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Peumnusupyromiuii nomuxouaput (PIIX) — ato cucteMHOe ayTOMMMYHHOE 3a00JIeBaHUE, KOTOPOE COTIPOBOKIAETCS
BOCIAJICHMEM U pa3pylIeHUueM Xpsiliieit pasHbix opraHoB. [lopaxkenue aoptel ipu PITX BeTpevaeTcs OTHOCUTETBHO
penko (6,7—9,7%), cONpsikeHO ¢ BBICOKMM PUCKOM JIeTaJTbHBIX NCX0M0B (27,3—41,3%) u onepaTuBHBIX BMeIIa-
TeabeTB (65%). OOBIYHO BOBJICUCHME Cep/ilia U a0pThl y maiueHToB ¢ PTIX BbIsiBIIsieTCst uepes S JieT mociie nepBbix
CUMITOMOB 3a6oJjieBaHusl, a y 19% nporekaet 6eccMMNTOMHO. HeT o6IenprHSITBIX CTAHAAPTOB 110 CKPUHUHTY,

JIMAarHOCTUKE U Teparuu rmopaxkeHust aoptel pu PTTX.

MpI nIpencTaBisieM KIMHUYECKOe HabmoneHue maureHTKy ¢ PITX, mopaxkeHneM aopThl U pa3BUTHEM aHEBPU3MBI,
KOTOPO TTOCJIEA0BATEIBHO MPOBEAEHA Teparusl HUKIOGhochaMUIOM U PUTYKCMMAOOM, 4TO MTO3BOJIIIO JOCTUYD
KOHTPOJISI HaJl aKTUBHOCTBIO 3a00J1€BaHMSI I CHUZUTD 103y TIIIOKOKOPTHUKOMIOB.

KioueBbie c10Ba: peLMINBUPYIOIINIA TOJIUXOHIPUT, TIOPaKeHNE A0PThI, A0PTHUT, AaHEBPU3Ma A0OPTHI.

Jlns murupoBanms: qu6pos A, Pemetnsk TM, lemunosa HB, AnekceeBa AB, biank JIM. [MopaxkeHue aopThl

y MAUEHTKHU ¢ PEUUAMBUPYIOIINM MOJUXOHApUTOM. KinHnueckoe Habmonenue. Hayuno-npakmuueckas peemamo-

noeua. 2026;64(2):202—207.

AORTIC INVOLVEMENT IN A PATIENT WITH RELAPSING POLYCHONDRITIS.
CLINICAL OBSERVATION

Danil A. Dibrov', Tatiana M. Reshetnyak'?, Natalia V. Demidova', Anna V. Alekseeva', Leonid M. Blank'

Relapsing polychondritis (RP) is a systemic autoimmune disease characterized by inflammation and destruction

of cartilage in various organs. Aortic involvement in RP is relatively rare, occurring in 6.7—9.7% of cases, and is asso-
ciated with a high risk of mortality (27.3—41.3%) and surgical interventions (65%). Typically, cardiac and aortic
involvement in patients with RP is identified approximately five years after the onset of the first symptoms, with 19%
of cases being asymptomatic. There are currently no universally accepted standards for screening, diagnosis, and treat-

ment of aortic involvement in RP.

‘We present a clinical case of a patient with RP, aortic involvement, and the development of an aneurysm, who under-
went sequential therapy with cyclophosphamide and rituximab. This treatment approach allowed for the control

of disease activity and a reduction in glucocorticoid dosage.

Key words: relapsing polychondritis, aortic involvement, aortitis, aortic aneurysm
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PeunguBupyrowmnin noNUXoOHAPUT
M nopaxeHue aopTbl

Peuunusupytowmmii monuxouapur (PITX) —
5TO CHUCTEMHOE ayTOMMMYHHOe 3abosieBaHUe,
KOTOpPOE COMPOBOXAAETCS] BOCMAJIEHUEM U pa3-
pYLIeHUEeM Xpsillel pa3HbIX opraHoB. Yare Bce-
IO y MalMeHTOB C MOJUXOHIPUTOM BCTPEUYAETCS
ropaxeHue xpsiieBoit Tkanu yuiei (90—95%),
Hoca (53%), tpaxen u 6ponxoB (50%), a Takxe
cycraBoB (50—85%) [1—3]. IHTeHCUBHOE CTOVi-
KO€ BOCTIAJIEHUE XPSIIIIa MOXET MPUBECTH K (hop-
MUPOBAHUIO HEOOPATUMBIX NehopMalvil yiieit
10 TUITY «I[BETHOM KaIyCThl», CEUTOBUIHOM Jie-
dbopmamu Hoca, Tpaxeo- M OPOHXOMAJISIINM,
MOJCKJIAIOYHOMY CTeHO3Y roptanu. OgHako Mo-
I'YT BOBJIEKATbCSI U TaKWe OoraTble MpOTeorInKa-
HaMU CTPYKTYphI, Kak miasa (50%), koxa (30%),
cocynsl (5—25%), cepnue (7,1%) n BHyTpeHHee
yxo [1, 3-8].

