IMAHHUKYJIUT BEBEPA-KPUCUYEHA.
KJVMHUYECKOE HABJIIOJEHUE MAIIMEHTA C JJUATHO30M
KOXHOH ®OPMbI BOJIE3HU BEBEPA-KPUCUYEHA C HETUITMYHOM
JOKAJIN3ALIMEN MPOLIECCA

ITanuna E.C.

DI'BOY BO «Tynvckuii 2ocyoapcmeeHntblil YHUGEpCUmemy, MeOUyUHCKUll UHCIMumym

AnHotauus. /lannuxynumer (I1H) — rpymnmna reTeporeHHbIX BOCHAIUTEIBHBIX 3a00JIeBaHU,
XapaKTePU3YIOMINXCS MOPaKEHUuEM noodkodcHot scuposoii kiemuamxu (IDKK) u nepenko onmopHo-
JIBUTATEIBHOIO almnapata U BHYTPEHHUX opraHoB. OCHOBHbIM cuMOTOMOM IIH sBIsIOTCA Yy37IBI,
pacnionioskenusie B [IDKK Ha pa3Hoii rimyOuHe, Kak MpaBUIIO, MHOXKECTBEHHBIE, C MPEUMYIIECTBEH-
HOM JIOKaJIM3alueil Ha HIOKHUX U BEPXHUX KOHEYHOCTSX, peXe Ha TPy.H, )KUBOTe U Juie. OObIYHO
B TEUEHHE HECKOJIBKUX HEJIEb Y3JIbl pACCaChIBAIOTCS, OCTABIISASL OI0AIE00pa3Hble 3araieHUs KOKU
BeaeactBue arpodun [DKK, B KOTOpBIX HHOTIa OTKIIAIBIBAIOTCS COJIM KalbIus. B 3aBUCUMOCTH OT
¢dopmbl y3na [IH moapasnenstoT Ha y3/10BaThli, OJsAmIeyHbld U UHQUIBTPATUBHBIN. B HEKOTOpBIX
cinydasx passuturo 1 npenmectBytor auxopaaka (10 41°C), cnabocTs, TOMHOTA, pBOTA, CHUXKE-
HUE aNmeTHTa, MOJIMApPTPaIruu, apTputhl U mMuanruu. llannukynut Bebepa-Kpucuena — penkas
dbopma nmOOYIAPHOTO MAHHHUKYJINTA, XapAaKTEPU3YIOMIAsICsl Pa3BUTHEM OOJE3HEHHBIX MOAKOXKHBIX
y3JI0B Ha TYJIOBMIIE U KOHEYHOCTSIX YAaCTO B COYETAHUHU C CUCTEMHBIMH MPOSIBICHUSMH U TE€HICH-
nueil k peuunuBaM. lIpeactaBisdio KIMHHUYECKOE HAOJNIOJCHHME MAIMEHTa C BepUPHUIIMPOBAHHBIM
JIMarHO30M KOXHOH (opmbl Oonie3nn Bebepa-Kpucuena ¢ HeTHnuuHOM JT0Kanu3amuei npouecca.

Kniouesvie cnosa: nanuukyaut BeOepa-Kpucuena, knuHuueckuil ciayvail, HETUIUYHAs JIO-
KaJu3auusl.

