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JIJET'OYHOM AJIBBEOJISIPHBIN MUKPOJINTHUA3. KIMHUYECKUUN CJAYUYAU

Beeoenue

Jlerounsrit anbBeosspHbIN MuUKposuTruas (JIAM) — peakas 6osie3Hb, XapaKTepu3yroIa-
sics 00pa30BaHUEM MUKPOJIHMTOB (KaJIbIC()EPUTOB, UIIH, KaK UX €Il HAa3bIBAIOT, ICAMMO3HBIX
TEJT) BO BHYTPHUAIBBEOJISIPHOM MPOCTPAHCTBE [1].

B nacrosimiee Bpems uaentuduimponat reH SLC34A2, KOTOPBINA CUUTAETCS OTBETCTBEH-
HBIM 32 Pa3BUTHE aAbBEOJSIPHOTO MUKpOIUTHA3a [2, 3]. DTOT reH orBeuaeT 3a [Ib Harpuii-doc-
¢at KoTpaHcopTep, KOTOPBI UTpaeT poiib B peryssinuu GocdaTtoB. HecmoTps Ha TO, 9TO 3TOT
0eNIOK MOYKHO HAWTH B Pa3HBIX OPTaHax U TKaHSAX Teja, OOJbIIIE BCErO €ro B IETKUX, 0COOCHHO
B anbBeosionuTax Il tuma. Myrtarmuu resa SLC34A2 yxynmator aktuBHOCTh [Ib HaTpmii-doc-
daT KoTpaHcmopTepa, YTO MPUBOAUT K HakomieHuio ¢ocdara B ampBeosnax. HakorieHHbII
dochar oOpazyeT MUKPOIHUTHI, KOTOPBHIE BBI3BIBAIOT MPU3HAKH U CHMIITOMBI JIETOYHOTO aJlb-
BEOJISIPHOTO MUKPOJIUTHA3A.

3aboneBaHne HACIEIYETCs MO ayTOCOMHO-PEIIECCHBHOMY THUITY, YTO O3HAYaeT HaJIH4YHE
reHa B KaXJou kieTke. PoguTenu yenoBeka ¢ ayTOCOMHBIM PELECCUBHBIM COCTOSTHUEM HECYT
OJIHY KOIHMIO MYTUPOBAHHOTO I'€Ha U OOBIYHO OHH HE MPOSBIIAIOT MPU3HAKU U CUMIITOMBI aJlb-
BEOJISIPHOTO MUKpOJIUTHA3a [4].

B 3aBucuMocTH OT KIMHUYECKOTO TEUEHUS], PEHTI€HOJIOTMYECKOI KapTUHBI, UCCIEe10Ba-
Husl QyHkuuu BHemrHero Abixanus (OBJ) BeIAENSIOT TpU CTaauu JIETOYHOTO aIbBEOSIPHOTO
MukponuTHasza [5]. IlepBas ctaaus He CONPOBOXKIAETCS JBIXATEIbHON HEIOCTATOYHOCTHIO.
BonbHble %anod He MpeabsBISIOT, U 00JIe3Hh OOHAPYKUBACTCS CIY4aliHO NPU MPOBEACHUU
TUTAHOBOTO PeHTreH(Irooporpaduaeckoro odcnenoBanus. Bo Bropoit ctaauu y 607IbHBIX TT0-
SBIISIOTCA KalOObI Ha OJBIIIKY MPU (PU3NYECKON HArpy3ke, o0Iyto cnabocts. Ha peHtreHo-
rpaMMax BO3HUKAIOT U HAPACTAIOT UHTEPCTULIMAJIbHBIE U3MEHEHUS, OTMEUaeTCsl Oyie3Has M-
¢duzeMa BEpXHUX OTAENOB JETKUX. TpPeThsl CTaus XapaKTepPU3yeTcs MOSIBICHUEM IbIXaTelb-
HoM HenoctaTouHocTH II-III ctenenu, terounoro cepauna. Ha peHTreHorpaMmax odaru ciuba-
I0TCSI B MACCUBHBIE TEHU, IPEUMYIIIECTBEHHO B BEPXHUX OTJENaX JIETKUX, IPOrpecCUpPyET UH-
TepcTunuanbHbil Guopos. [Ipu nccnenoBanun @B/l perucTpupyroTcss peCTPUKTHBHBIE U3ME-
HEHUS Pa3InYHON CTENICHU BBIpaXEeHHOCTH [6, 7].

Henw

[Tpoananu3upoBaTh ciiydaid 3a00J€BaHUS alTbBEOJISIPHOTO MUKPOJIUTHA3A U TaHHBIE KITU-
HUYECKOTr0 00CIe0BaHNUS.