Mano u3BecTHO O MPUYMHAX BO3HUKHO-
BEHMSI M TaTojornyeckux mexaHumsmax PIIX.
PITX MoXeT nmposiBUTbCS KaK MepBUYHbII MaTo-

JIOTUYECKUIA TIPOIIECC U B ACCOLMALIMN C IPYTUMU
MMMYHOBOCHAJIUTEbHBIMUA, OHKOJIOTMYECKUMU
U TeMaToJornyecKuMu 3aboneBaHusIMU. EcTb
IaHHbIE 00 OmpeneIeHHONW HacIeACTBEHHOM
MPePacIoIOXKeHHOCTH: YCTAHOBJIEHA accollya-
uust PITX ¢ amtenem HLA-DR4 B Hemelkoii mo-
nyasiuun [9, 10] u camtensmu HLA-DRB1#¥16:02,
HLA-DQB1*05:02, HLA-B*67:01 B smoHCKOIA
nonyasuuu [11]. K otnenbHOMyY BapuaHTy 3a00-
JIEBaHUSI MOXKHO OTHECTU TOJMXOHAPUT B paM-
kax VEXAS-cunapoma (V — Bakyosnu, E — you-
KBUTHUH-aKTUBMpYlomuii 6emok El, X — cBs3b
¢ X-XxpoMocomoit, A — ayroBocrnajeHue, S —
comathyeckas MyTalus), acCOUMMPOBAHHOTO
C MyTallMSIMU B TeHE YOMKBUTUH-aKTUBUPYIOIIIE-
ro 6enka E1 (UBAI) [12, 13].

I'ucromornyeckmii cybeTpaT BOCTIATMTEb-
Horo mpoiiecca npu PIIX B akTuBHOU cTanuu
MpeacTaBieH MH(UIBTPATOM U3 HEUTPO(PUIOB
¥ MOHOHYKJICAPHBIX KJIETOK. MeXIy HUMU pac-
nosaraforcst CD4* T-xiretku, CD68*-MOHOLIATHI
u makpodaru. [Ipy BO3IENWCTBUM TPUTTEPHOTO
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dakropa BocnanuTeIbHbIe KIETKU MHOUIBTPUPYIOT HAIXPSIIII-
HUILY, BEIPaOaTHIBAIOT MPOBOCIIATTUTEIbHBIE MEANATOPHI U (hep-
MEHTBI, YTO TIPUBOIUT K MHTEHCU(UKAIIMU TIpoliecca W Je-
CTPYKLIMU XPSLIEBOW TKaHU C TIOCJENYIOLIEH 3aMEHON ee
¢bubpo3Hoii. JlaHHas rumoTe3a MONTBEPXKIACTCS HCCIENOo-
BaHUSIMU, TIPOAEMOHCTPUPOBABIIMMU OBICTPOE MepPeKIIoUe-
HUE MOHOHYKJIEAPHBIX KJIETOK C aHTU- Ha TPOBOCHIAIUTEILHOE
COCTOSIHME W3-3a OUCPETYJISIUU LUTOKUHOB U TIOBBIIIEH-
Hble 3HAYEHUST MAaTPUKCHOM METaJIONPOTEMHA3bl 3 B CHIBO-
poTke kpoBu y manueHtoB ¢ PIIX [14]. BaxHo ymomsiHyTb,
yTo y O0sibHbIX PITX BBISBISIOTCS ayToaHTUTENa K pas3jiny-
HBIM KOMIIOHEHTaM XPSIILEBOM TKaHW: KosutareHy (21%), ma-
Tpwuiuny 1 (13%), onuromepHomy npoteuny xpsima (COMP,
cartilage oligomeric protein; 14%), a Takxe aHTHUHYKJIeapHbIe
antutena (27%) v aHTUHEWTPOMWIbHBIC UTOTLIa3MaTUYe-
ckue antutesa (AHILIA; 24%) [15]. OnHako BbICOKMIT YPOBEHb
AHTUHYKJIEAPHBIX aHTUTET OOBIYHO BCTpEYaeTcs MpU coueTa-
Huu PIIX ¢ npyrumu ayTouMMyHHbIMU 3a0ojieBaHusIMU. Ta-
KUM oOpa3oM, onpenejeHHbI Bkjaa B natoreHe3 PITX BHO-
CUT, TIO-BUAMMOMY, aKTUBaLMs B-KkieTok.

