetic resonance imaging of the heart

(thickening and delayed contrasting of the endocardium, massive thrombosis of the left ventricular apex with obliteration of its cavity,

en-

capsulated fluid in the pericardium with compression of the right ventricle). Systolic dysfunction, severe signs of restriction and arrhyth-
mias were absent. Trombectomy, tricuspid valve plasty, pericardial resection, suturing of an open oval window were performed. Signs
of active inflammation with single eosinophils, vasculitis, perimuscular sclerosis, endocardial sclerosis were detected in morphological
and immunohistochemical studies of endo-, myo-, pericardium. Viral genome was not found. The therapy with methylprednisolone

24 mg/day, azathioprine 75 mg/day was started. Six months after the operation, the symptoms of heart failure are completely absent,

thrombosis did not recur.

the

Key words: Loeffler’s endocarditis, myocarditis, pericarditis, pancarditis, left ventricular thrombosis, myocardial biopsy, anti-heart antibod-
ies, antineutrophil cytoplasm antibodies, thrombectomy, pericardial resection, immunosuppressive therapy, restrictive cardiomyopathy.
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AJl — apTepuaiibHOE JJaBlIeHNE JIK — neBblil xenypouex

VCT — uMMyHOCYNpecCHBHas Teparnus JIIT — neBoe npepcepaue

KO — KOHeuHbIi1 ANACTOINYECKUIT 00bEM MPT — MarHuTHO-pe30HaHCHast ToMorpadus

KCO — KoHeuHblil CUCTOIMYECKHIT 00BEM MCKT — MyJbTUCIMpAbHASI KOMIBIOTEPHASI TOMOTpadust
KT — komnbroTepHast Tomorpadust TT2K — npaBblii xesygouex
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O.B. baaroBa u coasT.

T1IT — npaBoe npepcepime

PKMII — pecTpuKTHBHAsI KAPAMOMUOIATHS

CJIJIA — cucronnyeckoe JJaBleHne B JIErOYHOI apTepun

OB — ¢pakuys BbIOpOCa

PTK — PakynpTeTcKas TepaneBTHIecKas KniHuka uM. B.H. Buno-
rpajjoBa

XCH — xpoHnueckas cepjieyHasi HeJloCTaTOYHOCTh

YCC - yacToTa cepAeuHbIX COKPAIICHUI

OKT - anexTpokapauorpacusi

D1 — supokapmut JIéddnepa

9x0KTI" — sxokappuorpacust

ANCA — antuseiiTpopuibHbIe UMTOMNIA3MATHIECKIE aHTHTENA

BNP (brain natriuretic peptide) — MO3roBoii HaTpHily peTUIECKHIA ENTH]L
ECP (eosinophilic cation protein) — 303MHO(UIBHBIN KATHOHHBII
MPOTENH

BBeaeHue

Oupokapaut Jléddaepa (IJI) m3BecTeH Kapauosoram
1 TepaneBTaM Npexk/ie BCero Kak ojiHa U3 CaMbIX pefKux (opm
pectpuxkTuBHoi Kapauomuonatun (PKMII), kotopasi, Hapsiny
C 3HIOMUOKapAUAIbHBIM (pOPO30M, OTHOCUTCS K NMOArpyIIe
9H/JOMUOKAP/IMANbHBIX OoJie3Heil. 3abolieBaHuEe ONUCAHO
Bunsreasmom Jlédnepom B 1936 r. nopt HazBaHuem pudpo-
MJIACTUYECKOro MapueTalbHOr0 3HAOKAPAUTA C 303UHOpU-
qmeit kposu [1].

Mopdposornuecku B €ro OCHOBE JIEXKHUT aKTUBHOE BOCTIAJIe-
HUE MUOKapja C AerpaHyJsiuueil 303MHOMUIOB, HEKPO30M,
C pacrnpocTpaHeHUeM Ha 3HI0Kap/], 0Opa30BaHNEM NPUCTEHOY-
HBIX TPOMOOB M MCXOJIOM B MacCHUBHbIN (puOpo3 3aHI0KAp/a
¢ obauTepanuent nojaocTen KemyioukoB. CunTaeTcs, 4To HeK-
poTtuueckas gaza IJI mpopomKkaeTcs OKOJI0 Mecsiia, TPoMOo-
TUYeCKasl — HECKOJIbKO MecsILeB, (pOpOTHIecKasi pa3BUBAETCS
0OBIYHO T1TOoCJIe rofia O6one3Hn. PasrpaHnunTs 3TN hasbl B KIN-
HUYECKO TMPaKTHKE BO3MOXHO fajieko He Bcerpa. OCHOBY
KJIMHUYECKOoi KapTuHbl DJI cocTaBistoT mporpeccupyroas
XpoHHueckas ceppieuHast HegoctaTouHocTh (XCH) 6e3 sipkux
W3MEHEHMIT cepaia Npy (pU3MIECKOM HMCCIeJOBaHUM, 001Ire
CHUMITTOMBI (ACTEHUS, IMXOPajIKa), BbIPAsKeHHAsl 303MHO(pUINS
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KpoBu (>15% wnu >1.5 ThIC.) U KOCTHOIO MO3ra, a Tak>Ke Npu-
3HAKM 303WHO(PUILHOIO MOPAsKEHNs IPYTMX OPraHOB: KOXKHbIE
CBINN, «JIETY4Me» UHMPUILTPATHI B JIETKUX, ATLOYMUHYPHS, Te-
naTocrieHomeranusi u np. [Iporuos B 1esom ocraercst HeOa-
TONPUSITHBIM.

HduddepenunanbHas JUarHoOCTUKA TPEOYET UCKITIOUEHUS
He TOJIbKO Jipyrux ¢opm BropuuHoit PKMII, Ho u 3H0MKO-
KapjuaabHoro pu6po3a. Ero oTimunTenbHbIM PU3HAKOM CITy-
SKUT OTCYTCTBME 203MHO(UIMM KaK B KPOBU, TaK B TKAHAX
cepaua. OH npakTuyecku He BcTpevaercs B Poccun u EBpone
(cTpajaroT KUTENM TPONMYECKUX CTPaH), XOTs MOpgoIornye-
CKasi M KJIMHUYECKasi KAPTUHA MOXKET ObITh NPAKTHUYECKU He-
oTanuuma oT no3aHux craauil J1. Ho ocHOBHYIO CIOXKHOCTH
COCTABJISIET AMArHOCTUKA MPUYUH 303MHO(DUIINU, JIeXKallen
B ocHoBe DJI: Hapsiy ¢ BTOpMYHbIMU (popMamul (IIpu TpUOKO-
BOI1, INIMCTHON MH(pEeKIMH, ATUIEPrUuy Ha JIeKapcTBa U Mp.), OHA
Pa3BMBAETCS B PaMKax NMEPBUYHOrO (MIMONATUYECKOr0) runep-
303MHO(UIIBLHOTO CUHIPOMA, KOTOPBIN 10 CYTH SIBIISIETCS JIEii-
KO30M (MOXET UMETh UCTOYHUKOM KJIETKU MUEJIO- WU JIMM-
¢poumTapHOrO POCTKOB) M TPEeOYET COOTBETCTBYIOLIETO Jieye-
Hus [2]. Kpome Toro, cxopnoe ¢ DJI nopaskenue cepiua MOXeT
Ppa3BMUBATLCS] B paMKaxX HEKOTOPbIX aCCOLMMPOBAHHBIX C aHTH-
HENTPOPUIbHBIMU  LMTOIUIA3MATUYECKUMHU  aHTUTEJIaMU
(ANCA) cucTemMHBIX BaCKYJIUTOB, MPOTEKAOIIUX C 303UHO(U-
nueli unm 6e3 Hee (rpaHyJIeMaTOo3bl C OJMAHTUUTOM).

Jleyenue DJI 3aBucUT OT (pasbl GOJE3HU U BKIHOYAET KaK
nmmyHocynpeccuBnyto Tepanuto (MUCT), Tak u psig xupypru-
YECKMX BMELIATENbCTB, U3 KOTOPbIX Hanbosee crneunguiHoin
SIBIISIETCS1 ONEPALMsl 3HJOKapAMAIbHON JeKopTuKauuu (yjane-
HUe (puOPO3MPOBAHHOIO CJIOS HAOKAP/A), TP HEOOXOUMO-
CTU B COYETAHUHU C MJIACTUKON/IPOTE3MPOBAHUEM KJIAMAHOB.
HeaddekTMBHOCTh KOMIMJIEKCHOTO OPraHOCOXPaHSIOIEro
JIeYEeHUs] CTAHOBUTCSI OCHOBAHUEM JIJIsl BBITIOJHEHUS] TPAHC-
IIaHTauuu ceppua. Ham HeM3BecTHO o CyleCTBOBaHUY CIELH-
aJIbHBIX PEerncTpoB nayueHToB ¢ DJI; cooblieHus B IuTepary-
pe OrpaHMYMBAIOTCS OOBIYHO ONMCAHUEM OTACIbHBIX KIIMHU-
YECKUX CIIy4aeB, Ka>K/Ablil U3 KOTOPbIX NPEJICTABIseT 3HAUU-
TEJNIbHbI UHTEPEC.

MBbI npejicTaBIsieM OfIMH U3 TaKUX Cy4aeB, UMEIOLIM Lie-
JIBIIA PsIfT CBOSOOPA3HBIX OCOOEHHOCTEN KIMHIYECKOW KapTUHBI,
AMArHOCTUKM U JIEUEHUs U 3aCily KUBAIOLIMI, HA HALl B3I,
MOIPOGHOr0 OOCYK/ICHNUSI.

boabnasa ®@., 42 ner, noctynuia B PakyJIbTeTCKYIO Te-
paneBTuueckyto knuHuky uMm. B.H. Bunorpaposa (®TK)
11.09.2017 r. ¢ xano6amu Ha OJBILIKY NP MUHUMAJBHONI
(pu3nueckoil Harpy3Ke, yBeJnveHne B 00beMe KUBOTA, SIH-
30/1bI MPEOOMOPOYHBIX COCTOSIHUI, NOATAIIHUBAHNE,, Ty B-
CTBO MEPENOJHEHNUS XKUBOTA NPU NMPpUeMe MUHUMAJIBHOT'O KO-
JMYeCcTBA NUIY M KUAKOCTU, CHUXKEHHE TOJIEPAHTHOCTU
K Harpy3Kam.