Mamepuansl u memoowl ucciedo6anus

PeTtpocniekTuBHBIN aHaIN3 aMOyIaTOPHON U CTAIIMOHAPHOW KapT MAaLMEHTa, TaHHBIX Me-
JTUIIUTHCKOTO 00CIIeIOBaHMS.
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Pesynomamur

bonwnoit H., 80 ner, xxurens 1. ['omenst, neHCHOHEp, HAOIMIOAACTCS B TUCTIAHCEPHOM OT-
neneHun yupexaeHus «l'omenbckas obnactHas TyOepkyle3Has KIMHMYEcKas OOoJbHHIIA
(YT'OTKB).

B 2021 rogy mpu npoxokIeHUH TUIAaHOBOTO peHTreH(rooporpaduueckoro odciaenona-
HUSI BIIEPBBIC ObLTH BBIABICHBI M3MEHEHUS B BU/IC TUCCEMUHAIIMU B JIETKUX (PUCYHOK 1).

|

Pucynok 1 — O030opHasi peHTTeHOrpaMMa OPraHoOB I'PyAHON KJIeTKH (A dy3HbIA MTHEBMOCKIEPO3;
¢ 00eHnX CTOPOH B CpeiHe-HIKHUX OT/AEJIaX — MEJIK004YATOBbIe TCHH)

C uenwto noodcnenoBanusi amOynaropuo BeimosiHeHo KT OT'K. C nuarno3om: nquccemu-
Haiyst B Jerkux (ths?) ObuL1 HampaBiieH Ha KOHCYyJbTalmio K myiasMoHojory B YIOTKB. B
csizu ¢ COVID-19-undexnueii (oktsaopp 2021, mapt 2022 — nerkoe TeueHHUe, JICUHUIICS aM-
OyJaTOpPHO) Ha KOHCYJIbTAIlUU HE OBLI.

Jletom 2022 roga ctan oTMedaTh OJBIINIKY MPU YMEPEHHON (PU3NYECKON HArpy3Ke, pei-
KU Kalesb ¢ HeOOJBIINM KOJIMYECTBOM MOKPOTHI CIM3HCTOro xapakTtepa. Obparuics B 1o-
JUKIUHUKY 110 MECTY KUTeNnbcTBa. [loBTOpHO HanpasieH Ha koHcynbTanuto B YI'OTKB, roc-
NUTAJIU3UPOBAH B TOPAKAIBHOE OTJEIICHHUE C 1IeIbI0 BepU(UKALIUU TUArHo3a.

Ha moMeHT oOpameHus: kajao0bl Ha Kallledb CO CKYJIHBIM KOJIMYECTBOM MOKpPOTHI,
OJIBILIKY TPH BBIMOJIHEHUH YMEPEHHON (pu3nueckoil Harpy3Ku, 601 B IPaBOM MOJIOBUHE TPY /-
HOM KJIETKH, 001IyI0 c1abocTh, CyOdeOpumuTeT.

W3 anamue3a u3zBecTHO, uTo ¢ 1971 roma padotan mpoBuzopoM, yBonmics B 1991 roxy u
B 9TOM jK€ T'OJIy yIIIeJ Ha EHCHI0. BpeTHbIX puBBIUEK HE MMeeT. B aToM nepuose xanod He
HPEeIbsBIISIL

ConyrcTBytomue 3a00J1€BaHus: pak JeB Mo4YKU (Hedprkromust ciesa B 2014 roay); nud-
dy3Has KpynHOKIEeTOYHas TuMdoMa ¢ mopaskeHreM jieoro sauuka (2 kypca [1XT, 2021 ron); ue-
Muyeckasi 00JIe3Hb cepAlla; apTepuanbHasi THIepTeH3us | cTeneHu.

3HayKTeNbHOE YXY/IIEHHE COCTOSHUS OTMEYaeT B TEUEHHUE MOCIIETHET0 ro/1a, KOraa yCu-
JIWJIACH OJIbIIIIKA, KallleNb.