3aboneBaHue CUMTAETCS PEOKUM U, TIO TAHHBIM yYEHBIX
n3 CIIA, Benukobpuranuu u BeHrpuu, ero pacrpocTpaHeH-
HOCTb BapbupyeT oT 4,5 mo 9 ciydaeB Ha | MJIH HaceJeHUs
B roj1, a 3a0ojeBaeMocTb — oT 0,7 o 3,5 ciyyaeB Ha 1 MITH Ye-
JoBeKO-J1eT [16—19]. OCHOBHBIMM MPUYMHAMH JICTATBHBIX UC-
xonoB 1nipu PITX sBisiioTcst mopaxkeHue abIXaTeJIbHbIX MYyTEH,
KapauoBacKy/IsipHble M MHGpEKLMOHHbIE OciaoXHeHus [17].
IMopaxenne aoprtel mpu PITX Bctpewaercst He yacto (6,7—
9,7%), CONPSIKEHO C BBICOKMM PUCKOM JIETaJIbHBIX MCXOIOB
(27,3—41,3%) v omnepaTMBHBIX BMEIIATEIbCTB (65%) 1O TTOBO-
Ny TaTOJIOTUW KJIallaHOB, aHEBPW3M MJIM KOPOHAPHOI Helo-
cratrouHoctu [20, 21]. IMopaxeHue cepala M KPyMmHBIX COCY-
noB y 60sibHBIX PITX B cpenHeM BbISIBIISIETCST Uyepes S JIeT nmociie
MePBLIX CUMIITOMOB 3a0oieBaHus, a y 19% nporekaet 6eccuM-
MTOMHO [6, 21]. B 0CHOBHOM BOBJIEKaeTCs IPYIHO# OTIEI a0p-
ThI (67,5%), pexxe — GpronHoii (20%) [21].

H3BecTtHO 0 couetanum PITX ¢ 6onesHbio bexuera, Koto-
poe Hocut HazBaHue MAGIC-cunapom (Mouth And Genital
ulcers with Inflamed Cartilage syndrome) u mposiBiisieTcst CuM-
TITOMOKOMIUIEKCOM U3 SI3BOYEK B POTOBOIA MOJIOCTU U Ha MOJIO-
BBIX OpTraHax B KOMOMHAIIMY C BOCTIAJICHUEM XPSIIIIEBON TKaHMU.
ITpu MAGIC-cunapome vaiie, 4eM IIpU KJIaCCMUECKOM BapH-
anTe PITX, BoisiBisieTcst aopTuT (B 23% 1 1% citydaeB cOOTBET-
CTBEHHO) [22].

MpI nipencrapisieM KJIMHUYECKOe HaOMoAeHWe MalueHT-
ku ¢ PITX, mopaxkeHueM aopThl U pa3BUTUEM aHEBPU3MbI, KO-
TOPOI NOCJIeI0BATEILHO MPOBEIeHa Tepanus HukKiodochamu-
JIOM U PUTYKCUMaOOM.

KnuHnyeckoe Habnrogeuue

[llayuenmka X., 42 rona (1981 r. p.), B aBrycre 2023 r.
obuta HamnpasieHa B ®T'BHY HUUMP um. B.A. HacoHnoBoii
1O pe3yabTaTaM KOHCYJIbTAlMU KapAMOXUPYpra sl YTOUHe-
HUST IUATHO3a CUCTEMHOTO ayTOMMMYHHOTO PEBMATHUYECKOTO
3a00J1eBaHMSI.

W3 anamHe3a uzBectHo, uto B 2011 1. (30 j1eT) nmocie poao-
paszpelieHust OTMeTHI1a 00J1b M TOKPACHEHHE B I1a3aX, 10 MOBOLY
4yero Obuta KOHCYJIbTUPOBaHA O TATbMOIIOTOM, 1 ObUT YCTAaHOB-
JieH auarHo3 upupouukiauta. [IpoBomuiach noKanbHasi Tepa-
must TmokokopTukonaamu (I'K). B ¢Bs3u ¢ HemocTaTOYHBIM
3 deKToM TepaneBTOM WHUIIMUPOBAHA TEPaIvsl MPEeTHU30JI0-
HoM B o3¢ 10 mr/cyt. [TposiBiieHrsT UPUIOIUKINTA YMEHBIIIH-
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JIVCh, HO HE TIPOIILTH TIOJTHOCTHIO M TIEPUOANYECKI YCUITMBATHICH
110 2013 r. B 2013 r. BOBHUK XOHIPUT YIIIHBIX PAKOBUH.

