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Annomayus. MUKPOCKOTIMYECKUN TIOJIMAHTUUT TIPEJCTABIsACT COOON HEKPOTH3UPYIOIIUMA
BaCKyJUT, MPH KOTOPOM OTMEYAeTCs CUCTEMHOE MOpaXeHHWE KamWUISIPOB, BEHYJI M apTEpHOI.
CpenHuii BO3pacT MalyMeHTOB Ha MOMEHT Bepudukauu coctapisieT 42 (51-65) ner. Y nanueHToB ¢
MHUKPOCKOITMYECKUM TOJMAHTMUTOM T[IOYTH BCErJa BBISABISIIOTCA AaHTUTENA K IUTOIUIA3ME
HeHUTpOo(UIOB. AHTUTENA K MUEJIONEPOKCUAAa3€ BCTPEUAIOTCS Yallle, YeM aHTUTeNa K MpoTerHasze-3.
bone3nr Hanbonee yacTo XxapakTepu3yeTcsl TaKUMHU MPU3HAKAMU KaK MOpaKeHHE MEJIKUX COCY/I0B
IIOYEK, JIETKMX, a TaK)Ke€ BBICOKOM 4YacTOTOM pa3BUTUSA TEPMUHAIBHOM CTAaJUU XPOHUYECKOU
00JIE3HU MMOYEK U CMEPTHOCTHIO. Y MAIMEHTOB OTMEUACTCS HU3KUI PUCK 0OOCTPEHUS U HEBBICOKAS
yacToTa apTepuaibHOW THUIEPTEH3UH, HECMOTps Ha I[o4YeyHoe TMopaxkeHue. B  crarbe
paccMarpuBaeTcsl KIMHUYECKHH CIEKTp MOpPaXEHHs OpPraHoB MpPU  MHKPOCKOIHYECKOM
MOJIMAHTUUTE U MPUBOIUTCS ONMUCAHUE KIMHUYECKOTO ciiyqasi y 39-1eTHel KEeHIIUHBI C SIBICHUSIMU
MOPaXXCHHUSI TIOYEK, JIETKUX U cep/ia Ha OHE COMyTCTBYIOMIEH OpOHXOIKTaTHIEeCKOH Oone3Hu. [Ipu
UMMYHO(EPMEHTHOM UCCIIEZIOBAHUN OOHAPYKEHBI BHICOKHE TUTPHI aHTUTEN K MHUEJIONEPOKCHIa3e.
VYV naumentku P., 39 netr, auarno3 MUKpocKonu4eckuil moiauaHruut ycraHosieH 31.08.2021 r.,
cmepTh Hactynwia 28.06.2024 r., npoao/KUTENBbHOCTh 3abosieBaHUs cocTaBwia 35 MecsleB
(147 nenens, 3 roaa).

Abstract. Microscopic polyangiitis is a necrotizing vasculitis characterized by systemic
involvement of capillaries, venules, and arterioles. The average age of patients at the time of
microscopic polyangiitis verification is 42 (51-65) years. Almost all patients with microscopic
polyangiitis have antineutrophil cytoplasmic antibodies. Antibodies to myeloperoxidase are more
common than antibodies to proteinase-3. The disease is most commonly characterized by
involvement of small vessels in the kidneys and lungs, as well as a high frequency of end-stage
chronic kidney disease and mortality. Patients with microscopic polyangiitis have a low risk of
exacerbation and a low frequency of arterial hypertension despite renal involvement. The article
discusses the clinical spectrum of organ involvement in microscopic polyangiitis and presents
a case description of a 39-year-old woman with renal, lung, and heart involvement against
the background of concomitant bronchiectatic disease. High titers of myeloperoxidase antibodies
were detected in the enzyme immunoassay. Patient R., 39 years old, was diagnosed with
microscopic polyangiitis on August 31, 2021, and died on June 28, 2024, with a disease duration of
35 months (147 weeks, 3 years).

Kniouesvie cnosa: MUKpOCKOIINYECKUM MTOTMAHTUUT, OPOHXOIKTaTH4YeCcKas 00JIe3Hb, MOUeuHas
HEIOCTaTOYHOCTb, T'eMOJIMANN3, CeplieuHas HeJOCTaTOYHOCTh, (pakius BbIOpOCcAa JIEBOTO
KeITyl0uKa.

Keywords: microscopic polyangiitis, bronchiectatic disease, renal failure, hemodialysis, heart
failure, left ventricular ejection fraction.

B crpykrype cucremubpix BackynuToB (CB) ocoboe mecTo 3aHMMaeT MHUKPOCKOMHYECKHI
noymmadruut (MITA), pacipocTpaHEeHHOCTh KOTOPOTO B OOIIEH MOMYJISAIUNA €KEroaHo pacTeT. Eie B
1926 r. uzBectHbI KiaMHUIUCT-HeDponor E. M. TapeeB B CBOMX Tpyaax JIETaJbHO H3JIOKHUI
MaTOreHeTUYECKUH U KIMHUYeckuid momumopgusm CB [1].

B nacrosimiee Bpems BcectopoHHee uzydenne npupoasl CB, Bkirouas MIIA, ocymectBisieTcs
B KJIMHHKE PeBMAaTojioruu, Hedpoaoruu u npodnaronsoruu uM. E. M. Tapeesa (nupextop — ujieH-
xoppecnionienT PAH, n-p men. nayk, npodeccop C. B. Momucee), HaydHO-HUCCIIEI0BATEIbCKOM
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WHCTUTYTEe peBMmatosiorun uMmeHu B.A. HaconoBoit (mupexTop — wieH-koppecnonaeHt PAH, a-p
MeA. Hayk, mnpodeccop A. M. Jluma), a TakkKe HayYHO-UCCIIEOBATEIbCKOM HWHCTUTYTE
pesmarosiorun C3I'MY umenu WM. U. MeunukoBa (nupekrop — akagemuk PAH, n-p men. nHayk,
npodeccop B. . Masypos).

Mamepuanvl u memooul

[TpoBenen nuteparypuslii mouck B 6azax manabix PUHL], MEDLINE/PubMed u Scopus no
kioueBbIM cioBaM: «AHIIA», «CucremHble BacKyauTb» U «MHKPOCKOIMYECKUN MOJIMAHTHUT»
U1 UAEHTU(UKALUK OPUTHMHAIBHBIX U OO30pHBIX CTared, B KOTOPBIX OOCYKIArOTCA KIMHHUKO-
IIaTOrCHETUYECKUE, JMATHOCTHYECKHE M  INPOTHOCTMYECKHE AaCIEKTBl MHUKPOCKOIIMYECKOIO
nomuanrunta (MIIA). Bo Bropoii dactu nuteparypHoro o030pa MPENCTaBICHO OIKMCAHUE
KiIuHu4eckoro ciydyas mnauueHta ¢ MIIA. Ilo nHakoreHHbIM JaHHbIM, npu MIIA wyacto
BCTpPEYACTCS JICTOYHBIN KaMWUIAPUT U HEKPOTHUECKUH TiioMepyinonedpur [2, 3-7].

B Hacrosmee Bpemsa MIIA nuarHocTHpyeTcss B HECKOJIIBKO pa3 4Yalle, 4eM Y3€IKOBBII
MOJIMAapTEpUUT U rpanyiemaro3 Berenepa. MIIA B OobUIMHCTBE CllydyaeB HAauMHAETCS OCTPO U
IIPOTEKAeT TsKeNee, 4eM JApyrue cucreMHble BacKynuThl [1]. Kak moka3pIBaroT HakoIJIEHHBIE
JaHHbIE, Y MYX4YMH M >KeHIIMH MIIA BO3HHKaeT ¢ OIMHAKOBOM 4YacTOTOM M JeOHOTHUpPYET, Kak
MpaBWwIoO, B CpeIHEM U TMOXuioM Bo3pacte [2, 3]. Panee cuurtanocs, uyro MIIA wame
JUArHOCTUPYETCS CPeau JULl My»KCKoro noisa. [Iprunna passutusa MIIA Bce elie He yCTaHOBIIEHaA,
1 yUY€HbIE CKIJIOHSIOTCS K MYJIBTU(AKTOPHOU PUPOJE BO3SHUKHOBEHMSI 3a00JI€BaHUS.