OOBEKTUBHO MPU NOCTYIUICHUHU: IIMAHO3 I'y0, yMepeHHbIH qud@y3HbIil nuaHo3 auua. [le-
pudepryeckne TuMQpaTHIECKUe y3IIbl He yBeIYeHbl. [lepkyTopHO HaJl IETKUMH B BEPXHUX OT-
Jieslax JIETOYHBIA 3BYK ¢ KOPOOOUHBIM OTTEHKOM, YKOPOUYEHHE B MEXKJIONATOYHOW 00JacTH M
HIDKE YTJIOB JIOTIATOK C IBYX CTOPOH. AYCKYJIBTaTHBHO JIbIXaHUE PABHOMEPHO OcJal0JIeHHOE, TI0
BCEH 3a/1Hell MOBEPXHOCTU M B OOKOBBIX OT/ENIaX BBICIYIIMBAETCs 3By4Has kpenurarus. ['pa-
HUIIBI OTHOCUTEIBHON TYHOCTH Cepla paclIupeHbl BI€BO. TOHBI HA BEPXYIIKE MPUIITYILIEHBI,
TaxXUKapAus, akLEeHT 2-To TOHa Ha JieroyHoii aprepud. [lynsc 90 ynapoB B MUHYTY, pUTMHYHBIH,
AJl — 130/70 mm pr. ct. Opransl OpromHoOH mooctH 6e3 ocodeHHocTell. OTEKOB HET.

JlaGopaTtopHO-HHCTpyMeHTaIbHbIe MeToibl HccnenoBanus: OAK (ot 09.08.2022 r.): HB —
161 v/i; Er — 5,09 x 10%12/m; Le — 5,88 x 10x9/;m; COD — 9 Mwm/4; 1iTrOK03a KPOBU — 5,2 MMOJTB/JI.
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OAM (ot 09.08.2022 r.): IBET — COJOMEHHO-KENThIH; yaenbHbiil Bec — 1016 r/m; 6enox —
HET; caxap — OoTpuIarelbHbIi; Le — 1-2 B mose 3perns. BAK (ot 09.08.2022): o6mmii 6etox —
72,3 1/1; MOoueBMHA — 9,2 MKMOJIB/JT; KpEaTUHUH — 126 MKMOJIB/JT; X0NecTepuH — 3,7 MKMOJIB/II;
AJIT — 17 En/n; ACT — 31 En/m; o6umii Omnmupyous — 15,6 Mxmouts/i. MokpoTa Ha BTOpHY-
Hy10 propy ot 09.09.2022 r. — pocTa KITUHUYECKH 3HAYUMOM MUKPO(IOPHI HET. AHAIH3 MOK-
potel Ha KYB ot 09.08.2022 r. — otpurarenshas. Genexpect MTB/RIf ot 10.08.2022 r. —
OTpHLIATENIbHAS.

®ubpoTpaxeoOPOHXOCKOIHUS — Tpaxesi CBOOOIHO MPOXOAUMA, CITU3UCTAs €€ OJIeTHO-PO-
30Basi, KapTUHA OM(ypKalMK Tpaxeu ocTpas, MoABMXkKHasl. JlocTymnHble ocMOTpY OpOHXH CBO-
00/IHO MPOXOUMBI, CIIM3UCTAsl UX THIIEPEMUPOBaHa, oTeyHa. CEeKpeT CIM3UCTO-THOMHBIN. 3a-
KIroueHue: 1udQy3HbIiid 3HT0OPOHXUT 2-1 cTeneHu. bpoHxoanbBeoIsIpHbI CMBIB: B MaTepH-
aJie IIITUHIPHYECKUI STUTEIHH, ISHKOIUTHI — BCE TI0JI€ 3peHHUsI, HeUTpopuiel — 64 %, anb-
BEOJIsIpHBbIE Makpogaru — 1-2 B mose 3peHusl.

Bentunsuuonnas ¢GyHkuus jerkux (mo pesyiabratam crmpomerpun ot 18.08.2022 r.):
KEJI — 3,07 1 (66 %); ®XKEJI — 3,64 11 (82 %); ODPB1 — 3,0 1 (84 %); ODPB1/DXEJI — 85 %;
MMOCsez — 5,00 n/c (58 %). 3akmroducHHEe: yMEpEHHBIC HAPYIICHHUS BEHTUJISILIAH JICTKHX TI0 pe-
CTPUKTUBHOMY THUITY.

KommprorepHast ToMorpadusi OpraHoB TPYIHON KIETKU: MPEUMYIIECTBEHHO B HIKHUX
oTaenax o0OMX JIETKUX, B 33JHUX OT/EJaX BEPXHMX J10JIEH — MHOXKECTBEHHbIE MEJKHUE I10-
JIOCTHBIE OYard ¢ BBIPAKCHHBIM KAJIBIIMHO30M B COYETAaHHWU C TPAKIIMOHHBIMH OpPOHXOIKTa-
3aMH, U yYaCTKaMH CO CHH)KEHHOW IMHEBMOTH3ALMU JIETOYHON TKaHU. 3aKIII0YEHUE: HA OCHO-
BaHUM JaHHBIX oOcienoBanusx kaptuHa KT moxer ObITH 00yCIIOBIECHA abBEOSIPHBIM MHK-
ponutuaszoM. B cpaBHennu ¢ 2021 rogom BbIpaXkeHa OTpULIATEeNbHAs JUHAMUKA 32 CUYET pac-
IPOCTPAHEHUs pOoLEcca U MOSIBICHNUSI MUKPOJIUTOB (PUCYHOK 2).