INanuenTKka Tmpomorkaga HaOMOIAThCS Yy TepareB-
Ta U ToJydaTh HM3Kue m03bl ['K; COXpaHSICS XOHAPWUT YII-
HbIX paKOBUH, upuaouukiaut. B 2018 r. B cBs3u ¢ nmporpeccu-
pPOBaHUEM XOHIpUTA HOca chOpMUPOBAIACH €0 CeNJIOBUAHAS
nedopmarusg. B 2019 r. mosiBunach 60Jib 3a TPyIMHOM, y Ma-
LIMEHTKU OblJIa MCKJIIOYeHa OCTpasi KOpPOHapHasl ITaTOJIOTHUS
U IO TaHHBIM KoMmIibloTepHoi ToMorpaduu (KT) ¢ anruorpa-
¢ueii BbIsSIBIIEHa aHEBPU3Ma aOPTHI.

Jlanee mnanueHTKa HaOJogazach ¢ <«pabouyuM» -
arHo30M HEYTOYHEHHOTO pPEeBMAaTUYECKOTO 3a00JIeBaHUS;
¢ nekabps 2020 r. mo3a TpeaHU30J0HA Oblla IMOBBIILIEHA
¢ 10 mo 60 Mr/cyT. B CBSI3U C HAJIMYMEM OT€YHOCTH YIITHBIX pa-
KOBUMH, CEUIOBUIHOM AedopMmalueil Hoca, HaJIMYMEM aHEB-
PUM3MBI AOPTHI U TMOBBIIICHUEM OCTPO(a30BBIX MOKa3aTeaei
(ckopoctu ocenanusi aputpouutoB (COD), ypoBHs C-peak-
tuBHoro oenka (CPB), ¢pubpuHoreHa — co cja0B MalUEHTKH).
B teuenue 7 mecsaues (c mekadbpst 2020 r. mo utonap 2021 r.)
Ha ¢oHe Tepanmuu BbicOKMMHU no3amu ['K orcyrcrBoBano
yIy4IIeHUEe COCTOSTHUSI M OTMEYaJIOCh Pa3BUTHE METUKAMEH-
To3HOro cuHapoma MieHko — KymmHra, mosiBieHre CyXoro
Kalulsi M OABIIIKUA TPU YMEPEeHHOU (U3MUEeCKOoii Harpyske.
B 2022 r. npoBoaMJIOCH TTOCTEIIEHHOE CHIDKEHWE O3Bl TIPEI-
HU30JIOHA JI0 TTOJTHOW OTMEHBI, TTOCJIC YeTO MallueHTKa OTMEe-
TWJIA YCUJICHUE KAl M OABIIIKY (IHEBHMK IO CXeMe CHH-
JKEHUsI He BeJICS; Havyalo CHUKEHUs 103kl ¢ (pepast 2022 r.,
IMOJIHAsl OTMEHa IMpernapaTa B Hostope 2022 T.)

[To nmannbiMm KT-anruorpaguu rpyaHoro otmena aop-
Thl B AuHamuke OT 2022 T. BbISIBJ€HBI MPU3HAKU yBeIUYe-
HUSI aHEeBPU3MATUYECKOTO PACIIMPEHUsT BOCXOSILIErO OTaea
U JIyTU TPYAHOI aOPThI C LIUPKYJISIPHBIM YTOJIIEHUEM CTEHOK
(puc. 1), KpUTHUYECKUIA CTEHO3 YCThsl OpaxmMOLEPBUKATIHLHOTO
CTBOJIA U JIEBOU MONKITIOYNIHOM apTepur, OKKITIO3Us YCThsI Jie-
BOI1 00111ei1 COHHOM apTepuu U ThuaporiepuKkap. JLornoaHuTe b-
HO BU3yaJIU3UPOBAIUCH N1 HY3HOE YTOIIIEHNE CTEHOK TPaxeu
1 OPOHXOB C CY;KeHHeM TpocBeTa (puc. 2, 3), y4acTKU U3MEHe-
HUS TTHEBMATHU3allUX JIESTOYHOM TKAaHW C YeTKUMH KOHTypamu
(puc. 4). KoncynpsrupoBana Kapauoxupyprom @I'bBY «<HMUILL
CCX um. A.H. bakyneBa» B utosie 2023 r.: 66110 peKOMEHIOBa-
HO OIlepaTUBHOE JICUCHHUE TI0 TIOBOLY aHEBPU3MBI aOpThI, OMI-
HaKO M3-3a BBICOKMX 3HAUEHWII OCTpo(ha30oBbIX MOKazaTeseit
(CPB — 81 mr/m; COD — 64 MM/4), 9TO CBUAETEIHCTBOBAJIO
0 BBICOKOI aKTUBHOCTU OCHOBHOTO 3a00JIeBaHUsI, TPOBEICHNE
orepayy ObIJI0 HEBO3MOXHO, B CBSI3U C YeM PEKOMEHIOBaHA
KOHCYJIBTAIIUST peBMATOJIOTa JIJIsl YTOUHEHUST TUarHo3a v IMoji-
Oopa Tepanuu.