Koumaxmuasn ungpopmayusn:

Baazosa Oavea Baaoumuposta — f.M.H., npod. Kad. hakyIbTETCKON Te-
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um. .M. CeueHoBa»; Tein.: +7(916)834-91-69; e-mail: blagovao@mail.ru
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Mopdporormueckm BepuchmimpoBarHbiii ANCA-Mo3uTuBHbIN naHkapant Aéghgprepa

W3 aHamHe3a: BpeiHbIX MPUBbIYEK HEe UMeeT. BolisiBreHa ai-
JIEprusi Ha NbLb, IIEPCTh KOIIKHU, NOJIbIHb, MOJICOJTHEYHMK , KJIe-
e, fofcoaepkaliie NpoayKThl; OTMeuanach KpanuBHULA HA
renapuHOBYIO Ma3b.

1o 2016 r. cunTana ce6st OTHOCUTEHLHO 3]0POBOI, HAOIO-
Jajlach y remMaToJiora o NoBOJly XPOHMUYECKON Xkese3oaedu-
LUTHOM aHeMnM (MUHUMAJIbHBIA yPOBEHb FeéMOIJI00MHA OKOJIO
90 r/mm), npoBoUNack NepuoguyecKas Tepanus npenapaTamMmu
JKelesa; IpPYruX U3MEeHEHUH B aHaJu3aX KPOBU HE BbISIBJICHO.
C nauvana 2015 r. oTMeuaeTcst CyXOoCTh B ria3ax, opTalTbMOJ0-
TOM COCTOSIHME PACUEHEHO KaK CHHJIPOM CyXOro Tiia3a, MpoBo-
JUTCS 3AMECTUTEIIbHASL Teparusl.

B mae 2016 r. nepenecnia OPBU, nocse yero crano Gecro-
KOUTH OlIyIlleHne yyalleHHoro ceppaueouenus. Obpatuiach
K Kap/IMOJIOTy MO MECTY XKUTEJIbCTBA. BhISIBICHbI CUHYCOBAs
TaxXMKapjusi, HEKOTOPOE CHIKeHHEe BosibTaxka QRS, peKoMeH-
JoBaH mpreM nBabpaauHa (He mpuHUMaia). B obem ananuse
KpoBHU (Ha (hOHE OCTPOro CMHYCHUTAa, NOTPeOOBABILEro onepa-
TUBHOTO JieueHusi) B uronie 2016 r. BbISBJICHO OJHOKPATHOE MO-
BbIILICHNE YPOBHS 903MHO(MIOB /10 16%. B nanbHeiiem yyB-
CTBOBaJsa ce0sl Y/JOBJIETBOPUTEIILHO.

B anpene 2017 r. orMeTnsa nosiBjieHUe ObIIUKMA MPU Ha-
rpy3Ke U B TOPU30HTATIBHOM MOJIOXKEHUN, OTEKU HUKHUX KO-
HEeYHOCTell, MpubaBKy Macchl Tena Ha 6 Kr 3a 10 iHeit, a Takske
maxopayiky 1o 37,7 °C, BbIpaskeHHbI HACMOPK 1 Kaienb. [Tpu
arooporpacgun BbisBlieHA MPABOCTOPOHHSIS HUXKHEI0JIeBast
MHEBMOHMS, OT TOCMUTAIN3AIMN OTKAa3alack. AMOYJIaTOPHO
MPOBOAMIIACKH Tepanus e TPUAKCOHOM U MYKOJIMTUKAMU C He-
koTopbM appexTom. [Tpu axoxkapanorpacpuu (xoKI') 3amo-
A03peH TpoMO03 BepXyLIKu JeBoro xemynouka (JI2K), rocnu-
tanmzuposana B 'KB Ne 50: ¢pakuus Beiopoca (PB) 63%, cu-
crosMyeckoe fiaBiaeHue B neroynon aprepuu (CIOJIA) 51 mm
PT. CT., yMEPEHHbII BHINOT B MOJIOCTHU Nepukappa ¢ (puOpuHOM.
[Ipu cupHTUrpachuy Nerkux BbISIBJIEHbI NPU3HAKU CyOCerMeH-
TAPHOTO HApyUICHHUsI pETMOHAPHOTO KPOBOTOKA 00OMX JIETKUX
Ha (poHe 3M(pU3eMbl 1 THEBMOCKIIEPO3a.

T'ocnuramusuposana B PKHIIK um. A.JI. MsicaukoBa.
[Ipu DxoKI" ®B 52%, nesoe npencepaue (JII1) — 4,2 cm, Mut-
pajibHas HEJJOCTATOYHOCTh 2-U CTENEeHU, TPUKYCIUATbHAS
HE/IOCTATOYHOCTb 3-f1 CTENeHH, BBLINOT B mnepukappae (1o
120 M), nieBpe (IpenMyIIeCTBEHHO CIPaBa), TUIEPIXOTeH-
HocTh aHfokapaa JI2K, B o6nactu Bepxyuiku JI2K BeicTunaro-
1€ MPUCTEHOYHbIE 9XOTreHHble MacChl (HeKpo3? TpoM6037?).
[Ipu maruutHO-pe3oHancHoi Tomorpaguu (MPT) cepnua —
KapTUHA SHAOMHUOKapauanbHoro ¢pubposa JIXK ¢ o6rmurepary-
el BepXyLIKU TPOMOOHEKPOTUYECKUMHU MaccaMu. D03uHO(pU-
JIbl KPOBM B TIpejiesiaX HOPMbI, IPU3HAKOB MIMMYHHOM aKTHB-
HOCTH HeT, BblsiBJeHO nosbiienne ECP (303uHodunbHOro Ka-
THOHHOTO TpoTenHa) 1o 60,4 Hr/ma (Hopma <24 Hr/mi). Mo3-
roBoit HaTpuitypeTuueckuii nentup (BNP) — 830 nr/mu. Tpo-
noHuH, anturena K JHK, kapauonunuuy — B nmpefenax Hop-
Mbl, aHTUTena Kk Muokapay 1:10. [IpoBesiena nieBpasbHast
MyHKIMS, XKUJJKOCTD 110 COCTABY COOTBETCTBOBAJIA TPAHCCY-
naty. CocTosiHMe pacEHEeHO KaK 3HAOMUOKAPAUAIbHbINA pub-
po3 JIX ¢ obmurepayueit Bepxyiuku, PKMII. Koncynsrupo-
BaHa B kinHuKe uM. E.M. TapeeBa: nuarHo3 ¢pubponiacTuye-
CKOr0 3HJ0KapyuTa noATBep:KaeH, nokaszanuit kK UCT ner.
IIpoBoaunachy auypeTuyeckas, ypexarwollas U aHTUKOary-
JISHTHAsI Teparusi, COCTOSIHUE HECKOJIBKO YJIyUIIMIOCh, OffHA-
KO COXpaHsIach OfbIIIKA MPU MUHUMAJbHBIX Harpyskax.
Koncynsruposana 8 ®HILI nm. B.W. lllymakoBa, pekomeHm0-
BaHa FOCHUTAIM3ALNS B LIEHTP.

B urone koncynbTupoBana B PTK, BbInosHeHa KOHTPOJIb-
Hast MPT ceppua (puc. 1, e-3, cM. Ha LIBETHOH BKJIeKe): KOH-
cpurypauys cepyiia U3MEHeHa Mo peCTPUKTUBHOMY THUITY — HOP-
MaJIbHbIE pa3Mephbl XKely/J0YKOB NPU PaCIIMPEHHOM NPaBOM
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npencepaun (I111; 5,2 cm). B Bepxymeunon yactu JIXK Buzya-
IM3UpyeTcsi OONbIION TPOMO HENpPaBUIbHO-KOHYCOBUJIHOM
¢hopMbl 19%26 MM, YaCTUUHO OGIUTEPUPYIOLIMIL oJ0cThb JIK,
€ro pa3Mepbl yMEHbLIMINCH HAa 5—6 MM. B oTcpoueHHyto (ue-
pe3 15 muH) azy oTMedaeTcst IUPKYJISIPHOE KOHTPACTUPOBA-
Hue sHokapaa JIK romuunoit 3—4 mM. B monocTtu nepukappa
uMeeTCsl CBOOOHASI JKUJIKOCTh C CUTHAJIOM, OJIM3KMM K BOJIE.
KoHTpacTupoBaHue JMCTKOB NepuKapaa oTcyTcTByer. [luar-
HO3 DJI moprTBepK/eH.

B wmone 2017 r. Haxomujach Ha TIOCHHUTAIM3aLUN
B PHUTuMO um. N.B. lllymakosa. [Ipu KoMnbloTepHOI TO-
morpacpuu (KT) opraHoB rpyHoii KIeTKM U3MEHEHU B Jier-
KX He BbIsiBIeHO. Ha ocHoBannm nostopuoit MPT cocTosiaue
pacueHeHo Kak HeKOMMAaKTHbIN MuoKkap/. 'oToBumach kK one-
pauMy TPaHCIUIAHTAMKU Cepyila, KOTopasi OTMEHEeHa MO TeXHU-
yeckuM npuyrHam. [Ipu Beimucke K Tepanuu 100aBJIeHbl NBa-
6pamuH 7,5 mr/cyT, 6uconporon 1,25 mMr yTpom, o3a Topace-
Myja yBeanueHa 1o 15 Mr, BapcapuH 3aMeHeH Ha pakcumna-
puH 0,3 M 2 pasa B AeHb. I[Ipofoskanu 6ecioKouTh 001ast
cnaboCTh, OfIbIILKA, CTAJM HAPACTATh OLIYIEHUE NepenoHe-
HUSl >KMBOTA, TOLIHOTA, OTPAaHMYMJIA TPUEM KHUAKOCTH JI0
100 ma. B centsabpe 2017 r. koncyabtuposana B ®TK, npu
OxoKI' ®B 47%, punaraums I1I1 u npaBoro keyyjgouka
(IT2K), oTrpaHMyYeHHbIN BBINOT B MOJIOCTH NIepUKap/a nepes
nepexgHent ctenkont JIK, Tpom6 Bepxymku JIK (2,5%2,2 cm).
Yposennr ECP B npefeniax HOpMbI, 303UHO(UINN MO-MIPE>KHE-
My Het. ['ocnuranusuposana B PTK.