Kpome Ttoro, obcykaaercss poib reHeTHYEeCKHX (PAKTOpOB M MX KOMOMHAUMHU C (hakTOpamu
OKpY’Karolllel cpellbl B Pa3BUTUM BACKYJIMTOB, a TaKkKe HHQPEKIUH C Y4aCTUEM 30JIOTHCTOrO
cTapMIOKOKKa WK BUpyca renartuta [8]. OnpenencHublii Bkian B pazButue MITA BHOCAT Takke
TUIEPUYYyBCTBUTEIBHOCTh K PA3IMYHBIM AHTUI€HAM: S[bl, XUMHUKAThI, JIECKAPCTBEHHbIE NpENapaThl,
MUKpPOOPIraHHW3Mbl M DSHAOICHHbIE aHTUreHbl. Mmeerca cBuuerenscTtBo passutus MIIA y 17-
JIETHETO MOJIPOCTKA MOCJIe IEpeHECEHHOM KopoHaBUpyCHOM nHpekuuu [9].

Csenenuii o pacnpoctpaneHHoct MIIA B Keipreisckoit PecnyOnmuke HeT, XOTs cTpaHa
SBJIIETCS OJHUM U3 SKOJOTHYECKH OIMACHBIX PETMOHOB IUIAHETHI MO paguoakTHUBHOMY (oHy. Ha
CpaBHUTENbHO HeOodbwmod Ttepputopun  (199,9 ThIc. KM?) HaxomuTcss 49  ypaHOBBIX
XxBocTOXpaHuwaun] U 80 OTBaJIOB TOPHBIX IOPOX, B KOTOPBIX 3aXOpoHEHO okojao 70 MuH M?
BBICOKOTOKCHYHBIX PaJIMOAKTUBHBIX OTXOA0B, YTO COCTABIIAET MPUMEPHO 14 M Ha KaXa0ro XKUTENs
pecnyOnuku. B 30Hax reoxumuyeckux npoBuHIME Keipreizckoil PecnyOnuku npoxuBaeT OKOJIO
100 ThIC. YeNIOBEK, U Y 3TOM KAaTerOpUU HACEIEHMS PETUCTPUPYIOTCS BBIPAXKCHHBIE HApYLICHUs B
CUCTEME KJIETOYHOI'O ¥ TYMOPAJIbHOIO UIMMYHUTETA.

CornacHo mpoBeneHHBIM uccienoBanusMm, MIIA mnpencraBisier coOoit HEKPOTU3UPYIOIIUI
BacCKyJUT JIMOO C OTCYTCTBUEM, JTMOO C HE3HAYMTEIbHBIM KOJUYECTBOM MMMYHHBIX JIETIO3UTOB C
IIPEUMYLIECTBEHHBIM IIOPa)KEHUEM KalWLISPOB, BEHYJ, apTepuod, T.e. MEJIKUX cocynos [1,2-7]. B
psAe cilyd4aeB B IATOJOTMYECKUH IPOLECC MOTYT BOBJIEKAaTbCS apTEPUM MEJKOTO M CPEIHETO
kanuOpa. Xots cooduienne o MITA B 3apyOexHON JIUTEpaType BIEpPBbIE BCTpedaeTcs B Tpynax J.
Davson, J. Ball m R. Platt 8 1948 1. [11, 12], Tem He MeHee, JaHHOE 3a0oJieBaHHE, KaKk ocoOas
natoMopdosornueckas opma y3eJIKOBOTO MOJIMApTEepunTa, yrnomuHaercs B padore F. Wohlwill B
1923 r. [13].

B 1985 1, nocne aeranpHOro m3yuyenus 6onee 100 xknumHMYeckux ciayyaeB, MITA momyunn
HO30JIOTHYECKYIO CaMOCTOSITENILHOCTh B CTpyKType CB, a B koH1e 1980-x rofos Obljia ycTaHOBJIEHA
€ro CBSI3b C AHTUHEHUTPO(DUIBHBIMU UTOIUIa3MaTndeckuMu anturenamu (AHLIA).
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Anmunetimpogunvnvie yumonaasmamuyeckue anmumena (AHIIA) Obutn oTKpbITBI B 1982
ro/ly U MPEACTaBISIOT COOO0N ayTOAHTUTENA MPOTUB BHYTPUKIIETOYHBIX aHTHUTE€HOB HEHUTPO(DUIOB.
AHITA HampsiMmyro CBsI3aHBI C BaCKyJIMTaMH MEJIKUX COCYJOB M OOHapyKHBAIOTCS y TAIIMEHTOB C
MaJOMMMYHHBIMU BacKyJIMTaMH MEJKUX cocyaoB, xorsd B 10-20% ciydaeB MaJOMMMYHHBIX
IoMepyIoHehpUTOB UX 0O0Hapyx uTh He ymaercsa. C 1996 roma B KIMHUYECKHX J1abOpaTOpHsIX
BHEJIPEHbI CTaHJapThl Ja0OPATOPHOTO TECTUPOBAHUS, KOTOPhIE MO3BOJSIOT BBISIBIATH JBa THIIA
CBEUCHHMS TP HWHKyOalMud CHIBOPOTKHM C (UKCHPOBAHHBIMH B 3TaHOJe HeWTpoduiamu,
xapaktepuble ais omnpeneneHHsIx AHLIA. B pesynbrare Obud MACHTH(HUIMPOBAHBI JBa THIIA
AHTUHEUTPOPUIBHBIX MUTOIUIA3MATHYECKUX aHTUTEN: nurorutazmarudeckas AHIIA (m-AHIIA),
HarpaBJeHHasl IPOTUB MPOTEUHA3bI-3 HEUTPOPHIOB 1 MOHOIIMTOB, U NiepuHyKiIeapHas AHIIA (m-
AHIIA), HaripaBiieHHasi IPOTUB MUEIONEPOKCUIA3bI.

B xi1MHHKE HMMYHOJIOTUM HEOOXOIMMO HMCCIIE0BAaTh aHTHUTENA K mpoTenHase-3 (1-AHLIA) u
muenonepokcuaaze (m-AHIIA) meromom mMmyHodepmeHTHOTO aHanm3a. ClenyeT OTMETUTh, YTO
BoisiBiieHHne AHI[A B ChIBOpOTKE MOYTH BCETAa CBUICTENHCTBYET O HANUYMM BACKYIUTA MEJIKHX
cocynoB. B cinyuae muxpockonuueckoro nonuanruura (MIIA) n-AHIIA oOnapyxuBaercs B 40-
80% ciyuaeB. MccnenoBarenn 0OTMEUAIOT, UTO MPOTEUHA3a-3 COACPKUTCS B TpaHysiax HEUTPOPHIIOB
U B KadecTBe (pepMeHTa YCHUJIMBAET MPOTUBOMHKPOOHOE NEHCTBHE HEUTPOPHIIOB, a TaKxke
WHIYUUpPYET arornTo3 SHAOTENIHAIbHBIX KIETOK. MHenomnepokcuaasa, sBISSICh JTM30COMAIbHBIM
dbepmeHTOM HEHTPOHIIOB, 00NMagaeT OAKTEPUIMIHBIM ICHCTBUEM M CTUMYIUPYET MPOLYKIHIO
BHYTPUKJIETOYHBIX OKCUAAHTOB [14].

C maroreHeTUYECKOW TOYKU 3pEHUs CIelyeT OTMETUTh, 4To mpu MIIA akTuBanusi cucTeMbl
KoMILJIeMeHTa, Bbi3BaHHas II-AHIIA u n-AHIIA, Moxer pa3nuyarbcsi, YTO MPUBOIUT K UX Pa3HOU
natoreHHocTd. s MITA xapakTepHbl HEKPOTU3UPYIOIIUN NIOMEPYIOHE(PPUT, TeMOpparuyecKuit
QNBBEOJIUT W OTCYTCTBHE TpaHyJIeMaro3HOro BocmaneHus. Kak ortmeuaercs, MIIA 00b9HO
HAUMHAETCS OCTPO U MPOTEKAET 3JI0KaueCTBEHHO [2].

B xnmMHHYecKol KapTHMHE JOMUHUPYIOT NOpaXEHHs INMoueK U Jerkux. C maroreHeTu4ecKoin
TOYKH 3peHUs] HAOII0AaeTCsl HEKOHTPOIMpYeMas AETPaHy LN HEUTPO(DUIOB U UX OKUCIUTENbHBIN
B3pbIB. BaxkHyI0 poJib B pa3BUTUN BOCHAJIIEHUS COCY/IOB UTPAET CTUMYIISALIUS are3ul HeUTpopuiioB
K 9HJIOTEJHIO, €r0 MOBPEXIEHHE, pPa3BUTHE MUKPOTPOMOO30B U TUIlepKoarysuuu [15].