AxkrtyanbHocTh. [lanHukynut BeOepa-Kpucuena (XpoHUYEeCKH pelUIUBU-
pYIOIIMA TAHHUKYJIUT, WIUONATUYECKUN JOOYJSAPHBIA MNaHHUKYJIUT, PELUAUBU-
PYIOIIUH JINXOPAJOYHbI HEHArHAMBAIOIIUNICA NAHHUKYJINUT, HOAYJISAPHBIN ITAHHUKY-
aut, 6onesns Ilpeiidepa-Bedbepa-Kpucuena) — penkoe naponaTuaeckoe MMMYHOA-
Jepruyeckoe BOCHAJICHHE >KUPOBOM TKaHU C JAUMGOUAHO-TUCTHOLUTAPHON WH-
dunbTpanmeit, HeKpo3aMu, OOpa30BAaHUEM JIUIOTPAHYJIEM W TUIUYHBIX KPYIHBIX
KJIETOK C MEHUCTOM nuroruiazmoil. V. Pfeifer (1892 r.) Bnepsoie onucan CII kak cun-
npom «ouaroBoit atpoduu IDKK» ¢ nmokanm3anmeit Ha 1mekax, MOJIOYHBIX XKeje3ax U
KOHEUHOCTSX. F. Weber (1925 1.), Ha3Ban 3TOT MaTOJOTHYECKUN ITPOIIECC HEHArHAH-
Batonumcs y3nosateiM [TH. H. Christian (1928 r.) oOpaTuin BHUMaHUE HAa HAJIMYKE
JIUXOpajKu Tpu 3Tou 6one3nu. 1. Brill (1936 r.) npennoxun HOBBIM TepMUH — «00-
ne3ss [peiidepa-Bebepa-Kpucuenay.
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OTronorus JaHHOTO 3a00J€BaHUs HE W3BECTHA. B OCHOBE MaTOJOrMYECKOro
npoiiecca JeKUT YCUJIGHHOE MEPEKUCHOE OKUCIECHUE JIMMUAOB U UMMYHOTIATOJIOTH-
YECKHUE PEAKIMH C MOBBIIMICHHEM YPOBHS CBIBOPOTOYHBIX ITUPKYJIHPYIONUX UMMYH-
HBIX KOMILUIEKCOB. B opranax u TKaHSX IMPOUCXOJUT HAKOIIIEHUE BBICOKOAKTHUBHBIX
IPOMEKYTOUYHBIX MPOJYKTOB OKHUCICHHS, KOTOpbIE MOJABISIOT AKTUBHOCTH Ppsiia
(dbepMEHTOB 1 HAPYIIAIOT MPOHUIIAEMOCTh KJIETOYHBIX MEMOpaH, 4TO MPUBOJMT K Jie-
reHepaluy KJIETOUYHbIX CTPYKTYp U HUTONU3Y [2, 3].

B maromopdonmornueckoii kapTuHe 3a007€BaHUS BBIACISIIOT 3 CTaIuU: TIepBast —
OCTPOBOCTIANIMTENbHAS (HadaJdbHbIC JUCTPOUUECKIE U3MEHECHHS aIUTIONMTOB, 00pa-
30BaHMSI WHQPUIBTPATOB, COCTOAIIUX M3 MOJUMOPGHOSACPHBIX JIEHKOIUTOB, JIMM-
(GOIMTOB M THCTHOIIMTOB), BTOpasi — MakpodaraibHas (TMCTUOUUTHI MPUOOPETAIOT
dbopMy MHOTOSIEPHBIX MakpodaroB, ¢ TMEHUCTOM LMUTOILIA3MOM, TIyOOKO TIpo-
HUKAIOMIMX B MOJKOKHO-)KMPOBYIO KJIETYATKYy, HEPEAKO MOJHOCTHIO 3aMeniasi aju-
MOILMTHI, HEPEJIKO CO CKJIOHHOCTHIO K HEKPOTH3UPOBAHMIO), TpeThsi — (uOpobdIia-
ctuueckas (pubpobmacTel U TUMQPOIUTH 3aMEIIAI0T HEKPOTU3UPOBAHHBIE YYACTKU
TKaHH, 9YacTO C 00pa30BaHMEM KJIACCHUECKOW PyOIlOBOM TKaHH, B HEKOTOPBIX CiIyda-
ax ¢ nerpudukanuein) [4].

JlanHoe 3a0oJieBaHME SIBISETCS PEAKON MATOJOTHEW COEIUHUTENBHOM TKaHW,
HauOoJIee YacTo MopakaeT KeHIMH B Bo3pacTe 20-50 et ¢ u30bITOYHON Maccoi Tena
[1]. [IpoBouupytomme pakTopsl: TpaBMa, HaPyUICHHs KUPOBOTO 0OOMEHa U SHIAOKpPHH-
HOW CHUCTEMBI, MOPAKEHUE TICUCHU U TMOJKEITYJOYHON KeJe3bl, BIUSHUE NpernapaToB
OpomMa u #oma. OOBIYHO MalMEHTaM OIIMOOYHO CTaBST JMATHO3 «abcCIeccy WiIu
«drierMoHay, X0Ts IPU BCKPBITHH 04aroB THOMHOTO COJIEPKUMOT0 He 0OHAPYKUBAIOT.