ITpu ocMmoTpe cocTosiHUE cpefHelt TskecTu. PocT 159 cM,
Macca Tejia 61 Kr, uHgekc Maccol Tea 24,13 Kr/m?, KOXKHbIE
MOKPOBbI OJIE/IHbIC, OTEKU CTOI U FOJICHEI, [IbIXaHUe TIPOBOJIUT-
Csl BO BCE OTJIeJIbI, XpUIOB HeT. YacToTa cepyievHbIX COKpallie-
Huit (YCC) 80 B 1 mumH, aprepuanbHoe jaBieHue (A]l)
95/60 mm pt. ct. [ledyens +2 cM, cene3eHKa He YBeJIMUeHa.

B ananuzax kposu runoxpomuas anemust (Hb 95 r/n, yge-
ToBOI moka3zarenb 0,61), s03unocpunsr 0,1% (0,065 TbIC.),
COD 13 mm/4, C-peaxkTuBHblil 6es0K 1,00 Mr/i, npu3HaKu yme-
PeHHOro xoJsiectasa. BbIsBIEHbI NOBbIIEHHE TUTPOB aHTUKAp-
AMATbHbIX aHTUTEN (crneuuduyecknil aHTUHYKJIeapHbIi ak-
TOp M aHTHUTEJAa K aHTUI'€HAM IJIajIkoi MyckyJarypsl 1:160, aH-
TUTENa K auTureHam sHpotenus 1:80), a TakKe TUTpa aHTUTEN
k muenonepokcunaze (pANCA) mo 107,16 Ep/mn (Hopma
0-5 En/man) u anturen k JHK no 50,89 ME/mMn (Hopma o
20 ME/mm).

Ha OKT (puc. 1, a, cM. Ha [BETHOM BKJIeNKe) CHUXKCHUC
BoJIbTaxka KommiaekcoB QRS, npusHaku runeprpocun ITI1.
ITpu xonreposckom MonutopupoBannu IKI' Hapyienuit put-
Ma 1 ipoBojMocTH Het, cp. YCC yiem 89 B 1 MuH.

Ipu OxoKI (puc. 1, 6-r, cM. Ha uBeTHOW BKJeiike) JIIT —
57 it (56 ma/m?), TIIT — 90 mut (88 Mi1/M?), KOHEUHBIH IMACTO-
nmdeckuii 00bem (KJIO) JIXK — 37 M (36,2 Ma/M?), KOHEUHBIIA
cucrommueckuii 06bem (KCO) — 10,5 mnn, @B 66%. Tommuna
MEK3KeNyJJouKoBoi neperopoaku — 0,8 cM, 3ajHell CTEHKU
JIZK — 0,9 cm. VTI - 7,6 c™m (ymapubiii o6bem JIK — 22 M),
dp/dt — 1422 mm pr. cT. OTKpbITOE OBasibHOE OKHO? B o6mactn
Bepxywku JI2K sxomosutuBHOE 00BEMHOE 00pa3oBaHUE
2.9x1,7 cm (TpomO), MaJIONOJIBUSKHOE , THTMHO HE CBSI3aHO CO
Bceil moBepxHocThio Bepxymku JIK. [Inacronmueckast pyHK-
uust JOK: E-79; A-33; E/A-24.E -10,7/79-8,4; A’ —
5,1/2,8-3,3,S - 516/3,9; E/E’ — 8 4. MutpasbHas peryprura-
uust [-1I crenenn, tpukycnupanshast [I-11I crenenn, E/e’ —
12.,5. [Tpuznakos gerounoi runeprensuu Het. CHJIA no 32 mm
pT. cT. HuxkHsIs mostast BeHa paciMpeHa, Ha BJIOXe CHajjaeTcsl
MmeHee yeM Ha 50%. Cenapauus aucTkoB nepukappa 0,9 cm no
JIXK, mo 1,5 cm o IT2K,, 0,9 cm mo III1. [TnoTHbIe HaOXKEHUS
0,7%x4.9 cm Bronb Bepxywku [12K. 2KuakocTs B eBoi miieB-
panbHoit nosoctu (10 200 mi).
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O.B. baaroBa u coasT.

[Ipn MynbTHCHIMpPATBHON KOMIBIOTEPHOU TOMOTpadun
(MCKT) cepaua KOpoHapHbIe apTepyuy MHTaKTHLI (puc. 1, 1, M.
Ha 1BeTHON BKJelke). Muokapy JIK B 6a3anbHbIX OT/enax
HOPMAaJTLHOH TOJILMHBI (10 7 MM), B 00J1aCTH BEPXYIIECYHbIX Cer-
MEHTOB OTpefieNIsieTCs UMPKYIsipHas runeptpocdust 1o 14 mm.
B nonoctu JIK B 0651acTi BepXyIIKK BU3yaln3upyeTcsi TpoMO
pasmepom 25x13x30 MM (pa3Mepbl ero HeCKOJIbKO YMEHBIIU-
JMCh B cpaBHeHUH ¢ 1aHHbIMU MPT) ¢ HepoBHBIMU KOHTYpamu,
YACTUYHO (DparMEeHTUPOBaHHbIN. B apTepnanbHyto 1 BEHO3HYIO
(hasbl BU3yanM3upyeTcst OTUETIIMBAsi pABHOMEpHas CyO3HI0Kap-
JMajibHast 30Ha MOHKEHHOIO HAKOMJIEHNs] KOHTPACTHOTO TIperna-
para Tomuuzoi 0,5-1 mm B JEK u IK. B orcpouennyto asy
TUNEPKOHTPACTUPOBAHKE JJAHHON 30HbI B 00JIACTH BepXylIey-
HbIX cermMeHTOB JI2K, a Takxke cyOanukapuanbHble y4acTKH I'i-
NEepKOHTpacTupoBanus B oonactu Bepxywku JI2K. B nonoctn
neprKapyia (B BEpXHUX KapMaHaX U HUXKHEM OT/IeJIe) BU3YalIn31-
pyeTcst XKUAKOCTb € TONIMHOM ciost 10 14 mm. [o nepepnneit no-
BEPXHOCTHU cepjila, B obsact Bepxywku 12K Buzyamsupyercs
OCYMKOBaHHas1 KUJIKOCTb C TOJILIMHOM cyiost He 6oiiee 13 mMm, 6e3
MPU3HAKOB KOHCTPUKIMH.

Knunnyeckuii fuaruo3 ccpopMyImpoBaH clielyolum o6-
paszoM: pubpomnnactTuueckuil saHgokapauT JIéddnepa ¢ nopa-
SKeHneM o6oux keyoukoB, pANCA-N03UTHBHBI, C UICXOJIOM
B SHJOMMOKAPAMANIBHBIN (prOpo3. MaccuBHBIN TPOMGO3 MOJIO0-
ctu JIXK B o6nactu Bepxymku. CHHAPOM Majoro BeIOpoca.
OcraTounblit TpoM6 B Bepxyluke [12K? OcymkoBaHHbIi1 nepu-
KapAuT C 3J1€MEHTaMU KOHCTPUKLMU U NIPU3HAKAMU CABJICHUS
MpaBbIX OTHENOB cepiua. OTHOCUTENbHAS HEIOCTATOYHOCTh
TpukycnuanbHoro knanana [I-111 crenenn. OTkpbITOE OBANB-
Hoe okHO? XpoHnyeckasi cepfieuHasi HefoctarouHocTs 1B cra-
auu, 111 ®K (NYHA). Xponnueckast 6one3nb novek II cragun
(ckopocTb  KiyooukoBoit  dunbTpauuu  no CKD-EPI
67 ma/mun/1,73 M?). Tunepypukemusi. XpoHUIecKast KejIe30-
neunrTHAs aHeMusl JIerkoi ctenenu. [lonuno3uslit puHOCH-
HycuT, onepupoBanublil B 2015 r. Kucra npaBoro BepxHeue-
JIFOCTHOTO CUHYCA. XPOHUYECKUI TOH3UIUTUT BHE OOOCTPEHHSI.
CuHApPOM CyXOTo IJ1asa.

Koncynbtposana JIOP-spayom 1 opranbmosorom, gaH-
HBIX, CBUJETENbCTBYIOIIUX O CUCTEMHOM BAaCKYJMTE, HET.
Ha ¢one BHyTpuBEHHOTO BBEIeHUS J1a3UKca, TpUeMa Oucomnpo-
Joya 2,5 Mr' U OTMEHbI BaOpajiiHa OJIbILIKA U YyBCTBO TsXKe-
CTH HECKOJIbKO YMEHBIIMIIUCh, OJJHAKO TOJIEPAHTHOCTb K Ha-
rpy3KaM OCTaBajlach 3HAUNTENIBLHO CHIKEHHON. B KayecTse Be-
nywmx npuunH XCH paccMmaTpuBanuch aHaTOMUYECKUI Jie-
ekt B mosoctu JIK ¢ pe3knM cHUKeHNeM BbIOpOca 1 CliaBiie-
HME TIPABbIX OT/IEJIOB CEep/illa OCYMKOBAHHOM >KUJKOCTBIO B TO-
JIoCTU iepuKappia. B To e Bpems ocTaBanach COXpaHHOH CH-
cronnueckast pyHkuus JIZK, He BbISIBIEHO rpyObIX pecTpHK-
THUBHBIX W3MEHEHMI, JIErOYHOW I'MNEePTEeH3UH, BbIPAXKEHHOTO
YTOJILIEHUS SHI0KAP/la XKeJYI0UKOB, YTO HE MO3BOJISIIO CUU-
TaTh TPAHCIUIAHTALMIO CEPAILA ONTUMAJIBLHBIM METOJIOM Jieye-
Hust. OTCYTCTBOBANM TakKe yoequrenbHble nokasanus k UCT
1 NEepCHEeKTUBbI 3HAUYUTEJILHOTO YJIyUlIeHUs] COCTOSIHUS B pe-
3yJbTaTe MeIMKaMEHTO3HOI Teparnuu.

