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OBIIASI XAPAKTEPUCTUKA PABOTbDI

AKTYyaJIbHOCTB NPO0JIeMBbI

Bonesns ®adpu (bD) — opdannas HaciencTBeHHas: TU30COMHAsE 00JIC3Hh HAKOTUICHUS, B
OCHOBE TIaTOTeHEe3a KOTOPOH JIKUT MyTallus reHa rajakro3unassl anbda (GLA), npuBosmas K
CHIDKEHHIO aKTHUBHOCTH JIM30COMHOTO (hepMeHTa o-Tanakrozuaassl A (AI'AJ]) 1 HaKOIUIEHUIO BO
BCEX KJIETKaX OpraHum3Ma TI000Tpuao3miIepaMua U ero ACaUTHINPOBAHHON (POPMBI JH30-
riobotpraosmichunrosuna (lyso-GI3) (Zarate Y. and Hopkin R., 2008). PacnipocTpaneHHOCTb
b® B momynsiiuu coctasisier ot 2,1 g0 8,5 cnydaes Ha 1 mutH Hacenenus (Meikle P. et al., 1999,
Poorthuis B. et al., 1999).

Knaccuueckue mnpossienus b®, takue kak Helipornarudeckass 00Jib, aHTUOKEPATOMBI,
CHIDKEHHE TIOTOOT/IEICHUsT MOsBIsIoTess B jaerckom Bospacte (Eng C. et al., 2007), omnako
JIMarHO3 OOBIYHO YCTAaHABIMBAIOT MO3/IHO KaK B CBSI3U C HEAOCTATOYHOW HH()OPMUPOBAHHOCTHIO
Bpayell 0 pelKuX 3a00JIEBAaHHSAX, TaK M B CBS3HM C aTHIIMYHBIM TeueHHeM Bb®d y maiueHToB
usosmpoBanHbM nopakenreM mouek (Nakao S. et al.,, 2003, Sugarman M., Choudhury J. and
Jovanovic A., 2018). B otcyrcTBue paHHero Hauaia jedeHusi b xapakTepu3yeTcs BBICOKOMH
CMEPTHOCTHIO ¥ PAa3BUTHEM TSDKENIBIX OPraHHBIX OCJOXXHEHHH Yy MOJIOJBIX TMAIMEeHTOB
TpynocnocobHoro Bospacta (Schiffmann R. et al, 2009). Cpemn mupokoro crekrpa
KJIMHAYECKUX TIPOSIBICHUH MOpaXCHHE TOYEK MPH TAaHHOM 3a00JICBaHWU SIBIISICTCS OJHUM W3
OCHOBHBIX (DAKTOPOB, ONPEAEIAIOIINX MPOTHO3 M BeKHBaeMocTh 0obHBIX (Talbot A., Lewis N.
and Nicholls K., 2015). OtioxeHre TTMKOCHHUHIOIHUIIAAOB B PA3IMYHBIX KIIETKAX MOYECYHOM
TKaHU HAYMHAETCS C PAaHHETO BO3PAcTa U MPH OTCYTCTBUU CBOCBPEMEHHOTO JICUCHUS HEU30EKHO
NPUBOJAUT K Pa3BUTHIO TEPMHHAIBHON CTalMM XPOHWYECKON MOYEYHOW HEJ0CTATOYHOCTHU
(Tendel C. et al., 2008). B GOJbIIMHCTBE CIyd4acB Ha MOMEHT T€HETHYECKOTO MOATBEPIKIACHHS
JIMarHo3a y MalueHToB yXKe UMEIOTCS IPU3HAKHA KIIMHHYECKH 3HAYMMOTO BOBJICUCHHS MoueK. [1o
JTAHHBIM MEXJIYHAPOHOTO PErHcTpa MalMeHTOB ¢ b y KaIoro msaroro My»X4uHbI U KaXJIOH
JECATOM >KeHIMHBI Habmrogamu mpus3Haku nopakenus mouek (Eng C. et al, 2007), a
3aMmecTuTenbHas nmoveynas tepamnus (3[1T) Obula Hawyata y ceabMO¥ 4acTH BCeX NAIMEHTOB K
Bo3pacty 38 ner (Ortiz A. et al., 2009).

XapaxkTepHucTHKa 0COOCHHOCTEH mopakeHus noyek npu b®, Beiienenne rpynm O0JbHBIX
C PUCKOM HEOJIarompusTHOTO MPOTHO3a MOTYT CIIOCOOCTBOBATh OOjiee paHHEH THAarHOCTHKE, a
TaKKe YIy4IICHHIO TAKTUKH BEJICHUS MAlMEHTOB B HAIICH CTpaHe ¢ OppaHHBIM 3a00JIeBaHHEM.
BeimeckazanHOe OMPEENIIO0 aKTyaIbHOCTh BBIMTOJHEHUS TAHHOTO MCCIIEOBAHHMS.

Crenenb pa3paboTaHHOCTH TEMbI

Oco0eHHOCTH KIMHUYECKOTO TEYCHUS MOPAKEHUs MOYeK y manueHToB ¢ bD sBistorcs

npeaAMETOM AKTHUBHOT'O U3YUCHUS 3a pYGe)KOM NocCJICAHUEC NCCATHIICTUA TAKUMHU YYCHBIMU KaK J.
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Alroy (2002), S. Nakao (2003), M. Ries (2004), R. Schiffmann (2004), R. Desnick (2004), C.
Eng (2004), C. Kampmann (2006), C. Whybra (2006), M. Beck (2006), A. Ortiz (2007), D.
Warnock (2007), C. Wanner (2007), A. Fogo (2010), A. Pisani (2014), A. Nowak (2017).
Knunuko-renernueckre ocoOeHHOCTH TeueHHs: b® BapbUpPyIOT B Pa3IUYHBIX MOMYJSLUIX
MMaIiueHTOB.

MoJteKyIIIpHO-TEHETHYEeCKHEe U OMOXMMHYECKHUE METOIbl JUarHocTHKH bd B cyxux
IATHAX KPOBH B OTeuecTBeHHYI npakTuky BHenpwin E.}O. 3axapoa m K.B. CaBocTbsiHOB
(2010). Teoperuueckue ocHoBbl Hedpomatnu Dadbpu wmzydanun H.A. Myxun (2013), B.C.
Moucees (2013), H.A. Tomwmna (2013). Pacnpocrpanennocts b® cpenu manueHToB
oTaeneHuii remoauanusa 1o Bcei Poccunm BB B.B. ®omuu, C.B. Moucees, JI.C.
HamazoBa-bapanosa (2017). B oTe4ecTBeHHO!N MpakTHKE Ha KIMHUYECKOM MaTepHajie paHee He
ObUTH OXapaKTepHU30BaHbl 0COOEHHOCTH MOpakeHUs mouek rnpu bd.