Brigensitor BUCIEepaibHYIO M KOXKHYIO popMy maHHuKyauTa. [locieanroo mo-
pa3zeNsaoT B 3aBUCHMOCTH OT XapakTepa KOXKHBIX MPOSBICHUN Ha y3J0BaTyIo, OJIsi-
IEYHYI0 U UHGUIBTpaTUBHYIO (opMbl. B mo3nnue cpoku 3aboieBaHUsI pa3BUBACTCS
aTpodusi >KMPOBOM TKaHU, KOTOpasi MOCTEMEHHO 3aMEIIAeTCsl COCIUHUTEIbHON TKa-
HBIO, YTO MPUBOAUT K TOSBJICHHUIO XapaKTEPHOU BTIHYTOCTH KOKHM Ha MECTE OBIBIIIC-
ro y3na. [Ipu BucuepanbHoil hopme mopakaroTcsi 3a0pIoIUHHAS 00J1aCTh U CaTbHUK
(Me3eHTepHabHbIA MAaHHUKYJUT), MOTYT Pa3BUBATHCA IeNaTOCIICHOMETalusl, MMaH-
KpeaTuT, HedponaTusi, IPU STOM KOXKHASI CUMIITOMATHUKA B Psijie CIIy4aeB OTCYyTCTBY-
et [5].

OCHOBHBIMH KJIMHUYECKUMHU CUMIITOMaMU 3a00JICBaHUS SBISIOTCS: TOSBICHHUE
IJIOTHBIX Y3JIOB B TIOJIKOYKHO-)KUPOBOM KJIETYaTKe, pazmepamu oT 1 1o 5 cMm B aua-
MeTpe, 00JIE3HEHHBIX MPH Najlblalliy, YaCTO C TUIepeMuel Koxku Haja Humu. Jloka-
JAU3alys y3J70B Ha Telle Pa3jIMyHa, Yalle OHU PACIoiararoTcs Ha SroJIMlax, BEpXHUX
Y HIDKHUX KOHEYHOCTSX CO CKJIOHHOCTBIO K JIOKQJIM3AIIMH Ha CUMMETPUYHBIX y4acT-
kax. KoHcucreHus y3/1oB BHauajae MArkasi, 3aTeM OHU YIUIOTHSIIOTCS, MOTYT 00pa3o-
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BBIBATh CITAKH C KOXKEH, KOJKHBIE TTOKPOBBI HaJT HUMH ITEPBOHAYATHHO HE N3MEHEHBI,
B TIOCJICTYIOIIEM I[BET U3MEHSICTCS OT SPKO-PO30BOT0O J0 KOPUIHEBO-OarpoBoro. 3a-
KaHYMBaeTCs Mporiecc arpoduell MOpaKEHHOTO ydacTKa HWHOT/IA C BJABJICHUEM B
nentpe. Cpelld CUCTEMHBIX MPOSBICHUN MaHHUKYJIUTA Yalle APYTHMX BCTPEYAIOTCS
JIMXOpajika, UMEIOIIasi HETIOCTOSTHHBIM PEMUTTUPYIOIIUNA XapaKTep, apTpajiruu, MH-
aJITMH, MBIIIEYHAs CIa00CTh, MOTEPs anmeTuTa. Pexxe HaOMIOIal0TCS renaToMeranus
U monucepo3uT. M3 mabopaTopHBIX OTKJIOHEHHMM CBOWCTBeHHO yBenuueHue COD,
JeikoneHus: ¢ TMMQOITMTO30M, aHEMUS. [ TaBHBIM MTOATBEPKICHUEM TUArHO3a SIBIISI-
eTcst Mopdosornueckasi Bepudukanus — OUOTCUs y3JI0B MAaHHUKYJIUTA. XapakTep-
HBI MPU3HAK JaHHOTO 3a00JICBaHUS — MHOTOSJECPHBIC C TEHHCTOW ITUTOILIA3MOM
Makpodaru («unodarn») Npu rUCTOIOTUYECKOM UCCIe0BaHUH [4].

EAuHBIX TUAarHOCTHYECKMX KPUTEPHEB HE pa3pabOTaHO, HO BBIICISIOT YCIIOB-
Hyto Tpuaay naHHukyiauta Kpucuena-BeGepa: oOpazoBaHue 00J€3HEHHBIX MOIKOXK-
HBIX y3JI0B, TUXOPAJKa, TOCTOSHHOE PEIMIMBUPOBAHNUE JAHHBIX CUMIITOMOB.

Teuenne 3aboeBaHUs HEPEAKO COMPOBOXKIACTCS TEPHOJAMU OOOCTPECHHS H
pemuccuii. [Ipu sTOM mepuoapl peMUCCUNU MOTYT JIJTUTHCS OT HECKOJIBKUX MECSIICB,
0 HECKOJbKUX JieT. OOOCTpeHUsT XapaKTEpU3YIOTCs BO30OHOBIEHHEM Y371000pa3o-
BAHUS, JINXOPAIKOM.