Hanpasnena Ha OpraHoCOXpPaHSIIOLLYO ONEPALMIO B KJIMHU-
Ky cepae4Ho-cocygucToin xmpyprum Ilepporo MI'MY
nMm. .M. Ceuenona: 23.10.2017 r. ycneuHo BBINOIHEHbI y/a-
JieHre o0pa3oBaHKs JOCTyNnoM yepes Bepxyuky JI2K, ninactuka
TPUKYCNUAILHOrO Kilanana rno [le Bera, ninactuka oTKpbITOro
OBAJIBHOI'O OKHA B YCIIOBHSIX MCKYCCTBEHHOTO KpoBooGpaile-
HUS, (PAapMaKOX0JI0JJOBOM KApJMOIUIETUN U YMEPEHHON TUIo-
Tepmun. OT NPOBECHUSI NEPUKAPAIKTOMUN PELLEHO BO3/IEP-
2KaThbCsl (IpU OCMOTpPE rPyObIX U3MEHEHUII IepUKap/ia He Bbl-
SIBJICHO, NTPU BCKPBITUY €r0 MOJIOCTU U YAJIEeHUH HEGOIbLIOrO
yuactka Hag [12K npu upecnmeBopHoit DxoKI™ ormeueno uc-
ye3HoBeHue npu3Hakos casneHus [12K). O6pa3oBanue B noso-
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ctu JIXK pazmepom 2x3 cM nMeso TIIOTHBIN 6ellecoBaThIN BUJ
(puc. 2, K, 1, 0, p, CM. Ha IIBETHOM BKJIEWKE), UTO HE MO3BOJISI-
JIO PACCUUTBLIBATHL HA €r0 Perpecc B pe3ylbTaTe aHTUKOAry-
JISHTHOH Tepanuu. BbIpaskeHHOTo yTOJIILEHUs 3HAO0KAp/a 1 He-
00XOAMMOCTH B MPOBEJCHNY IEKOPTUKALMU HE OTMEYAJIOCh.
Pannuii nocneonepamoHHbIN MEpHO NPOTEKaN 63 OCI0XKHE-
HUI, IPOJIOJIXKEHO BHYTPUBEHHOE BBEJICHUE JTa3UKCa, HA 3TOM
¢hone coxpansinach opibliika Ha yposHe II @K, na OKI" — BbIpa-
SKEHHOE CHIDKEHME BOJIbTAXKa, EJMHUYHBIC XKEITyI0UKOBbIE 3KC-
TPACUCTOJIbI.

ITpu MoponornueckoM UccaeoBaHUM UHTPAOIEPALIOH-
HbIX OMONTATOB MUO-, 3HJI0-, IepUKapya (puc. 2, CM. Ha LBeT-
HOW BKJIENKe) TIOJITBEPXK/ICH IMArHO3 XPOHUYECKOro pudpo-
actuyeckoro nankappauta JIedpduaepa (pudbpomnnactuueckas
CTajiusl ¢ NPU3HAKAMM aKTUBHOCTU BOCHAJIEHUS BO BceX 000-
JIOYKaX, HO TIPEUMYILIECTBEHHO B MUOKAP/E, 303MHOMUIIbI efj1-
HUYHBI), 06pa3oBanue B nosoctu JIK npenTndunmpoBaHo Kak
TpoMO C BbIpa>KeHHBbIM (pubpo3upoBaHreM (OpraHmsaunuein),
B €0 COCTaBE BbISIBICHO 0O0JILILIOE KOIMUYECTBO 903UHOMUIOB
(puc. 2, p, M. Ha IBETHOW BKJIENKe).

[1pr UMMYHOTUCTOXUMHUYECKOM MCCIIEJOBAHUN MUOKap/a
(puc. 3, cM. Ha UBETHON BKJeWKe) BbisiBIieHO Oojee 40
CD45-n03uTUBHBIX KJIETOK NpU yBenuueHuu 1x10 B aHpokap-
e ¥ MEeXXYTOYHOI TKaHU MUOKapja, NPeUMYIIeCTBEHHO BO-
KpyT cocynoB, equanyHble CD68-n03uTHBHBIE KIETKH (MaK-
podaru) B untepctuuu u otaensbHbie CD117-no3uTuBHbIE
kyeTku Tuna Kaxans cy6sH0KapAuaabHO, YTO NOITBEPK/a-
JIO IMarHO3 aKTUBHOTO JUM(MOUUTAPHOTO MUOKapauTa. Bu-
pycHoro reHoma (reprneruyeckas rpymnma, napsosupyc B19)
B MUO3HJIOKap/ie U nepukapye He oOHapy>keHo. B moBTopHOM
aHaJM3€e KPOBU NOATBEPXK/EHO yBeanueHnue yposHs pANCA
(109,16 En/mu).

B cBsI3u ¢ nosiBleHreM THOMHON MOKPOTbI MPOBEJIEH KypC
HeOyai3epHoi (1a3onBaH, 6epoiyat) U aHTUOAKTepuaIbHON
(nedyokcauynH, KJIapUTPOMUUMH) Tepanuu. Yepes Hepaelnto
ocJIe onepaluy OTMEUEHO HapacTaHKUe XKUJIKOCTHU B TIEBPAb-
HBIX MOJIOCTSIX (NMPH MYHKIMU — CEPO3HBII 9KCCY/IaT), YTO pac-
LEHEeHO KaK MOCTNepuKapAMOTOMHBIN cunapoMm, 08.11.2017 r.
HavyaTa MOHOTEpanus METHNpeaoM 24 Mr/CyT B COUYETaHWU
C HECTEPOU/IHBIMU MPOTHUBOBOCNAIMTENbHBIMU NpenapaTaMu
¢ OBICTPBIM MOJIOXKUTETHHBIM 3(hp(heKTOM (TIpeKpaleHne 3Kc-
cypauun). OnHako yxke ko 2-i Hepiene CT nosiBunuck cumn-
TOMBI CKEJIETHO! CTEPOMIHOI MUOTIATHH, B CBSI3U C Y€M HAYaTO
JIOCPOYHOE CHMXKEHUE J103bl Ha %2 TaGJETKM B HEJIEIIO /IO yPOB-
Hs 8 Mr/cyT. CocTOsIHME MOCTENEHHO YJIyUlINIoCh: OfbIIIKA
Y OTEKH TOJHOCTBIO KYNMPOBAJIUCh, MO IaHHBIM XOJITEPOBCKO-
rO0 MOHUTOPUPOBAHUS HE OTMEYEHO HapyllueHuil putMa. UYepes
2 Mec oT Havaja crepouiHoil Tepanuu ypoeHb pANCA cHu-
3uics no 13,89 En/n, TuTp aHTHATEN K aHTUTEHaM BOJIOKOH TIPO-
Bopisei cucteMbl cocTaBua 1:320 (ocTanbHbIe — B HOpME).
IMpu OxoKI' B panHuil nocneonepaunoHuslil nepuog KIO
JIK — 62 mn, KCO — 26 mi, ®B — 58%, JII1 — 61 wmn, ITIT —
60 M1 (mo Simpson). Murtpanbhast peryprutanus 1-2-it crerne-
HU, TpUKycnaanbHas 2-i crenenu, CIJIA 28 MM pr. cT., mpu-
3HAKOB pecTpukuuu HeT. OcTaTo4yHas KUJAKOCTh B EPUKAp/e
3a Bepxyuwkon [1I2K. [Ipy MPT TpoM6 He BU3yanusupyercs,
MOBEPXHOCTH 3HA0Kapaa JIZK poBHasti, B 06J1aCTH BEPXYIIKH —
HeO6OoJIbIIas 30Ha MOHMXKEHHON TNIOTHOCTH (MOCIe0nepaluoH-
HbIE U3MEHEHUST), COXPAHSIETCS LIMPKYJISIPHOE KOHTPACTUPOBA-
nue sHpokapaa JIK u ITXK TomumHoi 1o 3 M.

C 15.01.2018 r. k neyeHwro Jo6aBlIeH a3aTUONPUH
75 Mr/cyT, IepeHOCUMOCTh XOPOILast; 1032 METUITPENa MOoCTe-
NEHHO CHUKEHA J10 4 MIr/CyT, SIBIICHUSI MUOTIATUM PETrpeccrupo-
Banu. K Hacrosiemy Bpemenu (Maii 2018 r.) nauueHTKa Bep-
HyJIach K aKTMBHOH paboTe, >Kajio0 MpaKTHUYECKU HE Tpeb-
spnsieT. [Ipn DxoKI" ot mast 2018 r. BHyTpHUCepAeUHbIX TPOM-
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60B, JIETOYHON TUNEPTEeH3UN U KUIKOCTH B TIEPUKApP/E HE BbI-
sBeHo, @B JIK — 60%, JIIT ymenbimiock ao 40 mu, I — 1o
56 M1, TpukycnuaanbHasi peryprutauus I-11 crenenu, y6enu-
TENIbHBIX MPU3HAKOB PECTPUKIMHU HET. B aHanM3ax KpoBM OT-
MEUYeHO COXpaHEeHNe MOBBIIIEHHBIX TUTPOB AaHTUKAPAUATbHBIX
aHTUTEN (K aHTUI'€HAM SHJIOTEJNS ¥ BOJIOKOH MPOBOJISILIECH CH-
cremsbl cepaua 1:160) u pANCA (94 E[I/n npu HOpMe MeHee
20), B CBSA3M C YeM /03a a3aTHONpPUHA YBeJIWYeHa 10 2 T/Kr
(125 mr B cyTKH).