Iean uccaenoBanusi

OxapakTepu30BaTh OCOOEHHOCTH KIMHHYECKOTO TEYCHHUS TMOPaKEHUS TOYeK ¥y
nanueHToB ¢ b® u BeIABUTH HamOosiee 3HAYMMBIE (PAKTOPHI, ACCOIMHUPOBAHHBIC C TMOYECYHOU
BBDKHBAEMOCTBIO M TIPOTHO30M 3a00JICBaHMS.

3agauu uccaer10BaHus
1. YTOYHUTH YacTOTy MOPAKECHHs MOYEK y marueHToB ¢ b® u ee 3aBUCHMMOCTH OT TOJIa U

BO3pacTa.

2. BbIaenuTh KIMHUKO-1a00paTOpHBIC BAPUAHTHI IOPAXKEHUS MMOYeK 1pu bd.

3. Ilpoananmu3upoBaTh MCXOJbI MOpPaKEHUS MOoYeKk nmpu b®d (craguio XpoHMUYECKOM O0Je3HU
M0YEK) W BBISIBUTH IMPOTHOCTHYECKH HamOoJiee 3HAUYUMbIe (DAKTOPBI, aCCOIIMMPOBAHHBIC C
MOYE€YHOM BBIKUBAEMOCTBIO y MAIUEHTOB ¢ bO.

4. Ouenutp 3HaueHue akTuBHOCTU AI'AJI, paznuunbix myranuii rena GLA u KoHUeHTpauuu
lyso-GI3 B cyxux maTHaX KPOBH KaKk MapKEPOB TSDKEIIOTO MOPAXKEHHUS MOYCK.

5. Onpenenuth BKIa MOPaXKEHUs MOYEK, olleHeHHOTo 1o uHaekcy MSSI (Mainz Severity Score
Index — unHgekc Tsokectn B®), B 06wy Tskecth BD, a Takke BIMSHHUE XPOHHUYCCKON
6one3uu nouek (XbII) Ha nporHo3 3abosieBaHusl.

Hay4ynast HoBH3HA

B oTedecTBeHHOU MpakTUKe BIEpPBbIE HAa OOJBIIOM KIMHHYECKOM MaTepuaye OIleHEHa
gactota pasznuunbix craguii XbBIl y manuentoB ¢ b®, oxapakTepu3oBaHbl OCOOEHHOCTH
MOpaXEHUS TIOYEeK IpH JaHHOM 3aboseBanun. [lokazaHa HeoOXoaAUMOCTh BKItoueHUsI b® B kpyr
3abonieBanuii 1 quddepeHnnaTbHON JUArHOCTUKHM MPU HAIMYUHM Y MOJIOJBIX TAIlMeHTOB, B

0COOEHHOCTHU Yy Jug MYXKCKOTO I10JIa, aJ'IL6YMI/IHypI/II/I, MNPpOTCUHYPUH, CHUIKCHHUA CKOPOCTHU



kiyooukoBor ¢uiabTpaiun  (pCKD) <60 wmia/mun/1,73 M2 i TEPMUHAIBHON TMOYEYHOU
HepocrarouHoct (TXITH).

B wmccnenoBaHuu BriepBbIE BBIIENEH «IOYEUHBI» (eHotun bD, a Taxke aTUMHYHBIC
BapHaHThl TNopaxeHus mnodek (camxenne pCKD<60 mu/mun/1,73 M IIPU OTCYTCTBUU SIBHOM
IIPOTEUHYPHH, HAJIUYME BBICOKOW MPOTEUMHYpUHU Yy keHluH, pazsurue TXIIH B Bo3zpacte no 30
ner). Ilokazama HEOOXOIUMOCTh TMpPOBEACHUS MOP(HOIOTHYECKOTO  HCCIECHAOBAHHUS  C
00s3aTENIbHBIM ~ TPUMEHEHHEM  JJIeKTPOHHOW  MHUKPOCKOTMHM  HeppoOWonTaToB s
MOATBEPKIeHUs ArarHo3a b y manMeHToB ¢ aTUMUYHBIM TE€YEHUEM MOPAXKEHUSI TIOYEK.

Oco0OeHHOCTBIO pabOTHl SBISETCS HW3YYEHUE POJIM MOJEKYISIPHO-TEHETUYECKUX U
onoxumuueckux wmapkepoB b®d, mnpuMeHeHuE BBICOKOTOUHBIX METOJOB OOCIEeI0BaHUS
(ompenenenue anbOYMUHYpPUH, SJIEKTPOHHOW MHUKPOCKONHMHM HEPpOOHONTATOB, MarHUTHO-
pesonancHor Ttomorpadpum (MPT) cepama u rosmoBHOTO MoO3ra). [lomyueHHBIE HdaHHBIC
CBUJETEIBCTBYIOT O CYIIECTBEHHOM BKJIaJle MOpPa)XXeHUs Mo4yeKk B oO0myro Tsbkecth bd, uro
onpezenseT HeoOXOIUMOCTb paHHEW AWarHOCTUKU 3a0o0JieBaHMs, KOTAA €Ile OTCYTCTBYIOT
HeoOpaTHMble U3MEHEHUS! BHYTPEHHUX OpPraHOB.

IIpakTHYecKkass 3HAYMMOCTh

VYV mamuwentoB ¢ b® oTmedeHa BhICOKas dYacToTa MOPAKEHUS TOYEK, YTO TpeOyeT
onpenenenus anpOymunypun 1 pCK® 111 paHHEro BbISBICHHS BOBJICUEHUS IOYEK, a TAKKe
BBIMIOJIHEHUS! ~ PYTMHHBIX ~ METOJOB  oOcienoBaHus  (CyTOYHOE  MOHHMTOPHUPOBAHHE
JIEKTPOKapIUOrpaMMel, sxokapauorpadpus, MPT cepaua v rojsoBHOro mosra) Ajiasi OLEHKH
TshKkecTH b® y BCcexX NanueHToB ¢ yCTaHOBJIEHHBIM JUArHO30M.

BeisBnenune noueuHoro ¢enoruna b®, a Takke aTUNMYHBIX BAPUAHTOB IOPAKEHUS
noyek (cHmwkenue pCKD<60 mn/mun/1,73 M2 MPU OTCYTCTBUU SIBHOW MPOTECUHYPUH, HATUYUE
BBICOKOM mpoTenHypuu y keHuuH, pasurue TXIIH B Bo3pacte no 30 ner) 060CHOBBHIBAeT
[IEPEeCMOTP MOAXOJIOB K alrOPUTMY OOCIENOBaHUSA HE(PPOJIOTUYECKUX MALUMEHTOB, @ UMEHHO,
MIOBBIIIEHUE OCBEJIOMIIEHHOCTH HE(POJIOroB O JaHHOM 3abojieBaHMU: BkItoueHue bd B kpyr
3a0oneBaHui A U depeHnaTbHON AUarHOCTUKY MIPU HAJIMYMU Yy MOJIOJBIX MAllMEHTOB, B
0COOEHHOCTH Yy JIMII MY)KCKOTO I0J1a, aJbOyMHMHYpHUH, NpoTeuHypuu, cHkeHus pCKD<60
min/mun/1,73 M® umn TXITH; NPUMEHEHHE 3JIEKTPOHHOW MHUKPOCKONUU HeppoOHONTAaTOB;
THIATENbHBIM CcOOp CceMeWHOro aHaMHe3a M MPOBEAECHUE LEJEeHANPABICHHOTO MOUCKa
cneunpuuHbix an1 b®D cUMOTOMOB, MpPH HAJIWYUKM KOTOPHIX OINpPaBAaHO IPOBEICHUE
MOJIEKYJISIpHO-TeHeTUYecKuX uccienoBanuil. Ilocne ycranosnenus auarHoza b® neob6xommumo
IIPOBEJIEHUE CEMEWMHOTO CKPUHUHT .