IIpy »TOM amonTo3 >3HIOTENUANBHBIX KiIeToK npu MIIA npoucxogutr JOKaabHO U
MPEUMYIIECTBEHHO B MEJKHMX COCYJaX, TOIZa KaK OKCHJAHThI, BBICBOOOXKIAsCh B KPOBOTOK,
NENCTBYIOT CUCTEMHO [16].

OnHOBpPEMEHHO C 3TUM HaKallJIMBAalOTCA aKTUBHBIE (DOPMBI KHCIOPO/A B NMPOCBETE COCY/OB,
YTO YCHUJIMBAeT MpoTpoMOoTHYecKrue APQPEKThl, TaKUe KaK aKTHBAIMS CHUCTEMBbI CBEPTHIBAHUS
KpOBH, arperaiusi TpoMOOIIUTOB, IETPaHy IS TYYHbIX KJIETOK U MPOAYKIIUS TKaHEBOTO (hakTopa B
cTeHke cocyna [17].

HccnenoBanus mnokasbiBatoT, 4TOo (C3-KOMIUIEMEHT aKTUBHO B3aUMOJEHMCTBYET C CHUCTEMOM
cBepThiBaHus KpoBH [18, 19], uTo 3HaYMTENHEHO MOBBIIMIAET MpoTpoMOoTHYecKUid (oH. Takum
o0pa3oM, BBICOKUH ypoBeHb (C3-KOMIIOHEHTa KOMIUIEMEHTa MOXHO pPaccMaTpuBaTh Kak
He3aBUCUMBIN (pakTop prcka Tpom003a y MalMeHTOB C CUCTEMHBIMU BacKyluTamu, Bkirodas MITA
[20].

Kpome Ttoro, B nureparype ykazaHo, 4yto npu MIIA akTUBHpOBaHHBIE AHTUTEIAMHU K
[UTOIJIA3MAaTUYECKUM aHTHUTeHAM HEUTpouisl Tocle NpakMUPOBaHUS BOCHAIUTEIBHBIMU
LUTOKMHAMHM SKCIIPECCUPYIOT TKAaHEBOU (haKTOp MUKpPOYACTUIIAMU HEUTPO(UIOB U BHEKJIETOYHBIMU
HEUTPOMUIBHBIMU JIOBYIIKAMHM, YTO YBEJIWYMBAET MPOAYKIUIO TpOMOMHA U CIOCOOCTBYET
TpoM6o03y [21].
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Knunnueckas kxaptuna MIIA 3aBUCUT OT AaKTMBHOCTM MAaTOJOTMYECKOTO Mpolecca,
BOBJICYCHHOCTH B HEE IMOYEK W JIETKUX, JIOKAJIU3AalMU COCYIOB, a TAaKXE COMYTCTBYIOIUX
3aboneBanuii. OOmuMu (HecnenuduueckumMu) cumnromamu MIIA  gBiSIOTCS: JTUXOpajKa,
CHIDKEHHME MacChl Teia, o0I1as MpIlIeyHas c1a00CTh, MUAITHH, U30JMPOBAHHBIC apTPAITUHU, APTPUT
U T.A.

[Toukun npu MIIA. IlopaxkeHue mouyek HabOIrOmaeTCs y OONBIIMHCTBA HarueHToB ¢ MIIA,
IIPUYEM Y KaKJOrO0 BTOPOIO BBISABISIOTCS BBICOKME TUTPBI aHTUTEN K IpoTenHasze-3. Coekrp
MOpaXEHUsI TIOYEK BapbUPYETCS OT MHUKPOCKOIMYECKOM Tremarypuu 110 He(ppoTHIecKon
npoTteunypuu [22].

Cnenyer OTMETHUTH, YTO HAJIMYUE aHTUTEN K MPOTEHHAa3e-3 3a4acTyio CBA3aHO C Oolee
TSOKEIIBIM TEYCHHEM 3a00JIeBaHMsI, OBICTPHIM CHIDKEHUEM (UIBTPAIIMOHHOW (YHKIUU TOYEK H
pa3BUTHEM JUAIN3-3aBUCUMOTO octporo mnoBpexiaenus mnodek (OIIIl). Xponuueckass 0o0se3Hb
nouek npu MIITA Bctpeuaercs y 61% nanuenrtos [23].

[lo nannbiM uccnenoBanus [15], mpu MIIA Ha ayToncuu BBISBISIOTCA THCTOJOTMYECKHUE
MPU3HAKH HKCTPAKANMUIUIIPHOTO TPOIYKTUBHOTO TIIOMEPYJIOHE(PHUTA, BAKYOIBHOW AMCTPOUU U
HEKpo3a snuTenus KaHaiblieB. ComacHO 3apyOeHBIM HCCIIEI0BaHUAM, HMMYHO(]II0OpecLeHIus
TkaHu mouek npu MIIA He o0OHapyXMBaeT HMMMYHHBIX JEMO3UTOB, YTO XapaKTepHO MJis
MaJOMMMYHHOTO TiiomMepyiaoHedputa [24].

I'ucromaronornyeckue M3MEHEHUS B TOYKAX BKIIOYAIOT (PUOPUHOMTHBIA HEKPO3 KAHIUIIPOB
KIIyOOYKOB M apTepuoi, a Takke (OPMUPOBAHME HKCTPAKANMMIUIAPHBIX OIHUTEIHAIBHBIX,
(bUOPHUHO3HO-3MIUTENUATBHBIX U PUOPO3HBIX MONyayHHi [15].

Jleckue npu MIIA. TlopaxeHue JErKUX IPU MHKPOCKONMYeckoM rmnonuanruute (MIIA)
ormeuaetrcs B 23% cnydaeB (¢ auanmazoHoMm oT 35% m0 73%) U B OCHOBHOM COIPOBOXKIAETCS
pa3BUTHEM HEKPOTHU3HPYIOIIETO ATBBEOJIMTA, PEIKE — OTPAaHUICHHOTO JISTOYHOTO hrbpo3sa [25].

Hauano 3a0oseBanus 4acTo COMPOBOXKAAETCS PECIUPATOPHBIMU CUMIITOMaMU [26], 0cOOEHHO
B INepuoj OakrepuaibHO-BUPYCHOW HHpekuuu. KiumHuueckue MposBIEHUS BKIIOYAIOT OOMM B
IpYAHOM KIIETKE, OBIIIKY, Kallellb M KpoBOXapkaHbe. PeHTreHosnoruuyeckoe oOcieaoBaHue
BBISBIISIET MH(UIBTPATHI O€3 pacnajaa, 4acTo COMPOBOXKIAIOLINECS TUIEBpaIbHON peakiueil. Onucan
cityyail cyOruieBpajibHOTO KPOBOM3JIUSHUS C aTeJIeKTa30M Jerkux [15].

ITpu MITA B03MOXXHO TOsiBJI€HHE OyJUI B JIETKUX M Pa3BUTHE ABYCTOPOHHEro IU(Qy3HOrO
sH00poHXxHUTa [25].

B caywasx Bsmorekymeil ¢opmbr MIIA HaGmiogaercs kapTuHa MHeBMoguOpo3a U
XPOHUYECKOH JAbIXaTeIbHON HENOCTaTOYHOCTU. PaHee cooOmianoch, YTO MPH HAMONATHYECKOM
nerouyHoM ¢ubpose y 1,7-25,7% manueHToB BrocaencTBuu guarnoctuponaics MITA [27, 28].

Hekoropbie paboThl 0OTMEYAIOT, YTO KJIMHUYECKUE BapHAHTHI MOpaxxeHUs Jerkux npu MITA
MOTYT BKJIIOYaTh aJUIEPTUYECKYyI0 OpOHXHAIbHYIO acTMy, 303MHOQWIbHYIO ITHEBMOHUIO U
rUnep303uHoGpUIBHBIN cunapoM [15].