OO6cyxaeHne

DJI ObLT ¥ OCTaeTCsl OUeHb PEeAKNM 3a00JIeBaHNEM B KJTHU-
HHMKe BHyTpeHHux 6ose3neii. K npumepy, B poccuiickoii 6a3ze
nanubix PUHII nMmeeTcst onmcanne ofgHOro mamuenTa ¢ DJ1
[3]. Tem He MeHee kaMHMYecKas KapTuHa DJI, U B nepByto
ouepe/ib — KapTHHA MOPaKeHUs! cep/lia 1o AaHHbIM COBPEMEH-
HbIX BU3YaJU3UPYIOIIMX METOJIMK, HACTOJIBLKO CBOEOOpa3Ha,
YTO TNPEJACTABIEHHON MAaUUEeHTKE JMarHo3 MOCTaBIICH
B PKHIIK npaxktuuecku cpasy. Ilosropus 9xoKI' u MPT,
MBI TaKXKe MaJlo COMHEBAJIMCH B I1arHo3e, OfIHaKO BO3HUK 1ie-
JIbIiA Psifi BOTIPOCOB.

[Ipezkne Bcero, HECKOIBKO CMYLIAIO MOJHOE OTCYTCTBHUE
903MHO(UINN B eprepruiecKkoil KpOBU He TOJILKO MpH 00-
CJIeJIOBaHMU B KJIMHUKE, HO U TIO IAHHBIM BBIMUCHBIX MUKPU30B
oT BecHbl 2017 r., Korga oTMe4eHo ObICTPOe HapacTaHue Kap-
AMATTLHON CUMITTOMATHKU (MOYKHO OBbLIO JyMaThb O JIeOr0Te 3a-
GoJsieBaHMs] UMEHHO B 3TO BpeMsi). [1o3iHee nmanueHTka oGHapy-
SKWUJIA Pe3yJIbTaThl 00CIe/JOBaHNs TOIMYHOM 1aBHOCTH, KOT/1a
OHa BNepBble 0OpaTUiIach K KapAuosory (1 Bckope 3a0blia 00
3TOM B CBSI3M C Y/IOBJIETBOPUTEJILHBIM CAMOYYBCTBHEM): Ha
OKIT yxe nmenoch cHuxkeHnue BosibTaxka QRS, B aHanm3e Kpo-
BU Ha BbICOTE OCTPOr0 CUHYCUTA OJJHOKPATHO OTMEYeHa 303U-
Hocpunmst (16%). Kpome Toro, B mae 2017 r. elje oTMevyasnoch
TpexkpaTHoe nosbilleHue yposHs ECP, koropblii cunutarot 60-
Jiee TOYHBIM MoKa3aTeseM akTUBHOCTH DJI, yeM coOCTBEHHO
303uHO IS KpoBH [4].

ITpu nepBoM 3HaKOMCTBE C GOJIbHOI Mbl pacCMaTPUBAJIN
TaK>Ke BO3MOXKHOCTb HAJIMYUS Y Hee 9HIOMUOKAPINATIBHOTO
(purbpo3a 6e3 203MHOPUINK — «TPONMHIECKOIT OOJIE3HN» , ITHO-
JIOTHsI KOTOPOII He sICHA, HO ee Bbicokasi yacToTa (1o 10% Bcex
KapAuaJbHbIX CMEPTEN B 3HAEMUYHbIX PailOHaX) U OrPaHUYEH-
HOCTb reorpauyeckiMMy paMKaMK 3aCTaBIISIIOT UCCIIe/joBaTe-
JIel [iyMaTh O BO3MOXKHOI 3THOJIOIMYECKOI poJi MH(EKLHMOH-
HBIX areHTOB (BUPYChI, TOKCOMIA3MbI?), a TaK¥Ke 0COOEHHO-
crell nuTaHus (M30bITOK CEPOTOHMHA, IS(PULIMT MAarHus) U TOK-
CUUECKUX BO3/ielicTBUIT Ha 3H0Kapy [S]. C yueToM BO3MOKHO-
CTH PacnpoCTpaHEHHUs ISHCTBUS TIPENONIaraeMbIX MPUYKH 3a-
GosieBanus 3a npesensl Adpuku u oueHb cxomgnon ¢ DJ1 k-
HUYECKOI 1 MOP(OJIOrnYecKoil KapTUHbI (BKIItOYasi BOCHalu-
TeJIbHbIE MH(UIBTPATHI) MOJHOCTHIO UCKIIHOYATh Y XKUTENeH
Poccun janHoe 3a6osieBaHue B/ JIM ONpaBjlaHHO. B Hamem
ciyyae JMiib OOHApy>KeHUE 203MHO(MUINN B aHAMHE3€e M03BO-
JINJI0 OKOHYATEJIbHO OTOPOCUTD MPEMNONOXKEHUE O TPOoInye-
CKOM BapuaHTe O0JIe3HU.

OcTaBajioch COBEPIIEHHO HESICHBIM, O3HAYAIOT JI1 OTCYT-
CTBHE JIMXOPAJIKM, OOLLEBOCTIATINTENbHBIX U3MEHEHNI B KPOBH,
s03uHOuauM 1 Hopmanu3auusi ypoHs ECP (x aBrycry
2018 r.) noJsHOE CTUXaHUE aKTUBHOCTU OOJIE3HU U HEOOpATH-
MOCTb U3MEHEHUI, Pa3BUBLIMXCS K 3TOMY BPEMEHH B Cepyle, —
COOTBETCTBEHHO, UMEIOTCS JIM Y OOJIbHOM MOKa3aHKs K IPOBe-
pernto UCT u MOXHO 1M pacCUMThIBATh HA CYIECTBEHHOE
yJydllleHUe COCTOSIHUSI B pe3yJibTare ee HasHaueHus. [1iis
YTOYHEHHUS] aKTUBHOCTH MMMYHHOT'O BOCIIAJICHUSI M OLIEHKH BO-
BJICYEHHOCTH B TPOLIECC MUOKap/a (Ha 4TO MOIJIM yKa3bIBaTh
cama XCH B oTcyTcTBuUe pe3koro ¢pubposa sHaoKapaa, Taxu-
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Kapyusi, CHIKeHHe BosbTaxa QRS) MpoBefieH aHan3 KpOBU Ha
AHTHUKapAUaJIbHbIE aHTUTEJIa, KOTOPbI MOoKa3aj 3HayuMoe Mo-
BBIILIEHNE TUTPA aHTUTEJ K siipam KapauoMuouuTos (1:160).
Hamu paccmaTpuBascs BOpoc o MpoBeeHNH 3HIOMUOKAP/IU-
asnbHOM 6noncun IT2K, HO B TO ke Bpemst Mbl HE PaCCUMTHIBAIN
CYULIECTBEHHO YMEHBIIUTH BbipaxkeHHocTh XCH ¢ momorpbio
UCT pake B ciyyae NOATBEPXKACHUS aKTUBHOTO BOCTIAJICHUSI,
MOCKOJIbKY UMEJIMCh HEYyCTPAHUMblE MEIMKAMEHTO3HO MPUYH-
bl XCH — 3HaunTensHoe ymMeHbieHne 3(p(PeKTUBHOTO 00be-
Mma JI2K 3a cuet mioTHOro Tpom6a (B aHaTOMUYECKU MaJleHb-
KoM cepnue) u cpasienue 12K ocyMKOBaHHON >KMAKOCTBIO
B nepukapye. CooTBeTCTBEHHO, IPUHSTO pelleHre 06 onepa-
A C OMOIICHEN.

OTMeTnM, 4TO pe3ynbTaTbl MOPGOJOrNYECKOro 1 UMMYHO-
FUCTOXMMHUYECKOIO UCCIIE/IOBAHMS MOJIyUYEHHOT'O MHTpaonepa-
MOHHOT'O MaTepuasa MOJHOCTHIO MOATBEPANIIN HAllle MPeAno-
JIOKEHUE O COXPaHSIOLelicsl aKTUBHOCTH OOJI€3HHU, CTAJIU OC-
HOBaHMeM /7151 Ha3HaueHus: kom6uHupoBanHon CT (yckopuio
9TO pelIeHue pa3BUTHE MOCTNEPUKAPAMOTOMHOTO CUHPOMA)
U ellle pa3 MoKa3aJi BbICOKYIO IMarHOCTUYECKYIO 3HAUMMOCTh
omnpejiesieHnsl aHTUKApAUalbHbIX aHTUTeN. VHTepecHo, 4To
3HAYUTEJIbHOE KOJIMYECTBO 903MHO(UIIOB BbISBIEHO TOJIbKO
B TOJIIE BHYTPUXKEJTYI0YKOBOrO TpoMOa (BHEIlIHE MPOU3BO-
JMBILErO BieYaTJeHNe CAapKOUIHOM OMyX0Jm) — chOpMUPOBAB-
1Ierocsi, O4YeBUAHO, Ha MUKE OOJIE3HN U 3aMYypOBABIIErO 3TU
KJIETKU, KOTOPbIE MOIJIMA MPOAOXKATh BbIOPOC KATHOHHOTO
Genka. B TKaHSX MX MPaKTUYECKU HE OCTAJIOCh; HECMOTPS Ha
9TO OTMEYeHa KapTMHA aKTMBHOTO MUOKapjuTa (B MEpPBYIO
ouepefib), IH/0- U MepUKapnTa.