Ha momentr ocmorpa 12.08.2023 B ®T'BHY HUUP
uM. B.A. HacoHOBOI1 y marimeHTKY HaOII0aTuCh XOHAPUT Y-
HBIX PAaKOBUH C pa3BUTHEM NehOopMally MO TUITY «IIBETHOM
KaIyCThl», CeUTOBUIHAs nedopMaliis Hoca, MopaxkeHue Iia3
(puc. 5). Ilpu KMMHUYECKOM OOCIeT0BaHUU ayCKYyJIbTaTUBHO
B JIETKUX JKECTKOE ObIXaHue. ApTepralbHOE MaBJICHNUE Ha Tpa-
Boit pyke 80/40 MM pT. cT., Ha JieBoit pyke — 80/50 MM pT. CT.

ITpu nocrymaeHuu B otaesneHue B aprycte 2023 r. y na-
LIMEHTKN OTMeYeH JeiikoruTo3 9,4 X 10°/1, TpomMOOLUTO3
564 x 10°/1, MUKpoLMTapHasi aHEMUsI JIETKOW CTEIeHU (dpu-
TpouuThl 4,45 X 10'2/1, remorsiobun 96 r/1), yseanueHue COD
mo 120 MM/u mo BecreprpeHy u moBbienne yposHs CPB
no 137 r/a. Ilpu uccaenoBaHWM aHTMHYKJIEAPHBIX aHTUTEN
¢ ucnojb3oBaHueM kietouHoi suHu HEp2 u AHLIA mero-
JIOM HETPSIMOI peaklMi UMMYHOMIYOpeCIeHIINN pe3yIbTa-
ThI OBUTM OTPULIATELHEI.
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Puc. 1. AHeBpu3MaTN4ecKoe paciunpeHne
BOCXOAALLEro 0T4e/1a U Jyrv rpyaHou aopTbl
([aHHble KOMIbIOTEPHO-TOMOI PAOUYECKON
aruorpagum)

ITo naHHBIM 3X0Kapauorpaduu Ha-
0JII0MaJI0Ch YIUIOTHEHME M YTOJIIEHUE
CTEHOK a0pThl, PACLIMPEHIE BOCXOIIIIE-
ro oTAeja W AyTHM aOpThl, KOHLEHTPUYE-
CKO€ PEMOJIETMPOBAHIE JIEBOTO XEIYI04-
Ka U TUIepTpoPuUs MEXKETydI0YKOBOM
reperopoaku. CTpyKTypHBIX U3MEHEHUI
CO CTOPOHBI KJIaTIaHOB ceplla He OOHa-
pyxeHo. [1o maHHbIM crimporpacdum BbI-
SIBJIEHAa OOCTPYKIIUST TSKEIOM CTeTieH!
MPU COXPAHHBIX 3HAYCHMSIX TUDbhY3M-
OHHOM CMOCOOHOCTHU JIeTKUX ((hopcupo-
BaHHAsl XM3HEHHAsl €MKOCTb JIETKUX —
92,9%; 06beM (HOPCUPOBAHHOIO BBIIOXA
(ODB) 3a 1 mun — 28,7%; ODB 1% —
32%; nuddy3roHHasi CIOCOOHOCTD Jer-
KUX 110 MOHOOKcuay yriaepona — 80,7%).
Takke nmarmeHTKa ObljIa KOHCYJIBTUPOBA-
Ha O(dTaJIbMOIOrOM, KOTODBIN JIMAarHO-
CTUPOBAJ SIUCKICPUT.

204
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PHc. 2. AHEBPU3MATNYECKOE PACLLINPEHNE a0PTbI C UMPKYNISPHBIM YTOMLLEHUEM 66 CTEHKU, YTOJI-
LLeHNE CTEHOK TPaxeu (aHHbIE KOMIbIOTEPHO-TOMOrPAGhU4ECcKO aHrnorpaghum)

Pue. 3. 06CTpyKUMA CPEAHELO0NEBOrO 6POHXA Puc. 4. Hapyienne nHesmatnsaymm
13-3a YTONLUEHNS CTEHOK ([aHHbIE KOMIbIOTEPHON BCNEACTBUE OPOHX000CTPYKUMN ([aH-
TomMorpaghnm) Hble KOMIbHOTEPHOM TOMOrpagum)

i s el
Pue. 5. KnuHudeckne npossneHus peunansupyroLero noanxoHapnUTa: a — XOHAPUT NPaBoi YILHOA PaKOBUHBI; 6 — XOHAPUT JI8BO YLLIHON paKo-
BUHbI C [16CHOPMALIMEIT 110 TUTY «LiBETHOI KamycTbl»; B — CEAN0BUAHAS AEGHOPMALNS HOCA, T — SMUCKIEPUT NPABOro 171a3a