[Topaxxenue nerkux npu MIIA mnporekaer TsKeno, OCOOCHHO MPH HATUYWU aHTHTEN K
nporenHase-3. Y TOJOBHHBI MAalMEHTOB OONE3Hb OCIOKHSAETCS JITOYHBIM KpPOBOTEUEHHEM, U
KaXJbld BTOpOW ciyuyall craHoBuTcA (aranbHbIM. [Ipu ayTromcuM TakuX MalMEHTOB 4YacTo
oOHapyXMBaeTCs CEeNTaJbHbIM KamWUIIPUT B COYETAHUU C HEUTPOPMIBHBIMU WHOUIBTPALUSIMU
[29]. B cuywasx TrunepnpoayKUUM aHTUTEN K MHEJIONEPOKCHIA3e OIUCaHbl  Cilydau
¢ubposupyromero anpBeonura. Hampumep, HenaBHO omucaH ciydail 79-jeTHell NalMeHTKU ¢
MHTEPCTULHATBHBIM (UOPO30M JIETKHX, KOTOPBIA CTal OCHOBHBIM mposiBieHneM MIIA u
aCCOLIMUPOBAJICS ¢ TUMEPHPOAYKLUEH aHTUTEN K MHUEJIONEPOKCUAA3e U PEBMATOUTHOMY (PaKTopy
[30].
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Cnenyer ormetutb, 4yto npu MIIA ¢ nperuMymIeCTBEHHBIM MMOPAXXEHUEM JIETKUX H
TUNEPIPOAYKLMEH aHTUTel K MHUENONEepOKcHIa3e M PpeBMATOUJHOMY (DakTopy IPOTrHO3
HeOmaronpusteH. B HenaBHel myONWKanmuM — yKa3bIBaeTCS, UYTO JICTOYHBIM  KaNMJUISIPUT
peructpupyercs B 50% ciayuaeB MITA. BaxxHo Takke IOMHHUTb, YTO MOPAKEHUE PECIIUPATOPHOTO
Tpakrta npu MITA MoxeTt nporekarh 6ecCUMITOMHO [5].

Cepoye npu MIIA. B HemaBHO omyOIMKOBaHHOW pabore omwmcaH ciaydaid MIIA,
IIPOTEKAIOLIET0 C pPAaHHUM [OPaXEHUEM JETKUX (MHTEPCTULMAIBHBIM TUI IOpPaKEHUs,
KpPOBOXapKaHbe) U MOYEK (Iporpeccupyloliee TeueHne momepyrnonegputa). Kinnandeckas kapruna
JONOJHSIACh MPOSBICHUAMHU aHTU(OCHOIUIIUAHOIO CUHAPOMA M PEIKUM OCIOXKHEHUEM B BHJIE
HEMH(EKIIMOHHOIO TPOMOOTHYECKOTO 3HJOKApIUTa aopTaJbHOIO KJalaHa, YTO IPUBEIO K
(hOpMUPOBAHUIO COYETAHHOTO KJamaHnHoro nopoka [31]. [Ipenbiaymime uccneaoBaHus MOKa3hIBAOT,
gyro npu MITA nmopakeHue ’HI0Kap/a U KiIanaHoB HaOmonaerca B 64% cioyyae [32]. B ogHom u3
oIy OJINKOBaHHBIX MCCIE0OBAaHUI OTMEUaeTcs, YTO HOPaKEHUE CEePlIeUHO-COCYJUCTON CUCTEMBI IIPU
MIIA cocrasinsier 35% u nposiBIsieTC B BUAE KOPOHAPUUTA U NepukapauTa [23].

Puck tpombosmbonnueckux ocnoxHenuid npu MITA Bo3pacTraer npu Haauuuu y MalyeHTa
aHTHUTEN K Muesonepokcuaase [33].

Kooicnvie  nposienenuss MIIA  XapakTepusyroTcs TeéMOPpPardi4ecKMMU —HW/WINM  SI3BEHHO-
reMOPpParuyeCKMMH BBICBIIIAHUSMH, IPEUMYILECTBEHHO HA KOJKE€ KOHEYHOCTEU. Pexxe BcTpevarorcs
livedo reticularis, HEKpPO3bl KOKM M TMOUICKANMX MATKHX TKaHed. OTIenbHBIE HCCIeI0BaTEeN
COOOIIAIOT O KOXKHBIX TIETEXUAIBHBIX BBICHIIIAHUSAX Ha KOHEIHOCTAX [25].

B onnoM HaGmronenun y noxuwiodl nauveHTkd ¢ MIIA Obuta 3adukcupoBaHa raHrpeHa
IaJbILEB JEBOU CTONBI U MpaBoi kuctu [15]. B paHee npoBe1eHHOM HAMU MCCIIELOBAaHUU OIMCAaHbI
M3MEHEHUs [[BETa KOXKM, Ba30CIa3M U Mapajiuy cocyoB o tuny Peiino y mauuentku ¢ MIIA [34].

B tpynax B. A. HaconoBoii ynmomunaercs, uto npu MIIA moryT HaOmomaThCsi M3MEHEHUS
BEPXHHUX JbIXaTelbHbIX MyTeH B BHJE aTpOGUU CIU3UCTOW OOOJIOYKM HOCA M HEKPOTHUECKOIO
puHHTA (0€3 AeCTPYKLUHU U C 0OpaTUMBIM XapaKTepoM pa3BuTHsl) [2].

Mouuywr npu MIIA. TlpakTH4ecKku BO BCEX KIMHUYECKUX HAONIONEHUAX OTMEUAETCs, OTeps
Macchl Tena y nanueHToB ¢ MITA. [Topaxkenue mpimmn mpu MITA Bcerna coueTaeTcs ¢ BOBICUEHHEM
B [IATOJIOTMYECKUH MTPOLIECC CYyCTAaBOB, 4aCTOTa KOTOPOro cocTasisieT 38-65% [35].

Opeanvr spenusi npu MIIA. Ilpu MIIA y KaXIoro TpeTbero mNaUEHTa pPa3BHUBAIOTCA
MOpaXeHMsI T1a3 B BHJIE SIUCKIEPUTA U KEPAaTOKOHBIOHKTHBUTA, KOTOPBIE Yallle PErUCTPUPYIOTCA
IpU HaJU4YUM aHTUTEN K npoTerHase-3. Kak mmokazaHo B HCCIEIOBaHUM, IOPAKEHHE IJ1a3
peructpupyercs y 25% naruentoB ¢ MITA u mpakTuuecku HOCAT oOpaTuMelii xapakrep [31].

Hepenasa cucmema npu MIIA. Tlopaxenue nepudepuyeckoil HEpBHOW cUCTeMbl HaOII01aeTCs
y 30-35% nauuentos ¢ MITA. Hepenko 310 nopakeHre BBIXOAUT Ha MEPEAHUN IUIaH, IPOSBISSICH
aCUMMETPUYHBIM CEHCOPHO-MOTOPHBIM MHOKECTBEHHBIM MOHOHeBpuTOM [36,37]. B napyrom
HCCIIEIOBAHUN OTMEUEHO, YTO MOPAaXKEHNE LIEHTPaIbHON HEPBHOM cHCTEMBI B BUJE 11epeOpaIbHOIO
BacKyauTa Bcrpedaercs y 22% nauuentos ¢ MITA [23].

Haubonee pacmpocTpaHeHHBIM BapHMaHTOM MOpPAXEHUS HEpBHOM cuctembl npu MIIA
SIBJISICTCS] MIIIEMHUYECKas MOJIMHEponaTusi, peructpupyemas B 65% ciydaes [23].

B omnom wu3 wuccnemoBanmii [15] omumcan ciywait Tsokenoro Tedenust MITA y moskummoit
naiueHTku ¢ oxupenueM 1l crenenu u nepudeprueckoil ceHCOMOTOPHOI Heliponatueil. B npyrom
ciyyae Obula 3adUKCHUpOBaHAa TPaH3UTOpHAs HIIEMHYECKas araka B CHCTEME JIEBOM
CpemHeMOo3ToBoM apTepun y 38-neTHero nammenta ¢ MITA [31].