BrrisBinenue (pakropoB, acCCOIMMPOBAHHBIX CO CHIKEHHEM MOYEYHOW BBIKMBAEMOCTU —

MYXKCKOM I0JI, HaJMuue NnpoTeuHypuu, cHmxenne pCK® <60 mu/mun/ 1,73M° B coueraHmu ¢
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BTOPHYHOU apTepuanbHOW runepreHsueid (Al') Ha MOMEHT perucTpanuy MepBOTO MOYSYHOTO

IIPOSIBJIEHUS, TIO3BOJIAET BBIIEIUTH I'PYIIbI MALMEHTOB C BBICOKUM puUcKoM pa3Butusa TXIIH,

MOJUIeKAIIMX TIIATEIHbHOMY HAOJIOACHUIO, MOXET CIIOCOOCTBOBAaTH 0Oojiee paHHEMY Haudaly

MaTOreHETHYECKOH Tepanuy 1 YIy4IICHHUIO TPOrHO3a 3a00IeBaHMs y anueHToB ¢ bO.

IToJ105keHNs1, BBIHOCHMBbIE HA 3aILIUTY
1. Tlopaxenue mouek — yactoe BUcCHEpalibHOe TposBiieHne bd, nanbosiee pacnpocTpaHeHHOE

Cpeay MY)KYHH M TAIUEHTOB 00Jiee cTapiiero Bo3pacta (>32 Jier), THITUYIHO MPOSBIISIONICeCs]
MOBBIIIEHHOW anbOyMUHYpHUeEl, IpoTeuHypruel CyOHe(ppOTHUYECKOTO YPOBHS U CHUYKEHUEM
pCK®<60 mn/mun/1,73 M.

2. BO3MOXXHO W30JMPOBAHHOE TMOPAKEHUE TOYEK, 0e3 KIACCHYeCKHX CHUMNTOMOB b®dD u
aTUMHMYHOE TeueHHe HedpomaTtuu, AeOITHpYIOIIee BBICOKOM mporenHypuedl (>3 r/cyr) y
xeHIuH, cHwkenneM pCKd<60 wmi/mun/1,73 M2 IIpU  OTCYICTBUM IPOTEUHYPUU U
pazeutueM TXIIH B monmomom Bo3pacte (<30 ner), mpu stom TXIIH — mHambomee wacThbIii
ncxoq b® B poccUCKOI MOMYNSINHN.

3. Myxckoii oJ1, 6oJiee BEICOKHN YpOBEHb MPOTeHHYpHH, cHnxkeHne pCKD<60 mn/mun/1,73 M2
B COYETaHWU C BTOPUYHOM Al Ha MOMEHT perucTpanyy MEPBOTO MOYEUHOIO MPOSBICHUS
ABIISAIOTCA (DaKTOpamMu, aCCOIMMPOBAHHBIMU C HU3KOM MOYEYHOMN BRDKMBAEMOCTHIO MAIIUEHTOB
¢ b®, npu >TOM MOpakeHHE TOYEK — BAKHEUIUN (aKTOp PUCKA MPOTPECCHUPOBAHMS HE
TOJIBKO MOYEYHBIX, HO KapJUAIbHBIX U LIEpeOpOBACKYISIPHBIX HCXOJIOB.

4. KnuHuueckoe TeYeHHe MOpaKeHHs MoYeK He 3aBUCUT OT akTuBHOCTU AI'AJI, Tuma myranuu
rena GLA u ypoBus lyso-GI3 B cyxux msTHax KpOBH, OJHAKO BBICOKas KOHICHTpamus lyso-
GI3 MosxeT BIHATH Ha MPOTHO3 3200JIEBAHHSI B IIETIOM.

CreneHb 10CTOBEPHOCTH U aNIpodanusi pe3yJbTATOB

JI0CTOBEPHOCTH pe3ylbTaTOB U BBIBOJOB HCCIIEIOBAHUS MOITBEPKIACTCS MPUMEHEHHEM
KOMILJIEKCHBIX METOJIOB TEOPETUUECKOTO u SMIUPUYECKOTO UCCIIeIOBAHUS,
PENpPe3eHTATUBHOCTHIO BHIOOPKU (JI0OCTATOYHBINA KIMHUYECKHA mMarepuan — 112 manueHTtoB, u3
KOTOpbIX 98 manuMeHTOB ¢ TOpPaXEHHEM TI0YeK), HCIOJIb30BAHUEM  COBPEMEHHBIX
JMAarHOCTHYECKUX METOJIUK W CTaTUCTHUYECKOM o00paboTkoi MaTepuana B JIMIIEH3MOHHOM
nporpamme IBM SPSS Statistics 22 (IBM Corporation, CIIIA).

AnpoGamus pabotel mpoBeaeHa 10 okxra6ps 2019 r. Ha 3acemaHMM COTPYIHHKOB
Kadeapsl BHYTPEHHHX, HpodeccHOHaIbHBIX Oosie3Helt U peBmarosiorud MHcTuTyTa
kuHMYecknit Meauuuuel uM. H.B. CkingocoBCKOro M HaydyHO-HCCIEOBATENbCKOTO OT/ENa
3nopoBbecOeperatomux Texnonoruit HTIIb ®T'AOY BO Ilepsoro MI'MVY um. .M. CeueHoa

Munzapasa Poccuu (CeueHOBCKUN YHUBEPCUTET).



Marepuansl JUccepTaluy MpeCcTaBiIeHbl Ha HAydHO-TIpaKTHUecKoi KoHpepenuu IO
P® Hedposornueckue u Xupypruueckue npooaeMbl TPAHCIUIAHTHPOBAHHOM TOYKH M JTHAIIN32
COBMECTHO C KOH(epeHIHel MOJOABIX YYEHBIX M CHEeHHaIHCTOB «Mojomas HepposoTus
(MockoBckast obmacts, Jlomomenoso, 2018), IX cwe3ne Hayunoro oOmiectBa He(poJioToB
Poccun (Mocksa, 2019), na 55-m u 56-m MexayHapoaHbslx KoHrpeccax Epomneiickoit
Accommaniuu Hedposoros-EBponeiickoit uanuznoit accormanuu (ERA-EDTA; Konenraren,
2018; bymanemr, 2019), Ha 6-M MexayHapoaHoM KoHrpecce 1o 6ose3an @adpu (Fabry disease
update; Ilpara, 2019), Ha exeromgnoMm EBpormeiickom koHrpecce pesmarosioroB (EULAR;
Amcrepaam 2018), Ha xourpeccax EBpomeiickoro o6mectBa kapauosioroB (ESC; Mrionxen,
2018; IMapux, 2019).