B macTosiimiee Bpemsi He CyIIECTBYET OOIIETIPUHSATON CXEMBI JICUCHUS TTaHHUKY-
nuta Kpucuena-BebGepa. BobIIMHCTBO aBTOPOB CXOJATCA B HEOOXOAMMOCTH Ha3Ha-
YEHUS! MEePOPAIbHBIX TIIOKOKOPTUKOCTEPOUIOB, OCOOCHHO MpU PEelUAUBaxX y31000-
pa3oBaHUsA W JMXOPAIKH, a Takxke Iukiodocdana, azaTuonpuHa, MUKOGEHOATA
Modetuna [5]. Onucan MONOKUTENbHBIA KIMHUYECKUH d()PEKT MECTHOTO pUMEHe-
HUS MPOTUBOOIYXOJEBOrO Mpenapara npocnuauHa B Bujue mazu [1]. CymiecTByroT
eMHUYHBIE pabOThI, CBHUIETEIbCTBYIOMUE 00 3dhdexTuBHOCTH O0KaTropoB OHO-
anbda. IdpdekTa OT IpUMEHEHUSI aHTUOAKTEPUATILHON TepaNUK B JICUCHUU TAHHUKY-
JUTa HET.

[Tporuno3 TeueHus 3a001eBaHUs 3aBUCUT OT (HOPMBI U BApHAHTA TCUCHUS TAHHHM-
kynuta. [lo coBpeMenHbiM naHHbIM 10% BceX M3BECTHBIX CIIy4aeB MAHHUKYJIHUTA
Kpucuena-Bebepa 3akaHUMBAIOTCS JIETAILHBIM UCXOJIOM [5].

Hwxe npuBoauTcs KIMHUYECKOE HAOJIOICHHUE MallMeHTa ¢ MaHHUKYJIUTOM Be-
oepa-Kpucuena.

Knvuauuyeckuii ciaydau.

Ilayuenm K., 56 nem, nocmynun é peemamonocuueckoe omoenenue I'b 9 2. Tyna
03.12.2019 c ocarobamu ma 601U nNpasoll GUCOYHOU yacmu 20108bl (obracmu
mpoguueckotll s36vl) OonU 6 Jesoll 2oneHu (obnacmu mMpoghuyeckol A36bl),
BIPANCEHHYIO 00WYI0 C1abOCmb.
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H3 anammnesa: oxono 18 nem caxapmusiii ouabem 2 muna, ¢ UHCYIUHONOMPED-
Hocmulo. Heoonoxpammno npoxooun cmayuonapHoe iedenue no nogoody an2uonamuu
HUICHUX KOHEYHOCmel, NepuooudecKy GOZHUKAIOWUX MPOPDUUECKUX 36 HUNCHUX
KkoHeuHocmei. B 2016 200y evinonnena amnymayusi npagoli HUMCHel KOHeYHOCMU HA
YpoeHe 6epxHell mpemu 20JleHU No No8oody 2anepensvl cmonvl. B anpene 2019 2o0a
npoxoousl CmayuoHapHoe JnedeHue 6 o0dcocogom omoenenuu TOKE No2  um.
JIL.H.Toncmozeo no nogody oOwupHoti 5136l J1€80l 20JleHU U HuUdicHell mpemu beopa,
20e Oblia BLINONIHEHA KOJCHASL AyMOmMpAaHCnIaHmayus Ha 38y — sghghexma ne 6wi10,
KOJ#CHbLE JIOCKYmbl ommop2iucs. 110 0aHHbIM 1a60pamopHbIX U UHCIPYMEHMANbHbIX
Memo008 UCCNIe008aHUll 8blaGleHa cunepaiuKemMus (nosvluleHue 2noKo3bl KPosUu 00
12,4 mmonv/n), eunepypuxemus (2,8 mmonwv/n), yeenuvenue ypoeus COD — 41 mm/u.
Koncynomuposan 3HOOKpunono2om, CKOppeKmuposana caxapochHudxcaowas mepa-
nus. [anee 61 nepeseden 6 xupypeudeckoe omoenerue TOKB Ne2 na doneuusanue.
Buvinucan ¢ ynyvwenuem, mpoguueckas s36a ovucmuniacs, YMeHbWuIAch 8 pasmepax
(ommeuena Kpaesas snumenusayusi). Yxyoulenue cocmoanusi ommedaem ¢ cepeouHul
Hos0ps 2019 200a (2 Hedenu Hazao), Koe0a HA BUCOYHOU 0bIACMU CNPABA NOSABUTLOCD
NAMHBIUKO, Oajlee (Co ClI08 NayueHma) oHo Y8eNudUBaIoCh 8 pamepax, NPopeaiocy,
obpazosanace mpoguueckas A36a ¢ Cepo3HbIM omoensiemMbiM, yepe3 3-4 OHsa — ¢
CHOUHBIM — omOensiembiM. ITlayuenm Obl1  OCMOMpPEH — OENHCYPHLIM — XUPYP2OM,
2ocnumanuzuposan 8 xupypauieckoe omoenenue I'b Ne3. Ocmompen xupypeom: Ds:
Cucmemnoe nopasicenue MACKUX MKaHeu auyd, myno8uuid, HUNCHUX KOHEYHOCMEN.
Jannvix 3a abcyecc, pneemony msackux mkaueu nem. B xupypeuueckom nedyeHuu He
HyoicO0aemces. Pexomenoosana koncynomayus peemamonoea. KCII docmasnen 6
pesmamonozudeckoe omoenenue I'B9 ona Kypca nevenus, onpeoenenus oanvHeliuiel
MAaKmuKy 8e0eHUsl.