Kenyoouno-kuweunwiii mpakm npu MIIA. Kenynouno-kumeunsii TpakT npu MIIA wgacto
CTpaJacT BCJEICTBUE HEKPOTHYECKOIO BACKYJINUTA MEJIKHUX COCYI0B KHUIIEYHUKA, YTO NMPUBOAUT K
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0osIM U AMapee, a B HEKOTOPHIX CIIy4asX K S3BEHHO-HEKPOTHYECKUM HM3MEHEHMSIM CIU3UCTON
KuieyHuka. Y nmanuenton ¢ MITA Takxe Hepenko 0OHApYy>KMBAETCS TeNaTOMETraius U MOBBIIICHHAS
aKTUBHOCTh MEYEHOYHBIX TPAHCAMHUHA3. XOTS MOPAKEHUs CIM3UCTOM KeJlyJKa U KHUIICYHUKA MpU
MITA  BcTpedaroTCsi  OTHOCUTENBHO  PEIKO,  CIEIyeT  OTMETHTh, 4YTO  IPHUMEHEHHE
[JIFOKOKOPTUKOUJIOB, ITUTOCTATUKOB M HECTEPOUIHBIX MPOTHBOBOCHAIMTENIBHBIX IPENaparoB MNpU
MIIA co3maer OpearnochbUIKM Ui Pa3BUTUS SA3BEHHO-HEKPOTHUUECKUX HM3MEHEHUW CIU3UCTON
000JIOUKH KeNyaKa 1 KumedHuka [31].

Conymcmsyrowue 3abonesanus npu MIIA. Hepenxko y nanuentoB ¢ MIIA B kauecTBe
COMYTCTBYIOILLIEH IMATOJOTUHU HAXOMAT IOJIAIBI CIENOW KUIIKW, JUBEPTHKYJbI JKEIyAKAa U MUOMBI
matku [38].

YV mun crapmmx Bo3pacTtHbiX rpynn MIIA yacTto compoBOXKIaeTcsi TUINEPTOHUYECKOM
00JIe3HBIO, CaxapHbIM JWAa0eTOM 2 THIA, XPOHUYECKOH CepAeuyHON HEeIOCTaTOYHOCTHIO,
OCTCOApTPUTOM M MOYEKaMEHHOW OoJie3HbI0. B penkux cimydasx (mo Hauana MIIA y mamuenra)
oTMeuaercs Oponxo3kras. B padore H. ®. ®ponosoii ¢ coaBTopamu onucas ciydaid MITA, nepBbim
KIIMHUYECKUM TIPOSBIICHUEM KOTOPOTO CTaJI0 TIOpaXXEHUE CYCTaBOB, XapaKTEpPU30BaBILIEECS
MPEUMYIIECTBEHHO  apTpairusiMd. Kak  OTMEYaloT  HMCCIIEIOBATeNId,  TUIEPIPOTYKIHUS
peBmarougHoro Qakrtopa (P®) u aHTHTENn K HUKIMYECKOMY IHUTPYUIMHUPOBAHHOMY MENTUILY
(AIILIT) mana ocHoBaHWE mpeamnoiararh peBMarouaHbid apTpuT (PA). Uepes nBa roma oT Havaa
3a00JIeBaHUs y MANMEHTKHA Pa3BUJIACh TsOKENAs IMOYCYHAs HEAOCTAaTOYHOCTh. [IprMeuarensHO, 9TO
mrarHo3 MITA ObUT MOATBEPKACH C MOMOIIBI0 HE(PPOOHOIICHH, BHIIBUBIICH WMMYHOHETATHBHBIN
IOMEPYIOHEPPUT € TOTYINyHUSIMU. Takke B OMOXMMHUYECKOM aHAJIU3€ KPOBU y MALMEHTKU OBLIU
obnapyxenol AHIIA. Ilpu necatunerHeM HaOMIONEHUH OTCYTCTBOBAIM PEHTTEHOIOTUYECKUE
M3MEHEHMS KocTel, TunmuaHbie a1 PA [39].

OTOT ciy4yail BHOBb IOATBEP)KIAET, 4YTo HoiaumoppusM u passutue MIIA B moxxuiom
BO3pacTe TpeOyIoT THIaTeabHOro Au(QepeHInanbHO-AMarHOCTUYECKOTO MOUCKA.

KnuHuko-maToreHeTH4ecKkoe M3yuyeHUE OCOOCHHOCTEH TMpOSIBICHUHN, TEUEHHs, a TaKKe
ucxonoB MITA mMeer BakHO€ 3HAYEHHE JJISI COBEPIIEHCTBOBAHMS JAMATHOCTUKHU 3a00JI€BaHUS B
YCIOBHUSIX TEPaneBTHYECKOTO CTallMoHapa U pa3pabOTKH paIlMOHAIBHOW TAKTUKU BEICHUS
narueHToB. Kak mokazano B Tabnuiie, auarHoctuka MITA B KIMHHYECKOHN MPaKTUKE OCHOBBIBAETCS
Ha nonoxeHussx ACR (American College of Rheumatology) u EULAR (European League Against
Rheumatism), nononmuennoe B 2022 1.

KJIACCU®UKALIMOHHBIE KPUTEPUM MUKPOCKOITMYECKOT'O TIOJIMAHT IATA
(ACR/EULAR, 2022) [40]

Knunuueckue xpumepuu bann

[TopaxkeHue HOCA: KPOBSIHUCTOE OTIENSEMOE, S3BbI, KOPOUKH, 3aJI0’KEHHOCTh, HAPYIIEHHE HOCOBOTO -3
JpIxanus, Aedext uim nepdopaliys HOCOBOH MEPeropoIku

JlabopatopHble, HHCTPYMEHTANbHBIE M MOP(POJIOTHIECKHE KPUTEPUH

[TomoxxurenbHbIi pe3ynpTaT ananu3a Ha n-AHIA wim MITO-AHIJA +6

Jlerounsrit hrubpo3 WM UHTEPCTUIHANTBEHOE 3a00JIEBaHHE JIETKHX 110 JaHHBIM BU3yalM3allud OpraHoB | +3
IPYAHOM KJIETKU

MatonMMyHHBIH TIIOMEPYIOHEPPHUT O TaHHBIM OHOTICHU TIOYKH +3
[onoxxurenbHbIH pe3ybTaT aHanu3a Ha -AHLIA win npotennasa-3 - AHIIA -1
Yucio 503uHOGUIOB B nepupeprdecKkoii Kpou >1x10%n -4

IHpumeuanue. CrienyeT CIOXKHUTH OAIIIBI IO BCEM KPUTEPHUSAM, KOTOpPEIE ecTh y narnuenTa. CyMMapHBIi
0aJu1 >5 mo3BossieT Kiaaccu(GUIMpoBaTh 3a00IeBaHNe KaK MUKPOCKOITMYECKH MOJHaHruuT [40]
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Kax ytBepxkmatoT skcrepTsl B obnactu uzydeHuss CB, mpu HCIONB30BaHUU YKa3aHHBIX
KkputepueB (Tabi.) HEOOXOIUMO YYECTh, UTO KJIACCH(UKAIIMOHHBIC KPUTEPHH MOXHO IPUMEHSTH
U KIAacCHU(UKAIMK 3a00JIeBaHMUS KaK MHKPOCKOMUYECKOTO TOJWMAHTHUTA, €CIHM: Y MalHheHTa
JUArHOCTUPOBAH BACKYJIUT MEJIKUX U CPEJIHUX COCYJIOB; Y MAIMEHTa UCKIIOYEHBI AIbTePHATUBHBIC
JMarHo3bl 3a00J1eBaHU, KOTOPbIE MOTYT UMUTUPOBATH BACKYJIUT.

MHuoroo6pasue BapuaHTOB KiinHu4Yeckoro TeueHuss MITA craBuT nepen BpauaMu HEIPOCTYIO
3a/1auy paHHEW AMArHOCTUKHU U MPUMEHEHUS UMMYHOCYINpeccuBHOU Tepanuu. [Ipu mianupoBanuu
nedeHus nanueHToB ¢ MIIA Bpad JODKEH YYUTHIBATH KaK COIYTCTBYIONIUE 3a00JIeBaHUS, TaK U
BapuaHT neOrora MIIA, oneHuBas CTeneHb MOPAXKEHUS pa3IW4YHBIX opraHoB [23]. Baxho
OTMETUTh, YTO IO CPaBHEHHUIO C XOPOILIO H3YYCHHBIMH MOYEHHBIMHU mposiBieHusmu MIIA,
0COOEHHOCTH TOPAXEHHs JIETKUX M CEpAlla OCTAIOTCS HEIO0CTATOYHO OXapaKTepU30BaHHBIMHU. B
KauecTBe IpUMepa MOpaKeHUs MoueK, Jerkux u cepaua npu AHI[A-acconmmpoBaHHOM BacKyJIuTe
MPUBOJIMM KIIMHUYECKUM cilydyall Hamen nmaruenTku P., 39 ner.