JIMYHBIA BKJIAJ aBTOPa

ABTOpPOM C€aMOCTOSATENbHO pa3paboTaH IUIaH, CHOPMYIHUPOBaHBI Ielb U 337a4U
UCCIIEIOBAaHUS, a TaKKe BbHINIOJHEHbl OCHOBHBIE JTambl JAUCCEPTAIMOHHON  pabOThI
(6ubmmorpaduueckuii MOKUCK, cOOp, aHAMM3 U 000OIIEHHE KIMHUYECKOTO MaTepuayia). ABTOD
MpUHUMAaJIa HEMOCPEICTBEHHOE y4YacTHE B OINpPENEIeHUHM TAaKTUKU OOCIEAOBAHUS U JICUCHHS
nanueHToB ¢ b®, TrocnuTaNIM3MpOBAaHHBIX B PEBMATOJIOTHYECKOE OTHAEICHHE KIMHHUKHU
peBmarosiorud, Hedposorun U npodmaronorun uMm. E.M. Tapeea YKb Ne3 Tlepporo MI'MVY
M. M.M. CeueHoBa. ABTOPOM JIMYHO CJETaHBI BBIBOJBI W pPa3pabOTaHbl TPAKTUUYCCKUE
pPEKOMEHAALINH.

BHenpeHue B NpakTuKy

Pe3ynbrarhl HccnenoBaHUS UCHONB3YIOTCS B pabOTe€ PEBMATOJIOIHMYECKOTO OTIENICHUs
KJIIMHUKW peBMaTtosioruu, Hedpojoruu u npodnatosorun uM. E.M. Tapeea YKb Ne3 ®I'AOY
BO Ilepsoro MI'MY um. U. M. CeuenoBa Mun3apaBa Poccun (CeueHOBCKUI YHUBEPCUTET), B
yuyeOHOM TMpolecce Ha Kadeape BHYTPEHHHUX, IPOodecCHOHaNbHBIX 00Je3HEH U PEeBMATONIOTHH
WNuctutyra knmunndeckuit meaununsl uM. H.B. Cxmdocosckoro ®I'AOY BO Ilepsoro MI'MY
uM. .M. Ceuenoa MunsznpaBa Poccuu (CeueHOBCKUN YHUBEPCUTET).

CooTBeTcTBHE JHCCEPTAIUM NACTIOPTY HAYYHON CHIENUATbHOCTH

Hayunble 1OJIO)KEHUSI W pe3yabTaTbl HCCIEAOBAaHUS COOTBETCTBYIOT (opMmyiie
cneunansHoctd 14.01.29 Hedponorus, 14.01.04 Buyrpennue O6ore3nu. [luccepranuoHHas
paboTa COOTBETCTBYET 00JacTU MCCIENOBAHUS CIEUUATIBHOCTH, B YAaCTHOCTH, IyHKTaM 5, 7
nacnopra cneuuanbioctu 14.01.29 Hedponorus u nyHkry 2 nacrnopra cnenuansioctu 14.01.04
Buyrpennue 0oJie3Hu.

y6ankanun

OcHOBHOE cofepKaHUE AUCCEPTALUOHHOTO MCCIEA0BAHMS IOCTATOYHO MTOJIHO OTPAXKEHO

B nmyOnukanusx. [To marepuanam auccepranuy onmyOoIUKOBaHO 9 meyaTHBIX padoT, B TOM 4yHCIe

7



6 craTell B peliCH3UPYEMBIX KypHaiax, pekomeHaoBaHHbiXx BAK npu MunooOpuayku Poccun (3
U3 HUX UHIEKCHPYIOTCS B 0a3ax JaHHBIX Scopus), U 3 myOJHMKaluu B 3apyOC)KHBIX U3AaHUSIX,
MHJIEKCUpYeMbIX B 0a3ax maHHbIX Scopus u Web of Science.

O0beM U cTPYKTYpa AuccepTaAlNU

Huccepranus u3noxena Ha 129 crpaHuiax medyaTHOrO TEKCTa M COCTOMT U3 BBEICHHS,
o030pa JUTEpaTyphl, ONMCAHUS MaTEPUAIOB W METOJOB HCCIEIOBAHUS, pPE3yIbTAaTOB
COOCTBEHHOTO HCCIIEJIOBAHUS, MX OOCYKICHHS, BBIBOJOB M NPAKTUYECKUX PEKOMEHIALNH,
coiepkuT 28 puCyHKOB, 21 Tabmuily u 5 KiInHUYecKuX HaOmoAeHuil. CIUCOK JUTepaTyphbl

coziepkuT 182 ncrouHuka, cpeiu HUX 22 0T€YECTBEHHBIX.

COIAEPXKAHUE JUCCEPTAIIUN

MartepuaJjibl 1 METOABI HCCJIeI0BAHUS

O6cnemoBano 112 B3pocnbix (ctapmie 18 7€T) MalUMEeHTOB € TOJATBEPKIACHHBIM
muarHo3oM b® (72 myxkuwnbl u 40 SKEHIIWH, COOTHOIIEHWE MYXYHHBIKCHIIUHB 1,8:1;
Meanana Bo3pacta 37 (29,0; 48,8) ner), mpoXOAMBIIMX aMOYJIaTOPHOE WM CTallHOHAPHOE
JIeYeHHE B KIMHHUKE PEBMATOJIOTUH, Hegposoruu u npodnaroioruu numenu E.M. Tapeea YKb
No3 ®I'AOY BO Ileporo MI'MY umenu M.M. CeuenoBa MunzapaBa Poccun (CeueHoBckuit
VYuusepcurer) B 2010-2019 rr. Bece 6onbHBIE 1anu 100poBOIBHOE HHOOPMHPOBAHHOE COTIJIACHE
Ha y4acTHe B MCCIIEJOBAHUU.

Y 29 (25,9%) nauuentoB auarHo3 b® yctaHOBIEH B pe3ylbTare BCEPOCCHUUCKOTO
CKpUHHMHIa B OTIENEHUSX remoauanusa, y 31 (27,7%) — auarHo3 3amoi03peH Ha OCHOBAHUU
KIIMHUYECKUX MpOsBICHUN, a y 52 (46,4%) OOJIbHBIX — C MOMOIIBIO CEMEHMHOr0 CKpUHUHTA.
Takum 06pa3zom, ceMelHbIi CKPUHUHT TO3BOJIMI BBISIBUTH 3HAUUTEIbHYIO YacTh MAllMEHTOB, YTO
MOJUYEPKUBAET BAXXHOCTh €r0 MPOBEACHUS [Js1 BBISBICHHUS IMALIMEHTOB HAa PaHHUX CTaAMIX
3abosieBanus. C ydueroM X-CIETUIGHHOTO XapakTepa HaclieZJoBaHus 3a00jeBaHus, y MPoOaHI0B
MYKCKOTO TI0JIa HEOOXOAMMO O0O0CleoBaTh BCEX POJCTBEHHUKOB IO JKEHCKOW JHMHUH, Y
poOaHI0B KEHCKOTO IMoJIa HEOOXOIMMO 00CIIeIOBaTh POJICTBEHHUKOB KaK 0 KEHCKOW, TaK H
10 MY>KCKOW JINHUH.