llepenecennvie 3aboneseanus: HBC: amepockiepomuyeckuil KapOuockiepos,
nepmanenmuas Gopma uopuiiayuu npeocepouti, maxughopma. Ilonnas 6nroxkada
JIHIIT. HK 2cm. Apmepuanvuasn cunepmensusi 3cm, 2cm, puck 4. Jleeounas eunep-
men3us 2 cm. Oxcupenue 1cm. IIneemocknepos. Xponuueckuii nankpeamum eHe 000-
cmpenus. fA3zeennas o6oneznv 12-nepcmmuoul kuuiku He obocmpenus. CaxapHulii oua-
bem 2 muna, ¢ UHCYIUHONOMPEOHOCMbIO, YeNeol YPOBEHb 2IUKUPOBAHHO20 2eMO-
enoouna 7,5%. llcopuasz. B 2016 200y amnymayusi npo8ou HudcHeli KOHeYHOCMU HA
YpoeHe 6epXHeli mpemu 20JeHU NO Noeody 2aHepeHvl cmonvl. Hacnedcmeennuviil
anamues: 6/0.

IIpu nocmynnenuu cocmosinue cpeoueli cmenenu msaNcecmu, CO3HAHUe SCHOe.
Pocm — 174 ecm, eec — 99 ke. UMT — 32,7 ke/m’. T emnepamypa mena 36,7 ° C. Kooic-
Hble NOKpO8bl (Du3uoi02u4eckoli okpacku. [liomubvili omex NnoOKOMCHO-IHCUPOBOU
Kiemyamxu npaeotl GUCOYHOU 001acmu, 8 NPaesotll Ha0OPo8HOU obIacmu ¢ oyazamu
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Hekpoza pazmepom 15x10cm. Tpoghuueckue 3661 Ha MeOUANbHOU NOBEPXHOCMU
gepxHeli mpemu N1e6ou 207eHU, A200udnblx odnacmsax. Pybyoevie usmenenus Koxicu
71€601 201eHU, 200Uy, Hcueoma, 201086bul. llcopuamuueckue svicvinanus na paseuda-
MebHOU nosepxHocmu 00oux npeonneduii. Buoumvle cruzucmole 0b6on0uxu: huzuo-
JI02UYeCKOll OKpacKu, enadxcHvle, uucmule. llepugepuueckux omexoe nem. llepughe-
puyeckue aumgamuyeckue y3ivl He yeenuuenvl. B neckux Ovixamue eesuxynsapHoe,
xpunos nem. Y[ — 18 6 mun. Touwl cepoya npuenyuieHvl, pumm HenpasuibHblil.
YCC 90-110 6 mun, nyavc 90-110 6 mun. A 130/80 mm pm cm. JKusom msexkuti, 6es-
boneznennvlil. Ileuenv no xparo pebepnoii oyeu. Cenesenka He yeenuuena. Cmyi,
ouypes 6/0. Quzuonocuveckue uzeudObl NO3BOHOUHUKA cenadicenvl. llanenayus napa-
gepmebpanvHulx mouex besdonesnenna. Cycmagvl U3yanbHO He uzMeHeHbl. /[gudice-
HUSL 8 CYCMABAX 8 00CMAMOYHOM 00beme, be3bone3nennsl. Kynoms npagoii conenu Ha
YposHe eepxuell mpemu 8 y0081emeopUmenIbHOM COCMOSHUU.