Knunuuecxoe nabniooenue

[lanmenTka mocTynmjia B OTACICHHWE ITyJbMOHOJIOTHM C JKajo0aMH Ha: Kamelb U
KpOBOXapKaHbe; OJBIINIKY, YCWIMBAIOIIMECS TMpPU MHHUMAIbHOM (U3MUYECKON Harpyske;
CUMMETpPUYHbIE OTEKM TOJEHEW U CTON; HECTa0WIBHOCTh apTepuanbHoro mpasieHus (AJl);
cepAneOreHne; BRIPAKEHHYIO MBIIICYHYIO CIIa00CTh; OTEK JIMIa; OO B CycTaBax.

Hctopus Hacrosmero 3aboyieBaHUS: CO CJIOB MALMEHTKH KalIeBOW CHHAPOM OTMEYaeT C
JETCTBa, Kalledb C BBIACICHUEM CIU3UCTO-THOMHON MOKpPOTBHI, HEOJHOKPATHO TOJyvaa
CTAllMOHAPHOE JICUEHHUE 110 MECTY JKUTEIhCTBA C KIMHUYECKUM TUATHO30M XPOHUYECKHI OPOHXUT.
C suBapst 2021 r oTMeyaeT CHWKEHHUE anmeTuTa, o0y MBIIIEYHYIO ci1abocTh. B anperne Toro xe
roga oOHapyXujia MOYy KpacHOTO I[BETa, B CBSI3M C YeM 0OpaTuiach K TEpaleBTy U ypOJIOTY IO
MECTY XHUTENIbCTBA. PeKOMEHIOBaHHOE JieueHHWE HE MPUBEIO K 3HAUYUTEIBHOMY KIMHUYECKOMY
spdexty. B cBA3M ¢ coxpaHeHuMeM Kaunulisl (MaJONPOAYKTHBHBIM) M OJBIIIKKM OCMOTpEHa
nynsMoHosoroM. [Ipu mpoBeneHHr OpPOHXOCKONHMU OBLTH BepU(UIIUPOBAHBI IHIOCKOITUYECKHE
MPU3HAKHU OpPOHXOIKTAaTHUECKOM O0JIE3HHU.

B pesynbrate oOcrnenoBaHus BBISBIEHBI Npu3Haku aHemuu (remornobus (Hb) 99 r/m) u
NPOTEeUHYpUH (CyTOUHas 3Kckpenus Oenka ¢ Mo4oi, 3400 mr). buoxumudeckuil aHamu3 KpOBU:
kpeatunuH 104 MKMOJB/1, Kaneiui 2,16 MMmons/ma, docdop 1,24 mmoinb/1. CKOpocTh KITyOOUKOBOM
¢unpTpanmun  (CK®), paccuurannas mno wmeroaukam CKD-EPI (Chronic Kidney Disease
Epidemiology Collaboration) 1 MDRD (Modification of Diet in Renal Disease) cocraBuia 56
MII/MHH U 53 Mi/MUH, cooTBeTcTBeHHO. Kimpenc kpeatununa mo crocody Cockroft-Gault 61
Mi/MuH.  [acTpockomusi:  KapTWHa  XPOHHYECKOTO  HEATPOPHUUECKOro  racTpura H
IyOJI€HOTacTpaJIbHOTO pedirrokca.

HecMmoTpss Ha NMpOBOIMMYIO TEpanmui0 COCTOSHHE MAIlMEHTKH MPOTPECCHBHO YXYIIIANOCH.
ITpu ouepennom oOcnenoBanuu (Mail 2021 r.) BBISIBIEHO CHIDKEHHE (MIBTPALIMOHHON (DYyHKIIMU
MOYeK: CHIBOPOTOUHBIM KpeaTuHUH 237 mkmonw/1, CK® mo merogmke CKD-EPI u MDRD
cocraBuia 22 Mi/MuH U 21 mi/MuH, cooTBeTcTBeHHO. Kinpenc kpeatnnuna no crnocody Cockroft-
Gault 28 mu/muH. CrycTsi oguH MECSIl SIBJICHHUS MOYEYHON HEJOCTATOYHOCTH CTAJIM HApPACTaTh:
koHueHTpauus Hb 85 r/n, ceiBoporounsiii kpeatnnud 344 mxmons/n, CK® no meronuke CKD-EPI
1 MDRD cocraBuna 14 mn/mMuH u 14 Mi1/MUH, COOTBETCTBEHHO. KITupeHe kpeaTuHUHA 0 CIIoco0y
Cockroft-Gault 19 wmu/mMuH. B CcBA3M ¢ pa3sBUTHEM JIHATW3-3aBUCHMON CTaAMH IOYCYHOU
HEJIOCTAaTOYHOCTH TAIMEeHTKa BHOBb ocMOTpeHa Hedposoramu. [Ipu odcnenopanmuu (31.08.2021 r):
B KJIMHHYECKOM aHAJIM3€ MOYM — MAaKpOCKONHYECKas reMaTypHsi, CyTOYHas SKCKpeunus Oenka c

(9
Tun nuyensuu CC: Attribution 4.0 International (CC BY 4.0) 227



Broanemens nayxu u npaxmuxu [ Bulletin of Science and Practice T. 10. Ne8 2024
https://www.bulletennauki.ru https://doi.org/10.33619/2414-2948/105

Mo4oii 3470 mr. buoxuMuueckuii aHaiau3 KpoBu: o0muii 6emok 57,32 1/, oommii Xxonectepud 3,32
MMOJIB/J, OOHapyKEeHbl J1TaOOpaTOpHBIC TPU3HAKKM THUIIOKAJblUeMHuH, rurnepdocharemun,
BTOPUYHOTO THIIEprnaparupeo3a. VIMMyHO(pEpMEHTHOE HUCCIIEOBAaHUE: BHICOKHE TUTPHI AaHTUTEN K
muenonepokcuaase. HedpoOuoricuss He mpoBeneHa. PemieHo TOATOTOBUTH MAalMEHTKY K
3aMECTUTENbHON TOYe4YHOM Tepanuu  (PopMHpOBAHHME apTEPUOBEHO3HOTO COYCThbS  Ha
MasnopaboTarolieM npeamiedse). JJunamuka Ha001eHNs B TPOBOAUMON Teparnuu: KOHIICHTPAIUsI
Hb 80 r/n, ceiBopotounsiii kpeatTuHuH 669 mrMoib/1, CK® no meromuke CKD-EPI u MDRD 6
MJII/MUH U 6 MIJI/MHH, COOTBeTCTBeHHO. Kimpenc kpeatmnumHa mo croco0y Cockroft-Gault 10
MJI/MUH. B 3T0i1 cBSI3M MalleHTKe HayaTa Mpoleaypa NporpaMMHOrO FreMOIuaIn3a.

HeoOxonumMo OTMETHTH, YTO € camoro Hayaia 3a0oyieBaHus y manueHTku AJ[ He Obuio
NOBBIIIECHHBIM. HecMOoTps Ha NpPOBOAMMYIO TEpaNUI0 € YYETOM IeMOJUaIu3a 3aMETHOIO
YIIy4IlIEHUS B KJIMHUYECKOM CTaTyce MalMEeHTKN He Ha0roaanock. B 3Tol cBsI3u ManueHTKa BHOBb
oOpatunack k Hedposory B okTsiope 2022 r. [Ipu o6cnenoBaHuM BBISIBICHO CHUKEHUE TII00ATBHOM
¢bynkiuu nesoro skenynouka (JK), cummromsl serouHoit rumnepreHsud. Hauata Ttepamus
(opuTpOIO3THH, OeTa-0I0KaTOPHI, MpenapaTsl Kejae3a, KOPPEKTOpbl MeTaboIu3Ma) OT CepACYHON
HEIOCTaTOYHOCTH Ha ()OHE MpOTrpaMMHOro remomuanusa. B mexabpe 2023 r. mamueHTKa mpouuia
oOcieoBaHNe Ha IPeIMET BhIsABIIeHUs akTUBHOCTH MITA.