JnarHo3 B® Bo Bcex ciydasx yCTaHABIMBAIN C UCIIOJIB30BaHHEM TpeX kputepues (Smid
B. et al., 2014): (1) manuuwne myranuu reda GLA; (2) cumwkenue aktuBHOCcTH AI'AJI B cyxmx
ISITHAX KPOBU Y MYXuHH; (3) Halu4ue 0JJHOTO U3 CICAYIOLINX [IPU3HAKOB: (@) MO KpaiiHeil Mepe
oHO TunuyHoe mnpossieHrne bd (Heiipomaruueckas 001b, AHTHOKEPATOMBI, BUXPEBHIHAS
kepatonatus); (b) moseienne konnentpamun lyso-Gl3 B cyxux nsatHax KpoBW; (c) HaaH4uue y
POJICTBEHHHUKA OIpesieeHHOro nuarso3a b® u takoii xe myrauuu rena GLA. Ilpu orcyrctBum

Y NaUCHTOB KPUTCPUCB OIPECACICHHOTO AWAarHo3a b® un I[IpU HAJINYHUU IMPU3HAKOB BOBJICUCHUA



MOYEK MPOBOJWIM  MOP(OIOTHYECKYI0  BepU(UKAIMIO  JUMAarHo3a —  HCCIEIOBaHUE
HepoOuonTaTa ¢ IpUMEHEHHUEM 3JIeKTpoHHO# Mukpockormu (van der Tol L. et al., 2015).

VY manueHTOB OLIEHWBANM 3Ha4YeHHWE o0mux u cnenuduueckux s b dakropos: mo,
BO3pPACT, JTUTEIBLHOCTh 3a00JI€BaHUs, BO3PACT Hadasla MOYEYHOro aHaMHe3a, TUIl MyTaIlliH TeHa
GLA, yposensb lyso-GI3 B cyxux mstHax kpoBH, akTUBHOCTh AI'AJI B cyXuX msTHaxX KpOBH,
HAIMYHE KIACCHYECKUX IPOSBICHUH, MOpPaKEHHE OpPraHOB-MHIICHEH, HAIMYHE B aHAMHE3e
HEeOJIaronmpusSTHBIX UCX0/0B, 3HaYeHne nHaekca MSSI, mmTensHOCTh (pepMEeHT3aMECTUTENBHOM
teparnuu (O3T).

st onenku Tskectu b® ucnonp3oBanu uHAECKC TskecTd MSSI, koTOphIil cocTouT U3
YEeTBIPEX MK, OIICHUBAIOIINX MO-OTACILHOCTH O0IIHe MPOosBiIcHUS b, MpU3HAKK MOPAKESHUS
nmouek, cepana u rojosuoro mo3ra (Whybra C. et al., 2004). I[Toueunas mkaga MSSI BxirodaeT B
ceOs ciemyrone KOMIIOHEHTHI: TpoTenHypus — 4 Oamna, XpOHWYECKas IOYeqHas
HenoctarouHOCTh (XITH) wimM cHmKEHHWEe KOHIEHTPAIMOHHOW (QYHKIMU MOuYeKk — 8 0ajuioB,
TXIIH nnu noBblieHne ypoBHS CHIBOPOTOYHOTO KpeaTuHUHa 6osiee 300 Mkmosb/i — 12 Oanos,
notpebHocTh B 31T — 18 6aymoB. MakcuMalibHOE 3HAYCHHE ITOYSYHOTO paszerna uHaekca MSSI
paBHO 18 Oamram, a MakcumanbHOe 3HadyeHue uHAekca MSSI — 76 Oamno. CymmapHoe
3HaueHne uHaekca MSSI menee 20 6aytoB paciieHUBAETCs Kak JIETKasl CTeNeHp TshkecTu bd, ot
20 no 40 GamnoB — cpennsisi creneHb Tskectu bd, 6onee 40 6amnoB — Tsoxenoe TeueHue bO.
Jlnst ompeneneHus BKJIaja IMOYEYHOTO TOpPaXEHUs B OOmyro TskecTh b®d paccumthiBasA
OTHOIIICHHE MOYeuHOM miKanbl uajaekca MSSI k cyMMapHOMY 3Hau€HUIO MHAEKCA, BRIPKEHHOE
B mpoueHTax. s HUBeNIUpOBaHMS BIMSHHUS Ha OIEHKY Tsxkecth b®d monma u Bo3pacra
MAI[MEHTOB MCIOJb30BAId CKOPPEKTHPOBAHHBIN MO 1Oy H Bo3pacty uuaekc MSSI (ari-MSSI)
(Hughes D. et al., 2010).

Jlis  OIEHKM XapakTepa M TSKECTH MOPAKEHUs TIOYeK OMpeAeNsuli  YpOBEHb
ceiBopoTouHOoTro KpeatnHnuHa u pCK®, paccunrannyio no ¢opmyne CKD-EPI, mokazartenu
CYTOYHOH MPOTEUHYPUH U allbOYMHUHYPHUH, HAJIUYHE SPUTPOLUUTYPUH. JJi BBHISBICHHUS KUCT U
CTPYKTYPHBIX H3MEHEHMH MOYEeK MPUMEHsUIM yIbTpa3BykoBoe wucciemoBanue. Cragum XbBII
ompeneasii B cootBercTBuU ¢ pekomeHmanusmu KDIGO (2012) u Hayunoro ooriectBa
Hedpoaoros Poccum (2016). XITH ycraHaBauBaad Ha OCHOBAaHHH CTOWKOTO CHHUYKECHHSI
pCK®<60 mu/mMun/ 1,73M° B TeueHue >3 MecsIleB. ['mnepdunbTpanyeil cunTaiy MOBBIIICHHE
pCK® >135 mu/mun/1,73m° (Cachat F. et al., 2015). HedpoTiueckuii ypoBeHb IPOTEHHYPUH
COOTBETCTBOBAJ SKCKpEIMH ¢ MO4oil Oosee 3,5 r Oenka B cyTku. buorcus noyku nposezeHa y
17 (17,3%) marueHToB cpeau 98 ¢ BoBIcUueHHEM MOYEK. [10YeUHBIM UCXOIOM CUMTAIIN HAJIUYHE

TXITH, TpeGytomeit npoBeaenus 31T B Teuenue 6 u 6osee MecsIEB.