HayyHo-npakTtuyeckas pesmaronorns. 2026;64(2):202-207



YcranosieH nuarHos: M94.1 PeuuauBupyrouiuii mo-
JIMXOHIIPUT: XOHIPUT YIIHBIX PAKOBUH, XOHAPUT HOcCa, IMO-
paxeHue m1a3 (SMUCKIEPUT), MOpaXeHue Xpsileil pecrnupa-
TOPHOTO TpakKTa (XOHIPUT Tpaxew, OPOHXOB), MEPUKAPIUT,
nopaxeHue cocynoB (aopTut). OCIOXKHEHUS: aHeBpHU3Ma BOC-
XOMSIIEro OTAe]a W AYTW aopThl, AeopMalivsl YITHBIX paKo-
BMH, CeUTOBUIHAs nedopMarius Hoca, JMCTPOMUST POTOBUIIBI
npaBoro Tiaza. MHUIMMpoBaHa Teparusl METWIIPETHU30JI0-
HoM 500 Mr Ne 3 ¢ BBenenueM tukiaodochamuaa (LID) 600 mr
Ne 1 BHYTpUBEHHO; uepe3 5 mHeil TOBTOPHO BBENEHUE METUII-
npeaHu3onona 500 mr Ne 1 u LI® 600 mr Ne 1 BHYTpUBEHHO.
Hanee mpomopkeHa tepamust 11D 600 Mr BHYTPUBEHHO Ka-
KIble 2 HeAeNd B TeUeHUEe 3 MecsSleB M METUIPEeIHU3010-
HoMm 24 mr/cyT. Ha done teparmmu LI®D u 'K (cymmapHas mosa
1D — 4800 Mr) B TeueHUE 3 MeCSLIEB OTMEYAJICS MOJTOXKNUTEb-
HBIN 5P (EKT ¢ KymMpoBaHUEM XOHIPUTA, YMEHBIIEHUEM Kalll-
JIsl U ONIBILIKU, CHUKeHUeM ypoBHsl CPb o 12 r/x.

[Tocne crabunuzauuu 1a00paTOPHBIX OCTPO(A30BbIX TO-
Kazaresieil, yMeHbIIIeHUsI TPU3HAKOB BOCHAJICHUs Xpsllieil Hoca
u ymeit st cHkennst 1o3el ['K B mexabpe 2023 1. 6bU1a UHU-
HuupoBaHa tepanus purykcumaoom 1000 mr (mpeMeaukauust —
METWITIPEIHU30JI0H 250 MT) BHYTPUBEHHO M Ha3HAYeH METO-
Tpekcar 15 mr/Hen. monkoxHo. [octeneHHo ¢ gekadps 2023 .
no utoHb 2024 r. yaanoch CHU3UTH 103y METWINPEAHU30JI0HA
1o 10 mr/cyt. Yepes 6 mecsiieB ObUT IOBTOPHO BBEICH PUTYK-
cumab B no3e 1000 mr (mpemenukanus — METUINIPEAHU30IOH
250 mr) BHyTpuBeHHO. Ha (hoHe Tepanuu coxpaHsieTcsl HU3KUI
ypoBenb CPB (9,7 1/11), XOHIPUT HEe pelIMIUBUPYET, OTMEYAeTCs
YMEHbIIIEHUE KAl U OBIIIKH.

[Tpu KT opraHoB rpynHoil KJI€TKM OTMEYEHO YMEHbIIIe-
HHe TOJIIMHBI Tpaxen U OpoHxoB (puc. 6). ITauueHTKa Gblaa
TIOBTOPHO KOHCYJIETUPOBAaHA KapIUOXUPYpProM, OTMajia He-
00XOIMMOCTb OTIEPATMBHOIO BMeEIIaTeIbCTBA HA JaHHBIN MO-
MEHT, PeKOMEHIOBaHO HAOJIIOIEHNE B IMHAMUKE U TIPOIOJIKE-
HUE Teparuu Mo OCHOBHOMY 3a00JIeBaHUIO.