JlanHble OOBEKTUBHOTO OCMOTpa: 0011ee cocTosIHUE Tsikenoe. [IoHMKeHHOro MUTaHus, POCT
165 cm, Bec 44 xr, mHAeKc Macchl Tena 16,1 kr/m? Carypamus KHCIOpoga Ha aTMoc(hepHOM
Bo3ayxe 91% B mokoe. Koxka v BUAMMEBIE CITM3UCTBIC OJICTHOW OKPACKH, BHIPAKEHHBIM aKPOIIMAaHO3
Ha ¢one nuddy3Horo nuanosa. OTEk roieHel M CToM, HaJ JIETKUMU MEPKYTOPHO JIETOYHOM 3BYK,
IbIXaHHE >KECTKOE, BJIaXHbIe XpUNbl B HIKHUX otnenax. Y[ 26 B 1 munyry. ['paHuis
OTHOCHUTEJILHOM Ccep/iedyHON TYIOCTH paclIMpeHbl BIEBO Ha 2 cM, BpaBo Ha 1,5 cM. ToHsl cepana
oCa0JIeHbl, PUTMHYHBIC, BBICIYIIMBACTCS CUCTOIMYECKHH IIyM Ha BEPXYyIIKE M B IMPOSKLIUHU
KJ1anaHoB aopTel. YacToTta cepaeunsix cokpamienuit 110 B 1 munyty, Al 100/80 mm pr. cT. XKuBot
0e30051e3HEHHBIN, HIWKHUM Kpall mnedyeHn y pEOepHOM Iyru, cele3éHKa HE NalbIUpPyeTcs.
[lepudeprueckue numparnyeckue y3iabl He yBenundeHol. CycrtaBpl 0€3 3KCCyJaTHBHO-
BOCHAJINTEIbHBIX U3MEHEHUH, ABMXKEHUS BO BCEX CYyCTaBax B MOJIHOM OOBEME.

Ox0oKI" ot 11.12.2023 1. CTeHKH a0pTHI YIUIOTHEHBI, KOHTYPbI POBHBIE, OTMEUAETCS] 04aroBOe
YIUIOTHEHHE CTBOPOK aOpTaJbHOIO KjamaHa. PackpblTHE aopTalbHOrO KialaHa IIOJHOE,
CUCTOJINYECKHUM TpagueHT JaBieHus 5,1 MM pT. CT., peryprutanus He BbISBICHA. MUTpalbHBINA
KJIallaH — CTBOPKHU B MPOTHBOGA3e, OTMEUYACTCS] 0YAaroBo€ YIJIOTHEHHE CTBOPOK. JlMacTomnyecKuid
IpaJveHT AaBieHus 2,6 MM PT. CT., 00bEM MUTPAJIbHON peryprutanuy cooTBeTcTBOBaN | cTrenenu.
Cucronnyeckuil TpaMeHT JaBICHHWS B JIETOYHOM aprepun 4,2 MM pT. CT., perypruranus
MUHHUMAaJIbHAs. YPOBEHb CUCTOIUYECKOTO JeroyHoro A/l 45 Mm pr. cT., HaOII0JaeTCsl pacCIIMpPEeHHE
MPpaBoTO Tpeacepars. ToNIMUHA MEXKETy109KOBOH nieperopoaku 0,9 cM, ToNIIKMHA 3aAHEH CTEHKA
JIK 0,9 cm, dpakmus Beiopoca JDK 24% (Simpson / MeTon JUCKOB), pa3Mep JEBOro Mpeacepaus
5,1 cM, koHeuHsli cuctonuyeckuid pazmep JIK 5,8 cM, koneunsiit nuacronunueckuii pazmep JDK 7,0
CM, KOHEUHBIH cuctonudeckuii oovem JIK 165 mu (18-68), koHeuHbIit nuactonudeckuii oobem JIK
256 ma (59-157), mpaBslii xenynodek 2,2 cM, TONIIMHA MEpeAHEN CTEeHKH MpaBoro xkenynoudka 0,4
CM, CHCTOJIMYECKOE JIeroyHoe aaBieHue 44 mm prt. cT. Peructpupyercs runokunes3 creHok JDK.
YacToTa cep/IedHbIX COKpAIIEHUI BO BpeMs HcciaeioBaHus 88 y/1./MUH.

VYbTpa3ByKoBOE JoNIUIeporpaguyeckoe HCCIeJOBaHUE KAPOTHUAHBIX H  (eMOpaltbHbIX
apTepHil: KpOBOTOK MPOCIEKHUBAETCS, MPU3HAKOB CTPYKTYPHBIX U (DYHKIMOHAIBHBIX M3MEHEHUI
cocyioB He BbISIBIEHO. CO CTOpPOHBI BEHO3HBIX COCYJOB BEPXHUX M HW)KHHMX KOHEYHOCTEH
MPU3HAKOB TpoMO03a HE OOHAPYKEHO.
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[lepudeprueckuit ananuz kposu: Hb 116 r/n, sputporutst 3,68x1012/1, rematokput 36,8%,
tpoMOouuThl 169,5x109/1, neiikorutsl 10,0x109/n1, neittpodunsr 74,0% (47-72), HerTpoduiibt
7,44x109/n (2,04-5,8), no3uHOuUel 6,0% (1-5), mumdomurer 11,2% (19-37), mumdboruTs
1,127x109/n (1,2-3,0), ckopocth ocenanus spurpounutoB (COD) 10 mm/gac. ['eHOTMTIMpOBaHUE
HLA (Human Leukocyte Antigens): anturen HLA B27 riiaBHOro KOMILIEKCA THCTOCOBMECTHMOCTH
I xnacca He obnapyxeH. Pesmarouansiii dgakrop < 20,0 ME/mu (mo 30). ButamunHbIi cTaTyC:
ButamuH D, 25-runpokcu (kansuugepon) 47,60 ar/ma (30-100), Butamun B12 (mimanokoOanaMuH)
152,5 nmonw/n (25,1-165,0), Buramun B9 (donmeBas kucnora) 7,4 Hr/mn Ha QoHe mpuema
dbomueBoit kucnotsl (3,1-20,5). 'omonucrenn 12,11 mxmouns/n (3,4-20,4). [Hucratun C 8,04mr/n
(0,40-0,99). Bbera-2-MHKpOrI00YIMH B CHIBOPOTKE KpoBU 52,47 mr/m (0,97-2,64). Xmopuasr 102
MMOJIb/T (98-110), aKTUBHOCTH CHIBOPOTOYHOM JIaKTaTIEruaAporeHasbl coctasmwina 135 ME/n (125-
220). LutoxkuHoBBIN npoduis: uHTEpIeHkuH-6 44,72 nr/ma (no 10), uarepneiikuu-10 36,1nr/mn
(mo 31), dakTop Hekposa omyxonu — anbpa 0,18 nr/ma (10 6). UmmyHorinoOymua E 2,70 ME/mn
(<87), A-mumep 0,452 mr FEU/n (0-0,55). C-peaktuBHblii 6em0K 7,6 Mr/1 (10 5).

KommerotepHas Tomorpadus opraHoB rpyaHod kietkd (5.12.2023r): MHOXECTBCHHBIE
MelIoTyaTbie OpoHX0’KTa3kl B mpoekiuu S4, S5, S7 u S9 cermenToB npasoro jerkoro u S4, SS,
S7, S8, S9 m S10 cermeHToB s€BOro Jjerkoro. Takke OOHapy’KEHO YMEPEHHOE YBEIMYEHHE
BHYTPUTPYAHBIX TUM(PATHUECKUX Y3IIOB.

OxoKI" or 10.05.2024 r. (puc.1,2), npoBenéHHas B CBSI3U C HApACTAaHUEM OJBIIIKH: TOJILHHA
MeROKeTy10ukoBoi neperopoaku 0,9 cm, tonmuna 3aaueit crenku JOK 0,9 oM, ¢ppakuus BeiOpoca
JOK 15% (Simpson / wmeTton AHCKOB), pasmep JjeBoro mnpencepaus 5,0 cM, KOHEUYHBIN
cucronnyeckui pazmep JDK 5,9 cm, koHeunblit auactonumdeckuii pazmep JIK 6,6 cMm, KOHEUHBII
cuctonunueckuit ooveM JDK 179 mn (18-68), koneunsiii quactonunueckuit oovem JDK 229 mn (59-
157), npaBbiii sxemynouek 3,1 cMm, ToilMHA NepeAHEW CTEHKU mpaBoro sxemynouka 0,7 cw,
CUCTOJIMYECKOe JierouyHoe naBienue 44 MM pr. cr. ['mnokuues creHok JIK, sxoHeratuBHOE
MpoCTpaHcTBO 3a 3aaHel creHkoil JDK 0,4 cM B cucrony, 3a 3aHEl CTEHKOM MPaBOTO KEIyA04Ka
0,2 cM. Dnu304bpl apUTMHUHU, YacTOTa CEPACUHBIX COKpaIlleHWH BO BpeMs wucciemoBanus 108
yI./MUH.