Hannwvie nabopamopnozo oocnedosanus npu nocmynienuu: Hb — 105 2/n, spum-
poyumol — 4,8x10%/n), netikoyumor —10,3x10°/n, mpomboyumer 155x10°/1, COD — 20
MM/Y; enoko3a kposu 17,68 mmonw/n, oowuii benox — 59,9 2/n, arwoymun 28,2 2/x,
AJIT — 5 Eo/n, ACT — 11 Eo/n, kpeamunun — 107,5 mxmonv/n, mouesuna — 4,27
mmonv/n, KOK — 42,2 Eo/n, JII" — 498 Eo/n, mouesas kucioma — 318 mxmonv/i, mo-
yesuna — 4,27 mmonwv/n, obwuii xonecmepurn — 2,9 mmonv/n. AT k yumonnasme Heti-
mpogunos (ANCA) 0,1; AT x npomeunaze-3 — 0,6, AT k nakmogeppuny — 0,2; AT k
muenonepokcuoase (MPO) IgG — 0,3; AT « asnacmaze — 0,2; AT k kamencuny G —
0,2; AT k BPI — 0,1. Aumueenvr cenamumoé B u C ne gviagnenvi. Aumumena k BUY
He sviasnenvl. Oowuil ananuz moyu. beaka nHem, neuxoyumypus — 2-3 6 n/3. Mazok ¢
mpoguuecKoii A36vl: 8blOeIeHA KYIbMYpa INUOEPMATbHBIU CMAQUIOKOKK.

Anexmpoxapouoepagus: Duopunnayus npeocepoutt, HYCC 100-110 6 mum.
Penmeenoepagpus OI'K: neckue u cepoye 6e3 namonocuu. Y3H opeanos Oprowroi
nonocmu, novek: oughghysnvle usmenenus napeHxumul neveru. I enamomezanus. ’KKb
Ipusnaxu xponuuecxkoeo xoneyucmuma. I unomonus sxcenunoeo nyswvips. /ughgysmovle
usmMeneHus: noodcenyoounou cenesvl. Cnienomezanus. Ilpusnaku xponuueckoeo
nuenoneppuma. Y3J[I' BI]A: npusnaxu cmenosupyioweeo (cmenos 25-30% no oua-
Mempy) amepockieposa 3kcmpakpanuanvhsvix omoenos BLC. V3" apmepuii nudic-
HUX KOHeYHOCmel: amepoCKiepo3 apmeputi HUMCHUX KOHeyHocmel. Amnymayuonnas
Kkynems npaeotl 2onenu. Cmenosvl b6edpennvix (40%), npasoii nooxonennou (70%),
negoti nepedneil bonvutebepyosoii apmepuu (80%,), okknro3us ne6otl 3a0Heli b6ovule-
bepyosoti apmepuu. buoncus y3na ne vinonnena no mexHu4eCKUM NPUYUHAM.

Bnepevie ouaznocmuposan nannukynum, Havama mepanus I'KC: memunpeo 6/8
Kan 0OHOKPAMHO — HA 5MOM (POHe NO8bIcUNCs caxap Kposu 00 30 Mmonv/1, 003a uH-
CyIuHa yeenudena 606oe; 6 OdalbHelluleM nepesedeH Ha 4 mab./cym memunpeoa.
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IIposoounacey anmubuomuxkomepanus, NPOMUEOBOCHANUMENbHAS, 00e3001UBAIWas,
2UNOMEH3UBHAS, AHMUKOARYTIIHMHAs, eunoiunuoemudeckas mepanus. Ha ¢one npo-
800UMOll mepanuu 364 HA0OPOBGHOL 0O1aCMU OYUCIMULACL OM Halemd, 60b 8 00-
nacmu 138 nepecmana 6ecnokoumn. Bvinucan no Hacmoaunuio nayueHma no cemeli-
HbIM obcmosamenvcmeam. Ilayuenmy pexomeHO008aHO HaOIOOeHUue Xupypea no mec-
my JHcumenbCcmea, HabaoeHue peemMamoioad, IHOOKpUHoao2a, kapouonoza. Ilocme-
neHHoe CHuUdIceHue 003bl Memunpeda no % mab. 3a 2 neoenu 0o 2 mab./cym, ocmomp
pesmamonoea depes 2 nedenu. Konmponwv AJl, enoko3vl Kposu, eunomeH3ueHas, uH-
CYIUHOmMepanusl 8 npedcHem obveme, npenapamul Kaibyusl.