OTU JJaHHbIE FOBOPSIT O TOM, YTO B MOJJIEP>KAHUN BOCHaJIe-
HMSI BCEX TpeX 000JI0UYeK Cep/ilia yYacTBYIOT U HE CBSI3aHHbIC
C 203MHO(UIIMEN MEXaHU3MbI, B KAYECTBE KOTOPbIX Yy Hallein
6G0JIbHOM MOYKHO pacCMaTpPUBATh 'yMOpPaJIbHbIE Ay TOUMMYH-
Hbl€ PEAKLUK — BEPOSITHO, B OTBET HA UH/yLIMPOBAHHYIO 303HU-
HOUIaMU EPBUYHYIO THOEINb KiIeToK. [ToMruMo aHTUKap/u-
aJIbHBIX QHTUTEl, B TIOBTOPHBIX aHAJIM3aX y Hee BbISIBIEHO 0O-
nee yem 20-kpaTtHoe nmoBbiienne ypoBHs pANCA, a Takxke
antuten k [IHK B 2.5 pa3za. MccnenoBanue nociaeaHux mpose-
AeHo B pamkax audgepeniuanbioi suarnoctuku DJ1. TTomy-
YEHHBII Pe3yJIbTaT caM 10 cebe He 1aBajl IOCTaTOYHO OCHOBA-
HUI JI7Is1 TTOCTAHOBKM JIMArHO3a CUCTEMHOTO BACKYJIUTa WU
MHOr0 CUCTEMHOr0 3a00J1eBaHus1, TOCKOJIbKY HU MOJIMIO3 HOCA
B aHaMHe3e, HI MUHUMAJIbHO BbIPASKEHHBIN CUHIPOM CYXOTO
riia3a He «JJOTSTUBAOT» JI0 FPaHyJIeMaTo3a C MOJUAHTUUTOM.
OJIHaKO MOJIHOCTBIO Mbl HE MOTJIM UCKJTIOUUTh CUCTEMHbBIN Xa-
paKkTep MOPaKeHHs, YTO CTAJIO €LIe OJJHUM JI0BOJIOM B MOJIb3Y
HazHauenust ICT.

IMpu «60abmnx» ANCA-accouMMpOBaHHbIX BACKYJIUTaX
ONMUCAHBI OCTPbINI KOPOHAPHBIN CUH/POM U TOPaXKeHMUs BCEX
o6osouek cepaua (3H0-, MUO-, IEPUKAPANT), OTHAKO Haubo-
Jiee TUMUYEH U3 HUX MUOKAP/IUT C CUCTOIMYECKON TUCYHKIM-
eit. YacToTa 3HAOMUOKAPANUTA TIPU I'PaHyJIeMaTo3ax C MOJIHU-
aHTuUTOM KoneGuercs ot 16,4 o 59-61% [6-8], nepukapanT
npu MPT BoisiBrsitor B 26% cayuaes [8]. [Topaskenue cepaua
B paMKax cuHapoma Yepmka—Crpocc 6osiee XxapakTepHO JJIst
ANCA-HeraTuBHOro BapraHTa 60J1e3H1, MPOTEKAOLIETro C Tsi-
>KeJioi OpoHxuabHO acTMoit [9]. MPT nipu aTom oGHapyxu-
BaeT 6oJiee BBICOKYIO YaCTOTY BOBJIEUEHMsI CEp/Lia, YeM Mpeji-
TMOJIAraeTCs Mo KJIMHUYECKOW KapThHE (OTCPOUYEHHOE HAKOILIe-
Hue B 82% ciyvaes, TPOMOO3 U oTeK — B 27 %, a Takxke aud-
¢y3HbIl cy6aHI0KapAnanbHbI ¢puopos [10]). Onucans! ciy-
Yyayu yCHelIHON TpaHCIuIaHTauuu cepaua y 6oabnbix ¢ DI TIA
BCJIC[ICTBHE TSIXKEJIOr0 YCTOMYMBOIO K JICUSHUIO MUOKAPAUTA
[11]. Bo3MOXeH u TsI>Keqblil 9HIOMUOKAp/IMabHbIi (pudpo3
C MacCHBHBIM TpoM6030M, Tpebytomuil onepanuu [12]. B Ha-
LIeM CJlyyae TOYKYy B BOIPOCE O KJIACCMYECKOM CHUCTEMHOM
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BACKYJIUTE NMOCTABUIIO MOP(OJIOrNYeckoe UcciiefloBaHue cepji-
112, NP1 KOTOPOM HE BBISIBIICHO HEKPOTUUECKOTO XapakTepa IMo-
PaKeHusl COCy/I0B.

Onucanuit nosbliieHus: ypoBHs pANCA B paMKax camoro
OJ1 HaMm B uTepaType BCTPETUTh HE YAJIOCh, OFIHAKO HEJl0CTa-
TOYHAsl HO30JIOrMYecKas CnequpUUHOCTb 3TOr0 MapKepa
XOPOILO U3BECTHA — €r0 OOHAPYXKUBAIOT NPU LIEJIOM CHEKTpe
MMMYHHBIX 1 UH(PEKIMOHHBIX 3a00JIeBaHUI1, KOTOPbIE TPajin-
nmonHo He oTHOCSAT K ANCA-accounpoBaHHbIM (CUCTEMHAs
KpacHasi BOJTYaHKa, PeBMATOMIHbIIA apTpuT, cuHpoM lllerpena,
JIeKapCTBEHHOE NopakeHue, 3XMHOKOKKO03 U 1p.). C apyroit
CTOPOHBI, MOSIBJICHUE B MOJOOHBIX CIIy4asiX BHICOKUX TUTPOB
ANCA MOXeT cyliecTBeHHO MOAU(UIMPOBATEL TeueHne 60-
JIe3HU U JIOJIKHO NMPUHUMAThLCS B pacueT. K nmpumepy, HelaBHO
onucaH ciyyail UH(EKUNOHHOrO 3HAOKAPAUTA, IPU KOTOPOM
BbIpaXXKEHHOE M CTOolKoe moBbiieHne ypoBHs cANCA yxe
noclie MojlaBieHnsl aKTUBHOCTH MH(EKINY NMPUBEIIO K pa3BU-
THIO TSI>KEJIOTo riIoMepyJioHeppuTa U NoTpedoBasio mpoBejie-
nust UCT [13]. OrmeTnM, uTo Ha cerofnst DJ1 He paccmaTpuBa-
ercst Kak nokaszanue K onpepenennto ANCA, noaTomy yactora
1 3Ha4YeHKe 3TOro MMMYHOJIOrnyeckoro peHomena npu DJ1 mo-
T'yT HEJJOOLEHUBATLCSI.

3aciy>KUBaeT Takke 00CY>KJEHUs] TOTAlbHBIN XapaKkTep
MopaskeHus cepjua y Hamei 6oabHON. Eciim TepMuH «3HI0-
muokapauT Jl&pdnepa» mepuopnyuecku, XOTS U HE YACTO
BCTpPEYaeTCs B IUTEpaType, To «naHkapauT JIéddaepa» npak-
TUYECKU HUKOIJ]a He UCNOJIb3yeTcsl. B 3HaunTenbHON creneHu
3TO MOXKET ObITh CBSI3aHO C PEJIKOCTbIO (HEOOSI3aTeIbHOCTHIO)
MPUMEHEHUs] HAOMUOKapAnaiIbHOi 6uoncun npu JI — Ha-
CTOJIbKO TUIIMYHA U SIPKA €ro KJIMHUYecKasl KapTUHa; PpU 3TOM
BOCNAJIeHNE MUOKAP/a MOXKET OCTaBATbCsl HEPACIIO3HAHHbIM.
BmecTe ¢ TeM BO3MOXKHA HEJJOOLIEHKA YaCTOThI MOPAKEHUS 9H-
[loKapyia Mpu 303MHOMUIBHOM MUOKApJUTE, O YEM T'OBOPST
CBOIICTBEHHbIE €MY BbICOKAsl YaCTOTa Pa3BUTUSI TPOMOO3MO0-
JIMYECKOrO CUHAPOMA U BO3MOXKHOCTb Pa3BUTHUSI HEOOPATUMOTO
SH[IOMUOKapUajbHOro udposa ¢ ucxogom B PKMII. Do3uHo-
(punbHBIA (TMNEPCEHCUTUBHBIN) MUOKAPAUT KaK TaKOBOM XO-
POLLO U3BECTEH, €ro OTJAMYAET NpeodialaHue CUMITOMOB Tsi-
K€JIOro MOpaKeHUst MUOKap/a (BHe3amHasi CMepTh, MUH(apKT
MHOKapja ¢ nogbeMoM cermenTa ST, Hapylienus purMa, XCH,
BKJIIOYAsi KapAMOTeHHbIN 1110K); CMEPTHOCTD MO JIAHHBIM MeTa-
aHanmm3a cocTtanisieT 22% [14], ofHako B 1I€JIOM MPOTrHO3 CyIlle-
CTBEHHO Jyultie, yeM npu IJ1.

Ha Tom arane 6ose3H1, Ha KOTOPOM Mbl BCTPETUIIUCH C Ta-
LMEHTKOI, MOP(OIOrnYecKre MpU3HaAKu MUOKAP/IUTA OTINYa-
JIMCh HAUOOJIbIIEH AKTUBHOCTBIO, OJHAKO HE OTMEUYEHO Xapak-
TEPHBIX NPOSIBJICHUI «IIEPBUYHOIO» 303MHO(PUILHOIO MUOKAP-
UTA: €ro HEKPOTU3UPYIOILETO XapaKTepa, B TOM YKCIIe Pa3phbl-
BOB KapIMOMHUOLMTOB, «runeprpocdun» (oTeka) MUOKapya,
a Tak>Ke COOCTBEHHO 303MHO(UINN. Becbma BeposiTHO, UTO fie-
JIO TOJILKO B MO3[IHEN CTaguu OOJIE3HU, HO U KJIMHUYECKH Yy Ma-
LUMEHTKU OTCYTCTBOBAIM OOJIM, HAPYIIECHUS] PUTMA U 3HAYMMASsT
cucronmyeckas aucgyHkuusi. Bnpouem, onrcan mogposoru-
YEeCKU aKTUBHbINA 203MHOMUIILHBI MUOKAPAUT U NIPU OTCYT-
cTBUM U3MeHeHui 1o ianHbIM DxoKI [15]. Bo Besikom cayyvae,
y Haleil 60JIbHOI Npeo6ajano Bee ke TunuuHoe Aist DJI mo-
pakeHue IH0Kapya.