AxtuBHocte AI'AJl u3Mepsim B CyXuX ITHaX KpOBHM METOJIOM TaHAEMHOM Macc-
criekTpoMeTpud. DEpMEHTHOE M MOJIEKYISIPHO-TEHETUYECKOE HCCIIEI0BAaHUS IPOBOIWIA B
naboparopusix HarmoHansHOTo HaydHO-TIPAKTHYECKOTO IIEHTPa 3I0pOBhs AeTeld Mun3apaa PD
wm Meauko-reHeTndeckoro Hay4yHoro nentpa. Comepxanue lyso-GI3 m3mepsuin B cyxux
MATHAX KPOBH METOJIOM TaHJAEMHON Macc-crektpomerpun B Jnaboparopusx Centogene AG
(Poctok, I'epmanust) nmm Archimed Life Science GmbH (Bena, ABctpus).

JUis  BBISIBIEHHS TOPAKEHUS oOpraHa 3peHHs NPOBOIINM  CIEHUATU3UPOBAHHOE
o TaTBLMOJIOTHYECKOE OO0CIIeIOBAHUE C HCIOJIB30BaHHUEM OHOMHKpOCKONuH Triaza. (CrerneHb
MOBBIIICHUST ~ apTepuaibHoro naeneHust (AJl), a Tawke kinaccupukammo Al Ha
CUMITOMATUYECKYI0 (BTOPHMYHYIO) M OCCEHLIMAIbHYI0 MPOBOJWIM B COOTBETCTBUH C
pekomenmanusiMu  Poccuiickoro kapauosiornueckoro oomectBa (2018). [Ins  BbIsIBICHHS
MOpaXEHUST cepAla MPOBOJIWIM  JIIEKTpOKapauorpaguio, Cyro4yHOE€ MOHUTOPUPOBAHUE
ANEKTPOKapaAuOrpaMmbl 1o XoaTepy, dxokapauorpaduio u MPT cepama ¢ BHyTpHUBEHHBIM
KOHTPacTUPOBAHUEM TafoMHuEM. [lopaxkeHue roJoBHOTO MO3ra BBIABISIIM MO AaHHBIM MPT.
KapaunanpHbpie coObITHS BKJIIOYAIM B ce0f KIMHUYECKH 3HAYUMBbIE apUTMHUH ((PUOPHILISIMS
npeAcepaui, KemyJqoukoBas »dKcTtpacucronms, AV-Omokanbl 2-3 cremneHw), Tpedyromme
MIPOBEJICHUS] PATUOYaCTOTHOM aOsAIMK, UMIUIAHTAllMU KapAuoBepTepa- AeQuOpHIsTopa Win
UCKyCCTBEHHOro  BoauTenst putMma. K 1epeOpoBacKymnspHbBIM  COOBITHSIM  OTHOCHJIU
TpaH3UTOpHYIO umeMuueckytro araky (THUA) wmm  ocTtpoe HapylmieHHe MO3TOBOTO
kpoBoooOpamieaus (OHMK), moarBep:kacHHOE KIMHHYECKH, a TaKKe JaHHbMd MPT.

CraTucTuyecKuii aHaJdu3 TpoBOAWICS ¢ ucnoib3oBaHuem nporpammbl EXCEL wu3
nmakera Microsoft Office 2010r. u IBM SPSS Statistics 22 (IBM Corporation, CIIIA).
HopmaneHocTh pacnpeneneHus omnpeaensuin ¢ nomouisio kputepus lllanupo-Yunka. Jlanusie
JUIA KOJMYECTBEHHBIX IIOKa3aTelell ¢ pachpelneieHreM, OTIUYaBIIUMCA OT HOPMAaJbHOTO,
NPHUBEICHBI B BHUAE MeAWaHbl W MEKKBapTuiabHOro pasmaxa (Me [IQR]). Haunbie s
KaueCTBEHHBIX MEPEMEHHBIX MPEJCTABICHb B BHUJIE aOCONIOTHBIX YAaCTOT U JOJU B TPYIIE B
mpoueHTax. MeauaHbl KOJMYECTBEHHBIX IOKa3aTelei CpaBHHMBAJIM C MOMOUIbI0 {-KpuTepus
CrerofieHTa (IpU OTCYTCTBUU 3HAYMMBIX OTKJIOHEHHI OT HOPMAIBbHOTO pacnpenenenus) unu U-
kputepus MaHHa-YUTHH (TIpU OTKJIOHEHUHW pAaCHpelesieHus OT HopMaibHOTO). CpaBHEHHE
TPpyNI MO Ka4eCTBEHHBIM IPHU3HAKaM MPOBOJIWIOCH C MOMOIIBI TOYHOTO KpuTepus dDuiiepa.
Jlns  BBISBIEHUS B3aUMOCBSI3U MEXKJYy KOJMYECTBEHHBIMM MEPEMEHHBIMH HCIOJIb30BaIH
Kod(huimeHT paHroBoil koppensiuu CroupMeHa. AHANIM3 BBDKUBAEMOCTH MPOBOJWIH C
ucrnoJyib3oBanneM metona Kamnana-Maiiepa u or-panroBoro tecta. J{st BIsBIeHUST (PaKTOPOB,
ACCOLIMUPOBAHHBIX C  HEONArompUsATHBIMU  HUCXOJaMH, HCIONB30BAIMA  JIOTHCTUYECKYIO

PErp€CCUOHHYI0 MOJCIIb. I[J'I}I HUCKIIOYCHUA BJIIMAHHUA BMCIIMBAIOIIUXCA q)aKTOPOB MpoBOAUIIN
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KOPPEKILHIO HMCXOJHOW PErpecCMOHHOW Mojenu mo mosiy u Bo3pacty (Mogens 1); mo mouy,
Bo3pacty u Hanmmuuio O3T (Mogenb 2). Paznuuusi cuuTaii JOCTOBEPHBIMH TMPU BEIIMYHHE
p<0,05. Bce pe3ynbraThl MpUBEIEHBI C IBYCTOPOHHHM YPOBHEM 3HAYMMOCTH. [ KOppeKuuu

IIPU MHO>KECTBEHHOM TOMAPHOM CPaBHEHUH UCIIOJIb30BAIM MOIpaBKy boHdpepponu.

PE3YJIBTATBI UCCJIEJOBAHUS U UX OBCYXKXJIEHUE

YacroTa 1 KJIMHHYECKHE 0COOEHHOCTH MOPaKeHHs MoYeK y nauueHTon ¢ 6P

N3 112 ob6cnenoBanHbix manueHToB ¢ b® y 98 (87,5%) BBHISBICHO MOpakeHUE IMOYEK,
KOTOPOE JIOCTOBEPHO yarle HaOmoaamu y myxuut (n=68; 94,4%), uem y xenntun (n=30; 75,0%);
p=0,006). PacripocTpaHeHHOCTh TOPaKEHHS TIOYCK Yy HAIIMX MalMeHTOB ¢ b® Oblja HECKOIBKO
BBIIIIC, YEM TI0 JTAHHBIM JIPYTHX aBTOPOB, YTO MOXKET OBITh CBSI3aHO ¢ TeM, uTo y 29 (25,9%) u3
112 pamwmx ManMEeHTOB JUArHO3 OBUT YCTAHOBJICH B PE3YJbTAaTe POCCHICKOTO HAIIMOHAIHHOTO
CKpUHHMHIA CpeId TAlMeHTOB, IMOJYYaBIIMX JIEYCHUE NporpamMMHbiM remoauanusom (1110
(Mowcees C.B. u ap., 2017).