3akioueHue.

JIaHHBIN KIMHUYECKUH Cy4dail JEMOHCTPHPYET CIOKHOCTh TUArHOCTHKH TaH-
HUKynuTa Bebepa-Kpucuena y manpeHTa co MHOKECTBOM COITYTCTBYIOLIUX 3a0oiie-
BaHul. [lanMeHT qnuTenbHO HAOMIONAJCS C AMArHO30M «TPO(pUYECKUE SI3BBD» U HE-
OJTHOKPATHO MOJBEPrajicsi XUPYPrUYeCcKOMY BMEIIATEIbCTBY 0€3 MOJIOKUTEIBHOIO
pe3ynbTara.

OOpamaer Ha ce0s BHUMAHUE TO, YTO B JAHHOM Cllydyae OTCYTCTBOBaJd CHM-
NTOMBI, XapaKTepHbIE ISl KIMHUKU MaHHUKYJIUTA: INXOPaaKa, MUAITHH, apTPaJTHH,
BUCLIEpAJIbHBIE MTPOSIBICHUS, B KPOBH HaOI01aeTcss HOpMalibHbI ypoBeHb AT. Tak-
’Ke HaOJIro/1aeTcsl HETUITUYHAS JIOKAIU3alusl KOKHBIX MPOSBICHUN — J00Has, BUCOY-
Has o6sacth. Tepanus 'KC B HeGombiux 103ax (4 1ad./cyT) majia Moja0KUTEIbHBIN
pEe3yJIbTaT, YUTO MOKHO OOBSICHUTh OTHOCUTENIBHO OJIAarONPUSITHBIM €r0 TEYCHUEM.

Jlutreparypa

1. TI'peb6enrok B.H., lynapesa JI.A., Toroesa JI.T., Mypakos C.B. PenuauBupyrommii iu-
XOpaJ0OYHbIN HEeHarHauBaroumics naHHuKyauT Bebepa—Kpucuena. Knuaudeckas gepMaronorus u
BeHepoaorus, 2011. Ne 3. C. 15-18.

2. Casymkuna H.M., Eroposa O.H., benos b.C. IlaHHUKYJINTEI B peBMaTOJIOIMH: HEpe-
menHsle Bonpockl // CoBpemennas pesmaroinorus. 2016. T. 3, Ne 5. C. 10. DOI: 10.14412/1996-
7012-2016-3-5-10.

3. BepOenko E.B. CrionTtanssiii manHuKkyauT. B kH.: KoxkHble U BeHepuueckue OOJE3HU:
Pyx-Bo nns Bpaueit. [log pea. FO.K. Cxkpunkuna. M.: Menuuuna, 1995. Ne 2. C. 399-410.

4. Enpkun B.J[., Mutprokosckuit JI.C. M30pannas nepmarosiorus. Penkue nepmarossl u
JepMaTtosiornyeckue CUHApPOMbl. CIpaBOYHHUK MO JUArHOCTHKE M JICYEHUIO J1epMato3oB, llepmsb,
2000. 200 c.

5. Eroposa O.H., beno b.C., KapnioBa FO.A. CrioHTaHHBII MaHHUKYJIUT: COBPEMEHHBIE
oJxo/1bl K JieueHuto. Hayuno-npakrudeckas pesmarosorusi. 2012. T. 50. Ne 5. C. 110-114.

6. AxwmepoB C.®., Abnynranuesa J[.U., Jlammmua C.A. u np. ClHOXHOCTH AMATHOCTUKH
naHHukyiuTa Bebepa—Kpucuena. [lpaktuueckas menununa, 2014. Ne 4(80), T. 1. C. 19-22.

37



7. HOnanosa JI.C., Ecadoa T.B., ®epeneny H.I1. PeuunuBupyromuii y310BaThlid TUX0Opa-
JIOYHBIN HEHArHaWBAIOIIUNCA TAHHUKYJIUT TsoKesoro TedeHus. Knuaudeckas menununHa, 1978, T.
56, Ne 5. C. 115-117.