TIS 1.4 1:44:16 AM

Philips Healthcare

Pucynox 1. Oxokapauorpadus namuenTku P., 39 met. (ot 10.05.2024 1)
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Pucynok 2. Oxokapauorpadus nanuentku P., 39 ner. (ot 10.05.2024 1)

KimmHnueckul uar’Ho3: MHKPOCKOIIMYECKMM IIOJIMAHTUHT, XPOHHYECKOE TEUYEHUE C
MPEUMYIIECTBEHHBIM TMOPAXEHUEM TIOYeK (HEKPOTHYECKHH TOJOCTPHIA TIIoMepyoHe(pHT,
XpoHHYecKass Oosie3Hb mouek, S/ cranus), JIerkuxX (HEKPOTHUECKUI albBEOJIUT, XPOHUYECKas
apixarenbHas HenocratoyHocTh [I-III cremenm), cepaua (apuTMuYecKkuil BapUaHT MHUOKapIuTa,
BBIIIOTHOW TEPUKApAUT, cepaeunas HemocrarouHocTh [V (NYHA, New York Heart Association),
COCYJIOB (CMEIIaHHAs JIETOYHAS THIIepTeH3us ). BpoHxoskTaTnyeckast 00J€3Hb, TSHKEI0E TCUCHHE.

XpoHuueckuii HeaTpoduueckuii ractput. JlyomeHoractpanbhbiii pedmroke. 28.06.2024 r.,
HECMOTpsT Ha INPOBOJUMYIO TEepamuio, MaluMeHTKa yMepia OT 3acTOHHOH cepieyHOou
HE/I0CTaTOYHOCTH Ha ()OHE MPOrpaMMHOI0 T'eMOIUAIN3A.

Obcyacoenue

MUKpPOCKOTIUYECKUN TONMAHTHUT SIBIsIeTCS  3a00JeBaHHEM, CBSI3aHHBIM C  BBICOKOM
CMEPTHOCTHIO U 3HAUUTEIBHBIM COKpPAIIEHUEM MPOAOKUTENBHOCTH KU3HU NAllMeHTOB. B Hamem
KInHUYecKoM HaOmoneHun MIIA mposBisuics mopakeHHeM Todek u Jjerkux. Hecmorpst Ha
MOYEUHYIO0 TUC(YHKINIO, Pa3BUTHE apTePUATBHON TUTIEPTEH3UNU HE HAOII0an0Cch. BBUIY YacThIx
o0ocTpeHuil OPOHXOIKTATHUECKONH OONe3HM IHUTOCTaTHYeCKas Tepamus He Oblla Ha3HaueHa, a
3aCTOMHAsl ~ cepAeyHas  HEJAOCTAaTOYHOCTh  CTaja  NPEensATCTBUEM Uil  NPUMEHEHHUS
TJIIOKOKOPTUKOMIOB. Ha Ham B3risin, mporpeccupoBaHHE CEpJACYHOM HETOCTaTOYHOCTH ObLIO
CBSI3aHO C TEPMHHAIBHOM MTOYEYHON HEJOCTATOYHOCTBIO.

XoTs y HalIel nanueHTKy ObUTH HeBbIcoKue mokazatenu COD, nelikoruTosa, C-peakTUBHOTO
Oenmka W JaKTaTAETHAPOreHa3bl, HAONIONANOCh YBEIWYEHHE CHIBOPOTOYHONW KOHIICHTPAIUU
UHTEpJEHKNHA-6. DTO CBHUIETENBCTBYET O TOM, YTO JUCOAIAaHC BOCHAJIUTENbHBIX IUTOKHHOB
oOycnoBiien kak MIIA, Tak m obGocTpeHHeM OpOHXOIKTaTH4YeCKOW OosiesHu. M3BecTHO, YTO
MOBBIIIICHHBIE CHIBOPOTOUYHBIE KOHIEHTpanuu ImcratiHa C u 6era-2-MUKpOTI00yIWHA MOTYT
CIIYXXUTb NPEIBECTHUKAMU IUIOXOW BbDKMBaeMOCTH mpu MIIA, 4To moaTBepamioch B HalleM
HaOJIFOJEHUH.

Takum oOpazom, BeneHue nanueHToB ¢ MIIA Tpebyer Kak MeXAUCUUIUIMHAPHOTO, TaK U
WHIUBUAYATBHOTO TOaXoAa. HeoOXoammo peryisipHO OlleHWBaTh akTUBHOCTH MIIA wu
MOBPEKICHUE OPraHOB MPU KaXKJIOM IMOCEIIEHUU KIMHUKA. XOTa oboctpenus mpu MIIA
CIIy4al0TCsl HEYacTO, TEPareBTUYECKHWE BMENIATENIbCTBA 3aBHUCST OT BOBJIEUEHHOCTH OpPraHOB B
MaTOJIOTUYECKUI MpoIlecc, COMYyTCTBYIOIIMX 3a00JeBaHUl UM pUCKAa MPOrPECCUPYIOLIETO
MOBPEXK/ICHHS OPTaHOB.
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B nuteparype yxaspiBaetcs, uto y 95-97% O60mbpHbIXx MIIA BoisBisitorcs AHLIA, npuuem
aHTHUTeNla K MHEJIONEPOKCHIa3e BCTPEUAIOTCS Yallle, YeM aHTUTeNa K IpoTerHasze-3. DTOT ¢akt
MOJTBEPAMIICS W B HaIIeM ciydae, rae y naunueHTKu P., 39 yer, Obutn BBISBIEHBI aHTHTENA K
Mmuenonepokcuaase. B mpornocruyeckom miaane MITA xapakrtepusyercs 0osiee BBICOKOW 4aCTOTON
pa3BUTHS TEPMUHAIBHON CTaJlMK XPOHUYECKOW OO0JIE3HH MOYEK U CMEPTHOCTBHIO MO CPaBHEHUIO C
npyrumu AHIIA-acconmnupoBaHHBIMU BacKyJIWTaMH, YTO Takke ObLIO MOATBEP)KIEHO B HAIlEM
KIIMHUYECKOM HAOIIOICHU Y.

OTIHYUTENIbHON OCOOCHHOCTBIO HAIIEro CiIydasl sIBISETCS TO, 4YTO 3a0oJjieBaHWE OBLIO
JMarHOCTHUPOBAHO Ha CTaJAWM TEPMUHAIBHON XPOHMYECKOH OO0Je3HM NOYEeK, a pecrnupaTopHbie
nposiieHuss MIIA couertanmuck ¢ 4YacThiIMH OOOCTPEHHSIMH OpPOHXOIKTATUYECKON OO0JIe3HHU.
[Topaskenue cep/ia, BEposTHO, ObUIO BBI3BAHO MMOYEYHBIMU (PaKTOpAMH PUCKa KapAHOBACKYJIISIPHBIX
HapylLIeHUH, XOTs apTepualbHas TUIEPTEH3MUs] M TsDKENas aHEeMHUs, OOBIYHO COIyTCTBYIOILKE
TEPMHUHAJIBHOM CTaANM XPOHUYECKOW OOJEe3HH I0YeK, y Halledl MalueHTKH OTCYTCTBOBAIH.
Octarounbiii nuype3 He mnpeBbiman 400-450 M B CyTku Ha (oOHE Tepanuu aHTarOHUCTaMU
MUHEPATIOKOPTUKOUAHBIX PELIETITOPOB.

Huarno3 MIIA 6su1 ycranosien y nanmentku 31.08.2021 r., a cmepth Hactynuia 28.06.2024
r., 4To coctaBmio 35 mecsueB (147 Henmenb, 3 roja) MpPOJOIDKUTENBHOCTH 3aboseBaHus. Hae
HaONo/IeHue  TMOATBEPAMIIO  yXYALIEHHE  TOYEYHOHM  BBDKMBAEMOCTH U COKpAIICHHE
IIPOJIOJKUTENIBHOCTH KU3HHU ITpu MITA.

Bce asmopvl npunumanu yuacmue 6 pazpabomxe KOHYenyuu cmamvu U 6 HANUCAHUU
pykonucu. OxowuamenvHas 6epcus pyKonucu 0Ovlia 0000peHa 6ceMmu asmopamu. Aemopvl He
noOJy4anu 20HOpap 3a CMamawio.
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