[lepBBie cUMNITOMBI MOPaKEHUA MOYEK PEruCTpUpoBau B Bo3pacte 32 (25; 43) net, npu
9TOM y MYX4HMH Ha 13 ner paspiie, yem y skeHIuH (Tabnuma 1). Hanbonee gacto mepBbiMuU
YCTaHOBJIEHHBIMU CHMIITOMAaMH BOBJICUEHHUS MOYEK OBbUIM anbOyMHUHYpHS, TPOTEUHYPHUS U
HavanbHOe CcHWKeHne GyHknun modek (Tabmuma 1). Ha MOMEHT mmepBOM perucTpaiuu
MOPAXEHUS TMOYEeK y MYKUYMH yalle BBISBISUIM npoTeuHypuro >0,3 r/1, B TO BpeMs Kak y
KEHIUH — ans0yMunypuio <300 mr/m.

Tabauna 1. YacToTra nepBbIX 3aperucTPHPOBAHHBIX CHMIITOMOB MOPAKEHUS MOYEK Y

nanuenToB ¢ b®

Bce Myxuunsl | JKeHIIUHBI
[ToxazaTtenu (n=98) (ny>i68) (n:HZI%O) p
Bo3spact Ha MOMeHT peructpanuu nepsoro | 32,0 30,0 43,0 <0,0001
CHMIITOMA MOPaKEHUS ITOYEK, JIET (25,0; 43,5) | (22,0; 40,0) | (27,8; 54,5)
[Mpoteunypus < 0,3 /11, n (%) 39 (39,8) 17 (25,0) 22 (73,3) <0,0001
[Mpoteunypus > 0,3 /11, n (%) 48 (49,0) 41 (60,3) 7 (23,3) 0,001
Iunepdunbrparws, n (%) 2 (2,0) 2(2,9) 0 1,0
pCK® <90 mn/mun/1,73 M2, n (%) 47 (47,9) 27 (39,7) 20 (66,7) 0,017
pCK® <60 mn/mun/1,73 M2, n (%) 23 (23,5) 18 (26,5) 5 (16,7) 0,438
Opurporutypus, n (%) 2 (2,0) 2(2,9) 0 1,0

Iloueunwviit henomun BD u amunuunvie sapuanmol NOPANHCEHUA NOUEK

VY 8 (8,2%) u3 98 manueHToB (6 MYXUMH M 2 KEHIIUHBI) OTMEYaId H30JIMPOBAHHOE
MOopaXeHHe MoueKk O0e3 HaIMuusl KIACCHUUYECKUX TMPOSIBICHUNH — «modeuHblin» ¢enotun bd.
Menuana Bo3pacta NalleHToB ¢ MOYeYHbIM (eHOTUIoM coctaBmuia 40 et (auanazoH ot 20 10
60 71er) U He OTIMYAIach OT MeIWaHbl BO3pacTa OOCIEeTOBAHHOW KOTOPTHI ManueHToB ¢ bd

(p=0,765). deGror b® y manueHToB ¢ mouedyHbM (GeHoTunoMm OblT Ha 12 jer mo3aHee, 4eM y
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ocTayibHbIX marueHToB ¢ b® (23,5 (18,8; 46,8) ner u 11,0 (7,0; 19,0) net, cOOTBETCTBEHHO,
p=0,005). ¥V 3 u3 6 MyX4lH C MOYEYHBIM (HEHOTUIIOM JUarHo3 b® yCTaHOBIIEH TOJILKO MOCIE
Hayvauna jedenus I1I.

Eme y 8 (8,2%) u3 98 oOcnenoBaHHBIX TanMeHTOB ¢ b® OTMeE4eHBI aTUIHMYHBIE
BapHAHTHI MMOPAKECHUS MOYEK, Y 6 U3 KOTOPBIX B COYETAHUHU C KIACCUUECKUMU MPOSBICHUSIMHI
B®. Atunuunoe tedenue Hepponatnu Pabpu yamie cOYETANIOCh ¢ HEMPOMATHYECKOW OOJIBbIO
(n=6), rumoruapo3om (N=5), BUXpeBUIHOM Keparonarueit (N=4) u anruokeporomamu (N=3). vV 4
nanueHToB (1 MyxuuHa W 3 KeHIIMHBI) 3apeructpupoBano Hainuuue XIIH nmpu otcyrcrBumM
npotenHypun (ansoymunypust Menee 300 mMr/cyt). ¥V 2 My>KUMH OTMEYAJIOCh IOCTAaTOYHO PaHHEE
Hayayo I1I" (B 16 u B 29 ner). V 2 xeHIIUH OTMEUalu BBICOKYIO MpoTeuHypHto (Oonee 3 r/cyr) u
XBII 2 u 3a cragumu.

Mopgonozuueckaa kapmuna

VY 17 u3 98 nauuentoB (14 MyX4uH U 3 KEHIIMHBI) C MOPAKEHUEM IOUYEK MPOBEICHO
Mop¢oJIoTHYEeCKOoe HccaeAoBaHle HeppoOWonTaroB, B TOM uHcie Yy 13 MamueHToB C
kiaccuueckuM ¢eHotunoM bd. V 5 u3 17 nanueHToB Ha OCHOBAaHMHM MOP(OJIOTHYECKOTO
UccleoBaHus HeppoOUoNTaToB BIiepBbIe Mpeanonoxuiu Hanmnyue b®. B octanpHbIX cimydasx
He(ppoOHOIICHIO TPOBOAWIM ISl YTOUYHEHHs MOP(OJIOTMYECKOTO BapuaHTa HedpomnaTuu
MalMeHTaM C BBICOKOUM mporeunypuer (memuana 2,0 (1,6; 2,9) r/cyT) u spUTpOIUTYpUEH 0
50000 knetok B 1 M (N=9). Menunana pCK® no ¢popmyne CKD-EPI cpeny naHHBIX TalieHTOB
Ha MOMEHT IpoBe/eHns Hedpobuorcuu cocrasuia 87,2 (64,6; 116,6) mu/mun/1,73 M2

Y 17 nauueHToB, KOTOPHIM IPOBOIMIIM CBETOBYI0 MHKPOCKOIHIO HEPpOOHOMNTATOB,
HamboJiee YacTo ONMKMCHIBANIU Hecneuu(uyeckue MpU3HAKU: HAIWYHE TIIOMEPYJIOCKIEpo3a WU
TyOyJouHTEpCcTHIIMAIBHOTO (pudpo3za (N=11, B ToM umcie B 2 ciydasx — TIJI00aIbHOTO
TJIOMEPYIIOCKIIEP03a) M HAINYKE «IIeHUCThIX KieTok» (N=10). B 4/17 (23,5%) ciy4asx Oouorcus
obl1a HemHpopmaruBHa (Tabmuma 2). Ilo maHHBIM CBETOBOW MHMKPOCKOIHMH TOJBKO B 3/17
(17,6%) OumonTarax mouek OOHAPYKEHbI BAaKYyOJIbHbIE BKJIIOYEHHS B LIUTOIUIA3ME PA3IUYHBIX
KJIETOK KJIyOOYKOB, YTO MO3BOJIMJIO MPEANOI0KNTh Hanmnune b® (Pucyrnoxk 1).