O6cyxpeHue

Ha npumepe maHHOI MallMEHTKU TMPENCTaBICHO TsXKe-
soe teyeHue PIIX ¢ gebioToM B Buae nopaxkeHus Ija3 u Io-
cJieloBaTeJIbHbIM BOBJIEUEHUEM XPSIIEH yIllel, Hoca, pecrimpa-
TOPHOTO TPAKTa, TOPasKEHUEM aOPThI C PA3BUTHEM aHEBPU3MBI.
MHTepecHOlT 0COOEHHOCTBIO SIBJIIETCS TOT (DaKT, UTO y Malu-
€HTKM OTMEUYEHO BOCITaJIeHHE aOpThl, OpaxMolepBUKAIBHOTO
CTBOJIa, COHHOW U TMOIKJIIOUYMYHOI apTepuu MpU OTCYTCTBUU

-
5.6 MM

o'\

BOBJICUCHUST KJIallaHOB cepua. JJaHHbIN MaTTepH UMeeT CXOJI-
ctBo ¢ Ila Tumom aprepumnta Takasicy u TpeOyeT nuddepeH-
nraapHoro amarHo3a. CoImyTCTByIOIIasi aopTajbHas HeIo-
CTaTOYHOCTh C TMOpa)kKeHWEM KOPOHAPHBIX apTepuil B YCThE
SBIIIETCS penkuM ocioxHeHueMm PITX, TpeOymoommm MHOro-
MPOoMMIHLHOTO MOIX0a K JICUCHUIO.

CepedHO-COCYIUCThIE NPOSIBIEHNS OTMeYaInch y 11—56%
STHX MAIMEHTOB U BKITIOYAIN BACKYJIUT KaK KPYITHBIX, TaK Y CPe/I-
HUX apTePUil, AOPTAJIbHYIO PETYPIUTALIMIO U TIepUKapauT [23].

XOTsl aopTalbHass HEMOCTATOYHOCThL SIBJISIETCST Hambo-
Jiee pacIpoOCTPaHEHHBIM CEPIACYHO-COCYTUCTHIM OCIOXKHEHUEM,
HabmonaeMbIM Y 4—9% 3THX TIAIIMeHTOB, COYETAHUE a0PTAJb-
HBIII HEMOCTaTOYHOCTH, BBI3BAHHOI AOPTUTOM, C TOpaXKeHU-
€M KOPOHApHBIX apTePUil B YCTbE BCTpEUYAeTCsl MCKIIOYUTENb-
HO pelIKO: paHee OBUTO 3aperMCTPUPOBAHO JIUIIB 7 cirydacB [24].

Jna nauyentoB ¢ PITX HeT ctaHgapToB IO IMArHOCTH-
K€ BOBJICUCHUST aOPTHI, U JaHHbBIC SKCTPATIOJUPYIOTCS U3 OITbI-
Ta UCCJEIOBaHMIA MO BACKYJIUTaM KPYITHBIX cocynoB. Mcmoib-
3oBanne KT-anrnorpaduu y Hamieil marueHTKU MTO3BOJIUIO
MOATBEPAUTH TopaxkeHue aopthl npu PITX. DTo cormacyercst
¢ pe3yJbTaTaMi HeKOTopbix aBTopoB [20, 21]. B kauecTBe ajib-
TEPHATUBHBIX METOIOB MUCCIICIOBAHYSI /IS BBISIBJICHMST a0PTUTA
OIMCaHO IPUMEHEeHNEe MaTHUTHO-PE30HAHCHOI aHTHorpadumn
U TIO3UTPOHHO-3MUCCUOHHO# Tomorpacdum ¢ KT [21].

B 1iesioM HEOOXOMUMOCTh U 0O0BEM CKPUHUHIA MallMeH-
ToB ¢ PITX 110 moBomy MopaxkeHus ceparna ¥ KPYITHBIX COCYIOB
SIBJISIETCSl IMCKYCCUOHHBIM BOITPOCOM M3-3a PENKOCTH JaHHO-
ro coctosiHug. B pamkax nepsuyHoro oocienosanus npu PITX
00b1uHO nipoBoauTcss KT opraHoB rpyaHoO# KJIETKU, TTPU KOTO-
poil MOTYT OBITH OOHAPYKEHBI AHOMAJIMM CTPYKTYPBI COCYIIOB,
YTO MOCTYKUT IMTOBOAOM JIJIsI TOTIOJTHUTEIBHOTO 00CIeIOBaHUSI.
OrnpenesieHHbBII BKJIal MOTYT BHECTH TaKKe 9XOKapauorpadus
1 IIBETOBOE MYTIJIEKCHOE CKaHUPOBaHMeE OpaxuoledaabHbIX ap-
TepHii, KOTOPbIe He HECYT JIyIeBOU HATPY3KU U SBIISTIOTCS Me-
Hee JOPOTOCTOSIIIUMHU MHCTPYMEHTAJTbHBIMU METOIAMU, XOTS
HX Pe3yJbTaT BO MHOTOM 3aBUCHUT OT KBaJu(UKaLUM CIIelra-
JINCTA, KOTOPBII IIPOBOAUT UCCIICAOBAHNUE.