Pucynok 2 — KT nerkux nauuenta (o0bsicHeHUEe B TEKCTe)

C nenplo BepupHKaALMK IUArHO3a MAIMEHTY BBIOJHEHA BUI€0aCCUCTUPOBAHHAS TOpa-
kockonus (BTC). [Tory4uenp! OHONTATHI JISTOYHOW TKAHU.

['ncTonoruyeckoe uccieg0BaHue: 0OHapy>KEHbI OCTPOBKH IIACTUHYATON KOCTH B ajIbBe-
oJlaX OKpYTJIOH (OpPMBI, pO30BOTO IBETA, TOMOTCHHBIE MACCHl, KOCTHBIE I OMEJIIOTBOPEHHBIC
00pa3oBaHus, B KOTOPBIX pa3InuyuMa KOHIEHTPHUYECKas CTPYKTypa. MexxaabBeossipHbIe Tiepe-
TOPOAKH YTOJIIECHBI B PE3yJIbTaTe pa3pacTaHus COCIWHUTEIHHON TKaHH (MOp(OIOTHIECcKOe
3aKJIIOYEHHE: JIETOYHBIH albBEOIIPHBIA MUKPOJIUTHA3) (PUCYHOK 3).

[TarmenTy pekomennoBano: nenTokcudmmma 200 mMr 3 pasa B 1eHb 2 MecsIa, KOHTPOJIb-
Hoe KT uepe3 monroaa.
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PI/ICYHOK 3 — I'mcToJiornueckoe uccjieloBaHne nanueHTa (OKpaCKa FeMaTOKCl/IJIHH-303l/IHOM)

Bbi6oown

JIAM — ynuButensHoe ophanHoe 3a00eBaHIe, B MUPE OIMUCAaHO Bcero okoo 5000 kiu-
HUYECKUX ciydaeB. B HacTosiee Bpemst He cyiiecTByeT 3(h(heKTUBHOTO KOHCEPBATUBHOTO Jieue-
HHSI, KOTOPOE MOTJIO OBl M3MEHHTH TiporpeccupoBanne JIAM, MHOTHE METOBI JICYEHHSI, BKITIO-
yas runoochaTHyIo TUeTy, TITFOKOKOPTUKOCTEPOU Ibl, KAJIBIIHI-CBSI3bIBAIOIINE areHThl Oudoc-
(oHATHI, TOTATBEHBIN OPOHX0ATBBEOIISIPHBIN JIABaXK, OKA3INCh HEI(P(PEKTHBHBIMU. J{onTrocpoy-
HBII IPOTHO3 Y HEKOTOPBIX MALMEHTOB HEOIAronpUsATHBIN, €AMHCTBEHHBIH T0Ka3aHHBIA METO.
JICYCHUS] B TEPMUHAIILHOM cTasny 3a001eBaHus — TpaHCIUIaHTanus Jerkux [8]. Ha ceromusim-
HUI JIeHb HE 3apPErHCTPUPOBAHO PELIUANBOB BHYTPHAIbBEOJIIPHBIX MUKPOJINUTOB Y MAIIUEHTOB C
JIAM mnocne TpaHCIDIaHTAIWH JIETKUX, a X BBDKUBAEMOCTD ObllIa CpaBHUMA C BEDKMBAHUEM I1e-
PEHECIINX TPAHCIUIAHTALIMIO JIETKUX MO ApyruM noka3anusam. [Tarmentam ¢ JIAM, crpangarommm
TUIIOKCEMHEH, CIIEAyeT Ha3HAuaTh JIOTOJIHUTENIBHYI0 KHCIOPOAHYIO TEparuio; BCEM HEOOXO-
JIMMa BaKIMHALMS OT THEBMOKOKKA M TPUIIIA, OTKa3 OT Kypenus [9].
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Beeoenue
CouunanbHO 3HaYMMBbIe MH(MEKIIUHN CTaM aKTyalbHOU mpolieMoii 21 Beka 13-3a BBICOKOI
CKOPOCTH UX PaCIpOCTPAaHEHUsI, @ TAKXKE YTPO3bI 37J0POBBIO KaK BCETO HACETICHHSI B IIEJIOM, TaK U,
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