8. CyukoBa T.H., 'amaronoB b.H., [lonoB N.B., Tuxomupo A.A. bone3ns Ildetidepa—
BeGepa—Kpucuena (crioHTaHHBIH NaHHUKYJINT) y JEBOYKU-TIoApocTKa// B kH.: 3-if Beepoc. KoHTp.
nepmatoBeH. Te3ucel. Kazanb, 2009. C. 118.

CMEPTHOCTb HACEJIEHUA TYJbCKON OBJIACTHU OT BOJIE3HEN
SHJOKPUHHOMN CUCTEMBbI, PACCTPOUCTBA IUTAHUA U
HAPYUIEHU OBMEHA BEIIIECTB

XpomymuH B.A., Xagapues A.A., [Ipuiena C.A.

@I'BOY BO «Tynvckuii 2ocyoapcmeeHHblil YHUBEPCUMEM », MEOUYUHCKUL UHCIMUMYM

AnHoTanus. /71 u3ydeHus: CMEpTHOCTh HaceJaeHus: TynbCKON 00JIacTh ¢ TIepBOHAYAILHON
MPUYMHONU CMEPTH B Kiacce «bone3Hn SHIOKPUHHON CUCTEMBbI, pACCTPOMCTBA MUTAHUS U HapYIIIe-
HUsl 0OMEHa BEIleCTB» ObLIM MCIIOJB30BaHbl JaHHbIE perucTpa cmeptHoctd MedSS 3a 2012 — 2020
I.I., IporpaMMa pacuera cpeHeil MpoAOKUTEIbHOCTH Xu3HU LeaMedSS — npeacrasneno 9770
CJIy4aeB M3 YMCJIA TMOCTOSHHO MPOKUBAIOIIKX Ha TeppuTopuu Tyibckoi obmactu. OTMEUEHO exe-
KBapTaJIbHOE yBEJIMYEHHUE CIyyaeB CMEPTH MHCYJIMHHE3aBHUCUMBIX OO0NbHBIX TyibCKoW obnacTu B
2019 rony u B nepsoM kBaptaie 2020 roaa, 4yto TpeOyrOT BHUMAHUS U NPUHATHS MEpP OpraHaMu
31paBoOXpaHeHus. Pe3yabTaThl aHaIM3a UCIOIB30BaThCs ISl OLEHKH cMepTHOCTH oT COVID-19 B
KauecTBE MCXOIHOW cuTyauuu, uMeBledl B Tynbckol 00JaCTH A0 MOSIBICHUS MEPBBIX CMEPTEIIb-
HBIX CIIy4aeB.

Kntouesvie cnosa: caxapublii aua0eT WHCYJIMHO3aBUCUMBIA M HHCYJIMHOHE3aBUCHUMBIH,
CMEPTHOCTb, NMPOJIOJKUTEIIBHOCTD KU3HH, TPOLIEHT HETOKUTHUS

Beenenmne. [1o nanusiM Becemuphoti opeanuzayuu 30pasooxpanenus (BO3) nu-
arfHo3 caxaptoeo ouabema (CJ1) B Mupe ycranaBiauBaercs 6osee, uemy 422 MHILIINAO-
HOB 4eJIOBeK B3pocisioro Hacenenus. Yucino 6onbHbix CJl Bo3pacTaeT mapasuiesibHO C
POCTOM YMCJIICHHOCTHU HaceJieHusl U ero crapeHueM — 110 40% [4]. Ilo3auss auarso-
CTUKa M HEKOHTPOJIUPYEMOCTD JIeUeHUs (HEKOHTPOIUPYEMBI TUa0ET) BEIyT K CEPb-
€3HBIM OCJIOKHEHUSIM — aMITyTallMsAM HI>)KHUX KOHEYHOCTEH, MOYeYHOM HEe10CTaTou-
HOCTH, CJIETIOTE, KOTOPbIE YBEIIMUUBAIOT cMepTHOCTh HaceneHus: ot C/l. KonnuectBo
HEepacIlo3HaHHBIX clly4yaeB 3a0oJieBaHus koseoaercs ot 24% 10 62% [5].

Leab uccienoBanus — OLEHUTh CMEPTHOCTh HacedeHus: Tynbckol 00JacTu ¢
IEPBOHAYAIILHOU TMPUYUHOW CMEPTU B Kjiacce «bone3Hu 3HIOKPUHHOM CUCTEMBI,

paCCTpOﬁCTBa IMMTAHWUA WU HAPYHICHUSA oOMeHa BCHICCTB» B YAaCTHU 4YHCJIAa CJIIY4acB,
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