Yro kacaeTcs nepukapa, ero nopaxkeHue B pamkax 2J1 He
SIBJISIETCS] UCKJIIOUUTENBHO PEKUM — 4acTOTa INepUKapauTa
y GOJIBHBIX C 203UHO(MUIBLHBIM MHUOIHIOKAPAUTOM OLIEHUBAIOT
Ha ypoBHe 7—17%; onucaHbl caydyan pa3BUTHUSI TaMIOHAMbI
cepaua Kak npu JJI, Tak ¥ npu 303MHO(UILHOM MUOKAPJINTE
[16, 17]. MccnepoBanue nepukapAnanbHOrO BLITOTA MOXKET
BbISIBUTb BbIPAXKEHHYIO U PaHHIOW 303uHOpunuto (70-90%)
NP1 OTCYTCTBUM OTHOCUTEIBHON 203MHOpMINKN KpoBu. KoH-
CTPUKLMS B LIEJIOM HE XapaKTepHa, OJJHAKO MOJI00HbIE CllyYan

104

(Tomuuna epukapaa o 1,5 cm uepes 6 neT mocie ne6roTa) To-
ke onucanbl [ 18], mpuuem B coueTaHnM ¢ yMEPEHHO BbIpaXKeH-
HbIM 2HJIOMUOKAPJIMAIbHBIM (pUOPO30M (TOJNLIMHA 10 3 MM).
O6b1yHO nepukapaut xopouio noggaercs UCT — ormeuaroT
BBIPA’KEHHOE YJIyYILIEHUE B Pe3yJIbTaTe CTEPOUIHON Tepanuu,
B TOM YHCIIe TIPU Ha3HaYeHnn ymepeHHbIx 103 (0,5 mr/kr) [17].
OTKa3aBIIMCH OT BBINOJHEHUS] TOTAILHON NEPUKAPIIIKTOMUH,
MbI He HAOJTIO/IaeM HapacTaHUsl KOJIMYECTBA SKUJKOCTHU B MOJIO-
ctu nepukapya Ha ¢one nmpoogumoit UCT.

Hakonen, ocTaHOBUMCSI Ha BONpOCax XUPYpruyeckoro
1 MefIuKaMeHTo3Horo JieueHust DJ1. TobKOo Ha paHHe! CTaauu
3200JIeBaHMsI arpPECCUBHASI CTEPOUJIHAS TEPAINUsl MOXKET Npef-
OTBpaTUThL pa3ButHe ¢uodposa, 10-1eTHsSST BLIKUBAEMOCTH
B 1IeJIoM cocTaBsieT MeHee 50%; ncnosb3yroTcst Takxke (0co-
OGEHHO MPY NEePCUCTUPYIOLIEH 03MHO(UINN) UMATUHUO, AHTH-
TeJla K MHTEPJICHKUHY-5,, BHY TPUBEHHbII UIMMYHOTJIO0YIUH [2,
19-22]. Bmecre ¢ Tem nonbiTku orpannynts MCT Tosbko 61o-
JIOTMYECKU aKTUBHBIMU NpernapaTamMy 3aKaHYMBatOTCS BbINOJ-
HEHUeM TpaHCIIaHTauuu [23] — cTepoujibl OCTAIOTCSI OCHOBOM
neuenus: DJ1; To ke KacaeTcs M 203MHO(PMILHOTO MUOKAPIUTA.
[Tpu aTom coobienus 06 acpdpexTnBHoi MCT kacarorcst, rmas-
HBbIM 00pa3oM, ocTpoil a3el ¢ 303uHOpuUINeit. OTHenbHbIe
aKcnepThl (Hanpumep, A. Frustaci) peKOMeH1yl0T POBOIUTh
MOJJICP>KUBAIOLYIO TEpanuio npegHn3ogonom 10 mr/cyt Ha
MIPOTSIKEHUM MHOTHUX JIET.

Heo6paTumblie ¢pubGpo3Hbie n3MeHeHus IHoKapaa (¢ ero
YTOJILLIEHUEM 10 5 MM U Ooiee) ¥ rpyObIMU PECTPUKTUBHBIMU
HapyLIEHUSIMU FT€MOJIMHAMUKHU CTaBSIT BONPOC 00 ONepaTUBHOM
nedernu. CrieupanbHO uist manueHToB ¢ DJ1 pa3padoTana one-
paumst eKOpPTHKALUMKU, CYyTh KOTOPOH COCTOMT B pe3eKLun
YTOJILIEHHOTO 3HI0Kap/a (BCEro >KeTOoro CJiosi) ¢ YepejloBaHu-
€M Pe3KHX U TYMNbIX UCCEKAIOIIUX ABMKEeHUI. TUUYHBIN [10-
CTYII OCYILECTBIISIETCS Yepe3 aTPUOBEHTPUKYJISIPHbIE KIIanaHbl,
BO3MOYKHbI X OJJHOMOMEHTHas TNIACTUKA MJIM MPOTE31pOBa-
HHE; UMEIOTCSl TaKXKe eIMHUYHbIE COOOLICHUs! 00 y/aJeHnn
TpoMOa TpaHCaOpTalbHBLIM jlocTyrnoM [24]. B nepBbIX cepusix
omepanuil JeTanbHOCTh JocTurana 20%, oqaako 6oJee mo3y-
HIe paboThl, BbinosHeHHbIe B lIBefinapun (17 607bHBIX 3a me-
puop 1971-1995 rr.), AeMOHCTPUPYIOT HE TOJBLKO YMEHBILIEHUE
nuactonmyeckoro aasnenus B JIK, Ho 1 ynyulieHue BbKUBae-
MOCTHU B CPAaBHEHWMH C MALMEHTaMU, OTy4YaBUIMMA TOJIBKO Me-
aukaMeHTo3Hyto Tepanuio (72 m 68% uyepe3 5 u 10 njer
B cpaBHeHuu ¢ 34% B 06a cpoka [25]). OnTiManbHbIM ¢ TOYKU
3peHus MPOrHO3a BpeMeHeM iiist onepauuu 1npu JJ1 sBisiercst
NepHoj] HOPMAIM3ALMK YPOBHS 303MHO(MMIIOB K KPOBH.

Bounee kpynHoe uccnegoBanue Ha 83 GONLHBIX 32 MEPUOJ
1977-1997 rr. ¢ Tponnyeckum BapuaHToM 6osesnu (bpasu-
JIUST) TaK>Ke MOKa3allo YIOBJIETBOPUTEIIbHBIC Pe3yJIbTaThl fie-
KOPTHUKALMM B COYETAHUM C NPOTE3MPOBAHMEM/TITIACTUKON KJla-
nana [26]: Bo3pacT 60abHBIX cocTaBui oT 4 o 59 net (B cpen-
HeMm 31 ropn), 70% u3 HUX — >KEHIUHbI, OCHOBHBIM MOKa3aHUEM
siisiicst IHI-1V dpyukunonansuelit kinace XCH; y 44 nanuen-
TOB UMEJIOCh TIOpPasKeHne 060nX XKemyouKoB, y 41,0% — Tonb-
Ko mpaBoro, y 14,5% — nesoro. [lepuon HabarOAEHUST COCTABUI
oT 2 mec 1o 17 net (B cpepHeM 92 mec). Onepauuio nepexxuim
81,9% 6o0mbHbIX, Bech nepuoj HabmoneHust — 55%, TOJIbKO
45% w3 unx Haxogumuch B [-II ¢yHKUMOHANMBEHOM Kiacce
XCH; y 5,8% 6onbHbIX pa3Buiics pequauB (pubposa (mposefe-
Ha peonepauusi), y 8,8% — nopaxkeHue BTOPOro >Kelyaouka
(peonepauyy He MPOBOMIINCS).