VYposenb cmeptHocTy Tipu PITX ¢ mopaxkeHueM ceprueu-
HO-COCY/IMCTON CUCTEMbI focTuraet 52,6% [25]; 310 OTKIOHE-
HUe OT 001Iero NporHo3a BeikuBaemocTu nipu PITX, koropast
cocraisieT 91% B reuenue 10 et [26]. MHOIMM M3 3THX MalM-
eHToB ¢ PITX TpebyeTcst xupypruueckoe BMeIIaTeIbCTBO B CBSI-
31 C CEepICYHBIMM TIPOSIBJICHUSIMU, OTHAKO €T0 Pe3yJbTaThl
B 3TOI KOTOpTE OBLIN HEYIOBIETBOPUTEIbHBIMU. [Tocieonepa-
LIMOHHBIE OCJIOKHEHMUsI TIPU 3aMeHe KilarmaHa M KOPHsI aOpThl

¢

- 2.4 MM

PHE. B. YMeHbLLUEHIE TOMILMHBI CTEHKY TDAXeu 10CIIe NPOBEAEHHON TePannu (AUHAMMKA 110 JaHHbIM KOMIbIOTEPHOI TOMOrpachum Yepes 12 mMecsiies)
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BKJTIOUAIOT MapaBEHTUIISIIIMOHHYIO HETEPMETUYHOCTh M PACXO-
KJIEHUE MPOTE30B, CBSI3aHHbBIE C PHIXJIOCThIO TKAHEN B PE3YJib-
TaTe BOCHAJUTENBHOrO Mpolecca. Yactora Takux U3MEHEHUI
cocTtaBJsieT 10 24% [23].

W3-3a HenoctaTouyHOro o6beMa HAKOILIEHHBIX JAHHBIX
B HacTosIlIee BPeMsl HET YETKOTo MpeaCTaBICHUsI 00 aliropuT-
Me Tepanuu nauueHToB ¢ PITX u BoBieyeHuem aopthl. [lo pe-
3ybTaTaM aHAIN3a MaJbIX KOTOPT W OTAEbHBIX KIMHUYECKUX
CJTyJaeB M3BECTHO O MEHBIIIEH JIETATHHOCTH CPEIV TAleHTOB,
KOTOpbIM npoBoaiack Teparust LD (1,5% ripotus 24% 6e3 1L1D;
p=0,04) [21]. B oTmesbHBIX Cilydyasix ¢ MEPEMEHHBIM YCIIEXOM
TIPUMEHSTTNCH TeHHO-UHXEHEepHBIEe OMOJIOTMYEeCKIe TIPerapaThl:
MHTUOUTOpPHI (haKTopa HEKpo3a OIyxoyid o (amainumymad, roiau-
MyMab, MHGIMKCKMMa0), MHruouTopsl uHTepselikuHa (MJT) 1
(aHakuHpa), naruoutopsl MJI1-6 (Tormmmsymad) u aHT-B-kite-
TOYHast Tepanus putykcumaooM [21]. OmHako nmoka HeIoCTaTou-
HO MHGOPMaLMU [UISI TOTO, YTOOBI Ae1aTh BBIBOIbI O IPEUMYIIE-
CTBaX KOHKPETHBIX MTPENapaToB Mepe OCTATbHBIMU.

B npeacraBieHHOM KJIMHUYECKOM HAOJIONEHUU C yye-
TOM HEOCTATOYHOTO 3heKTa OT TPUMEHEHHUST paHee BEICOKUX
no3 'K 6bu10 ipuHATO penieHue 00 MHAYKIMOHHON Tepanuu
H® u 'K, 9To mpuBeno K MOJOXUTEITHBHOMY KIMHUIECKOMY
3¢ deKTy U CHUXEHUIO TokaszaTeseil BocnaneHus. st mom-
NepkaHUsI TOCTUTHYTOTO 3 dekTa marmeHTKe Ha3HaYeH MeTO-
TpeKcaT YU MHMIIMMPOBAaHA Tepamnus PUTYKCUMaOOM, KOTOPBI
BBomwicst 1 pa3 B 6 mecsueB. [locienoBareibHOe TTpoOBee-
HME Tepanuy UMMYHOCYNPecCaHTaMU MO3BOJIWIIO CTaOUIN3HU-
poBaThb COCTOSIHUE, KYMUPOBATb XOHAPUT U CHU3UTD 103y ['K.
ITpu 3TOM NEpPeHOCUMOCTD Obljla YAOBJIETBOPUTEIbHOM, Y Ta-
LIMEHTKY He HabJII0AaI0Ch HeXeIaTeIbHbIX PeaKIvi.

3akntoyenune

Ha ocHoBaHuM NPEACTaBJICHHOIO KIIMHUYECKOIo Hao0J0-
JCHWA WU JaAHHBIX JIUTEPATYPbl MOXKHO CICJIaTb BbIBOI O TOM,
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