B Hawem ciyyae onpejesieHue BUjla XUPYpruiecKoro BMe-
IATEeJIbCTBA CTANO0 HAaubOoJee CI0XKHBIM BONPOCOM JICYEHHUSI.
K coxanenuto, poccuiickux cooOLeHnit 00 yCrenHoi AeKop-
TUKAUMW HAUTU HE YAaJI0Ch (ONUCAH JIMIIb CIIy4Yail MpoTe3upo-
BaHUsl MUTPAJIbHOTO KilanaHa [3]); onepauust B Poccuu, oue-
BUJIHO, HE BBINOJIHSAETCS. DTO CTAJI0 OCHOBAHUEM JIJIsl HAIIPaB-
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Puc. 1. Pe3yAbTaTbl MHCTPYMEHTAABHOTO 06cAeAOBaHUS 60AbHON ., 42 AeT.
a — OKIT', ckopocTs 3ammcu 25 mM/c (cHIKeHre BoJibTaxka Komruiekca QRS, npusHaku runeprpocun I1I1); 6—r — OxoKI': orrpann-
YEHHOE CKOIUICHUE >KUJAKOCTH B IIOJIOCTU NepuKkappia B oonactu Bepxywku IT2K ¢ nursavmu pubprHa Ha BUCLEPAIBHOM JIMCTKE U CAB-
nenuieM [12K, Tpom6 B Bepxyiike JIK ¢ BblpaxkeHHbIM cHIKeHueM cepaevHoro Beiopoca (VTI); o — MCKT, e-3 — MPT: pe3skas fie-
¢opmanus Bepxymku IT2K, BeipaskeHHbIil croil pubprHa Ha BUCHIEPAIbHOM NepUKapfe, MacCuBHbIi TpoMm6 B Bepxyluke JIK, ynior-
HEHNs B NOJIOCTH TepyKappa, i dy3Hoe OTCPOUEHHOE KOHTPACTUPOBAHKE 3HIOKAP/Ia 000MX JKENYJOUKOB (YKa3aHO CTPENKAMU).
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Puc. 2. Pe3yAbTaTbl MHTpPaoNepaLMOHHON Ouorncum cepaua 60AbHON @., 42 AeT.
a—7 — npenapartsl sHAOMIOKapaa JIXK B o6macTi Bepxymky (yTOIIIEHNe,, CKIIepO3, HEOaHTHOTeHe3, IMM(OTNCTHOINTAPHbIE HH-
(UABLTPATHI C EAMHUYHBIMUA 03MHO(UIAMU — YKA3aHO CTPENIKON); e—H — npenapatbl Muokapya JI2K u I (ouar rpanyisiuioHHOM
1 KUPOBOU TKAHW, KAPAMOMHUOIMTBI C NICUE3HOBEHUEM TIOTIEPEYHON NCUSPUSHHOCTH M TPaHyJIaMHK JIUTIO(YCLMHA , THTEPCTULMI Ha-
OyX1Inii, HEPABHOMEPHO PACUIMPEH, COAEPXKUT JTUM(OTUCTHOLUTAPHbIE MH(UILTPATHI 60siee 14 KIeTOK Mpy GOJIBIIOM YBEINUSHHUM;
oyar HeKpo3a Kap[IMOMUOLMTOB Ha CThIKE MUOKAp/ia U 3HAO0KAP/Ia, MUKPOCOCY/IbI CO CKIIEPO3MPOBAHHBIMU CTEHKAMH, CETUYATbII Nepu-
MYCKYJISIPHBII CKJIEPO3 MUOKap/ia «[aHLMPHOIr0» BUA), K, J1, P — IpenapaThl OpraHn30BaHHOro TpomM6a Bepxyiuku JIK (BbipaskeH-
HbI CKJIEPO3, 203MHOMUIIBLI B TOJIILE TPOMOA), M, H — IpenapaTthl NapueTantbHOro JucTka nepukappa Haj [12K (nepukapp yrosnuieH,
CKJIEPO3MPOBAH, COIEPXKUT EIMHNYHBIC IMM(OUHBIE JJIEMEHTHI, C TIOTHOKPOBKEM COCY/IOB), T, A, M — OKpacka 1o Ban ['m3ony,
OCTalIbHOE — FEMATOKCHIIMHOM U 303WHOM; Majioe (a, T, €, XK, UI—M) 1 6oJbiioe (0, B, /I, 3, H) yBeJndeHne (CTeneHb yBeINIeHns yKa-
3aHa B HIDKHMX YTJIaX PUCYHKOB CIPaBa); 0 — MHTpaonepanronHas (ororpacust Tpom6a, n3BneueHnoro u3 JIXK; m — mos Ha Bepxy1-
ke JI2K nocrne 3aBepiueHrsi OCHOBHOTO 3Tana onepauyu.
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JIeHUs! MALMEHTKU Ha TPAHCIUIAHTALMIO Cepyilia, KOTOpoe Mpeji-
mecTBoBano rocnutanusanuu B @TK (B mocineaHuii MOMEHT
orepanusi OTMEHeHa N0 TEXHUYECKUM TpuurnHam). [leiicTBu-
TENbHO, Ha (POHE HEBO3MOXKHOCTH NMpHUEMa aJIeKBAaTHBIX /103
KapIMOTPOTHBIX MpenapaToB coxpansics I ¢pynkinmonans-
Hblit kiacc XCH, ojHako HEOoHOKpaTHasl MOBTOPHAsI OLEHKa
(pyHKIMOHANBHBIX TOKa3aTeNell cepiila MoKa3biBanaa OTCYT-
cTBUE TPYOOIl PECTPUKLUM, YTO U O3BOJIMIIO HAM PAaCCUMUTHI-
BaTh Ha 3(P(EKT AEKOMIPECCUU NEPUKAP/A U YAAJICHUS TPOM-
6a. M36pan goctyn uepes JIZK, KoTopblil ucnosb3yeTcs npu
pe3eKkuyy NoCTUH(MAPKTHBIX TPOMOOB 1 aHeBpU3M. B ciyuae
HE0OXOIMMOCTH MJIAHMPOBAJIMCH TakXKe OoJiee oOLMpHas pe-
3eKLMs epUKapia, ylaleHne y4acTKOB BbIPasKeHHOro (puopo-
3a sHAO0Kappa (qekoptukauus) u nopkmoueHne IdKMO, ognako
JIaHHbIE MEPbI HE MOTPEOOBAIUCH.

HaGmofienne 3a maupeHTKON HA MPOTSKEHUU MOJyrofa
nocne onepauuu u Hayana CT nmo3BosisieT roBopuTh 06 OT-
YETIIMBOM U CTOMKOM KJIMHUYECKOM yiyuleHnu. [1epBbiit ac-
(hexT cTan 3aMeTeH Mocie NoAaBIeHNs OCTIEPUKAPIUOTOM-
HOTO CHMHJIpOMa U ObLIT 00YCJIOBJIEH HEMOCPECTBEHHBIM 3(-
¢hexTOoM onepanyu, OffHaKO JlallbHEe1Iee YayYlleHne HacTy -
J10 60JIee MOCTENEeHHO U 00eCNeueHo, Ha Halll B3TJIS], ICCTBU-
em VICT (B nepBylo ouepeib CTEPOUIOB, KOTOPbIE HAa3HAUEHbI
Ha 2 Mec paHblle, YeM a3aTUONPHH), KOTOPYIO TUIAHUPYETCS
MPOBOJITh JUIUTENILHO 1 HEMPEPBIBHO, HAPSTy ¢ Bap(haprHOM.
Kpome TOr0, K HACTOSAEMY BPEMEHU YJaJIOCh HA3HAYUTD OMN-
TUMaJbHbIE [JO3bl BCEX OCHOBHBIX KJIACCOB MPENapaToB s
nedenuss XCH. [locturuyTo nopasieHue 1abopaTOpPHON UM-
MYHHOH aKTUBHOCTH, YBEJIMUMJIICS BOJIBTAXK KOMIUIEKCOB ORS
Ha DKI'. OfgHako Ba>kHO OTMETUTH AU PY3HbIN NEPUMYCKY-
JspHbIA (uOGpO3 B GuMonTaTax MUOKapja, KOTOPbLII MOXET
cTaTh MOP(OJIOrMYECKOi OCHOBO ISl YCYI'yOJIeHHsl CO BpeMe-
HeM Kak JIMaCTOJIMYECKOi, TaK U CUCTOIMYECKON JUCHYHKIMN
MHOKapya.
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3akAl0ueHue

[pencraBneno KiMHMYecKoe HabmroieHne cayydas IJ1, oco-
GEHHOCTSIMI KOTOPOT'O SIBJISIFOTCSI yMEPEHHOE U KPaTKOBPEMEH-
HOE TIOBBILIIEHNE YPOBHS 303MHOMUIOB 32 1-2 rojia 1o KIMHU-
4YecKoro /ie61oTa sHAOKAPAUTA; OTCYTCTBUE 303UHO(UINU KPO-
BU, a TaK>Ke OOLIEeBOCHAINTENbHON aKTUBHOCTH B KPOBM Ha
aTarne JUarHoCTUKU MOpaXkeH!s cepyilia; OJHOBPEMEHHOE BO-
BIIeUEHNE B MPOLECC 3HJI0-, MUO- U TIepUKap/a; MpakKTHIeCKn
MOJIHOE OTCYTCTBHE 03MHO(UIIOB B TKAHSIX MPHU COXPaHEHUU
MOpP(OJIOrMUECKOl aKTUBHOCTH BOCTIAJIEHUSI; YMEPEHHasl CTe-
NeHb YTOJIIEHUS IHAOKAP/la B UCXO/Ie SHJOKAPAUTA; OTCYT-
CTBHE BBIPA’KEHHBIX PECTPUKTUBHBIX N3MEHEHUH, CBOWICTBEH-
HbIX (hubpomnacTuyeckoit ctaguu JJI; oTcyTCTBUE CHCTONIMYE-
CKO1 INCYHKIMH, HECMOTPSI HA aKTUBHBIN MUOKAPANT, -
(py3HBII NEPUMYCKYJISIPHBINA CKJIEPO3 U CHUXKEHUE BOJIbTaXKA
komriekca QRS Ha OKI'; oTcyTCTBME HapyllIeHUi puT™Ma Cepyi-
na, B ToM uncie nocie ymmBanus JI2K; 20-kpaTHoe nosbIie-
Hie ypoBHs: pANCA npu OTCYTCTBUM YOCIUTENbHbBIX IaHHBIX,
CBUJIETEJILCTBYIOUIMX O CUCTEMHOM BAaCKYJIMTE (B aHAMHE3e —
MOJIUTO3 HOCA U CUHIPOM CYXOTO TJla3a), 1 HEKpPOTU3UPYIOIIle-
ro BacKyJuTa B GMoNTaTax cepaua; ObICTpoe pa3BUTHE CKEJeT-
HOI1 MUONIaTHU B OTBET HA TEPANMIO YMEPEHHLIMU JI03aMH Me-
TUTIPEJIA; BBIPAXKEHHBII MOJOKUTEbHBIN 3(p(PEeKT KOMIIIeKC-
HOTO JleueHus (pe3eKuusi nepukapya, TPOMOIKTOMHUSI U3 TTOJI0-
ctu JIZK, niacTuka TpUKYCHUAILHOTO KJlanaHa, CTEPOUbI,
a3aTHONPUH, KApMOTPOITHAS TEPaNnusl), NPeNPUHITOrO Ha OT-
HOCHUTEIILHO TO3/IHEH CTaj iy 3a00JIeBaHusl, C MOJHBIM perpec-
com siBnennit XCH.
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