B 10/17 (58,8%) ciyuasix mpoBOAUIHN dIEKTPOHHYIO MHUKPOCKOIHUIO He(hpOOHONTATOB, 110
JaHHBIM KOTOPOil y Bcex marueHToB (100%) ommcana kiaccuueckasl KapTHHA TMOPAKEHUS MTOYEK
npu bd: Hanmune <«3eOpPOBUAHBIX» BKIIOUEHUNW W «MHUEJIOUTHBIX» TeNel B IUTOIIa3Me
pa3nuuHbIX KJeTok mnoyek (Pucynox 1). Takum o0pa3om, NHpUMEHEHHE HIEKTPOHHOMN
MHUKPOCKOTIMM  HeppoOMONTaTOB TO3BOJIIET ¢ HauOOJbIIEeH BEPOSITHOCTBIO  BBISBUTH
cneunpuyeckue 111 b mopdosornueckne n3MEHEHHs, YTO 0COOEHHO Ba)KHO JIsl MAI[UEHTOB C

noyevyHbM (peHoTUNOM b® 1 aTunuyHbIM TeueHueM Hedponatuu Padpu.
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Pucynoxk 1. CgeroBas (reMarokcujuH Hu 303uH, x400) u »sjexrponnas (x8000)
MMKpOcKOnus Heppoduonraros nauuenta c bd

Ilpomeunypus

VY mamuentoB ¢ b®, B Tom uucne no pazsutus TXIIH, nporeunyputo 6omee 0,3 1/1 (B
cpeanem 1,0 (0,3; 1,9) /) 3a Bce Bpemsi TeueHus: HepomaTuu BBIABISUIM ¢ yacToTol 61,2%,
JOCTOBEPHO dYalle y MYX4YHH, 49eM y okeHnuH (Tabmuma 2). MakcumallbHas BeJTUYHHA
MIPOTENHYPHH 32 BECh MEpHO/1 HaOII0IeHUs Takxke Oblia JocToBepHO Bhimie y MmyxuuH (0,6 (0,1;
1,5) t/m), wem y xenmua (0,09 (0,05; 0,24) r/m; p=0,001). IIporennypus HePpOTHUECKOTO
ypoBHs (B cpennem 4,0 (2,6; 5,3) r/m) 3a Bce BpeMs 00Jie3HU ObLIa 3aperuCTpUpPOBaHa TOJIBKO Y 7
O0JILHBIX, CpPEI KOTOPBIX HA MOMEHT 00cie1oBaHus yeTBepo nosydaiu jedenue [1I°, a y Tpoux
obima muarHoctupoBana XbII 2-4 cramun (pCK® no dopmyne CKD-EPI 21,0; 47,6 u 98,1
mi/mus/1,73 MZ). CrnyuaeB pa3BepHYTOro He(PpOTHUECKOTO CHHApPOMA y 0OCIEOBAHHBIX HAMHU
00JIbHBIX OTMeueHO He ObLT0 (Tabmuria 2).

Kucmul nouex

OaHMM U3 XapakTepHbIX NPU3HAKOB TMOpaKeHUs Modyek npu bP Moryr ObITh
napanenbBukanbHeie KucThl (Pisani A. et al., 2018, Ries M. Et al., 2004). YV uerBeptH
o0cie0BaHHBIX HAMU MalueHTOB ¢ b® oOHapy:keHbl KUCTHI MOYEK, KOTOPbIE HECKOJIBKO YaIllle
BBISIBISUIM Y MY)KUuH, 4eM y >keHIIUH (Tabnuua 2). Cpeau 25 manueHTOB ¢ KUCTaMU TOYEK
HamOoJee YacTo ONpPENCeIsIM MapeHXMMATO3HbIE KHUCTBI, KOTOpPBIE JOCTOBEPHO Yalle
peructpupoBanu B rpymmne mauueHtoB ¢ TXIIH (10/17; 58,8%), uem B rpyre mauueHToB 0e3
TXITH (1/8; 12,5%; p=0,042). IlapanensBuKaibHble KUCTHI OOHAPYXUJIH TOJIBKO y 4 u3 25
00JBHBIX, HECKOJIbKO yatie y nanueHToB 6e3 TXIIH (3/8; 37,5%), yem y manuentoB ¢ TXIIH
(1/17; 5,9%), onHako pa3nuuusi HE JOCTHTalM CTATUCTHUYECKH 3Hauyumoro ypoBHs (p=0,081).
Tak kak pa3zBUTHE KHCT MOYEK MOXET OBITh PE3YNIbTaTOM CKIEPO3HPOBAHHS MOYEYHOW TKAHU,
MO-BUJUMOMY, CHEIM(PUUHOCTh JaHHOro cumnToMa Ui b®d ocraercs He A0 KOHLA
MOJITBEPXKICHHOH.

Spumpoyumypusn

3a Bce Bpems TeueHuss b® spurpouutyputo Habmomanu y 21 u3 82 maunueHToB, C

OJIMHAKOBOM 4acTOTON y MyX4uH W >xeHIIuH (Tabmuua 2). OgHako MO JAaHHBIM JIMTEPATYPbI
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SPUTPOLIUTYPUST HE SBISETCS TUIMUYHBIM TMposiBieHueM Hedponatuun dadpu, uro Tpedyer
UCKITFOUCHHsI IPYruX 3a0ojieBaHui mo4Yek W MoueBbiBosnmx myteir (Germain D. et al., 2010,
Lin C. et al., 2018). V Bcex o0OcienoBaHHbIX ManueHTOB MuUKporemarypus (3000 (2375; 6500)
KJIETOK B |1 MJI MOYHM) coYeTaniach ¢ MPOTEHHYpHEH pa3audHoro ypoBHs (ot 37,5 mr/cyt no 4,0
r/cyr). CilydaeB MakpoTeMaTypuu Yy HAIUX OOJIBHBIX OTMEUeHO He Obuto. Ha MoMeHT
oOcrieoBanus y nanueHToB ¢ b® ObUIM UCKITIOUEHBI YPOJIOTHYECKHE TPHYUHBI TeMaTypun. Y 9
u3 21 manueHToB ¢ MUKpOTeMaTypueil MpoBeeHO MOP(OIOTHIECKOe HCCIIeJOBaHNE OHOIITAaTOB

MMOYEYHOU TKaHH, moATBepauBIIee b u He BhIsIBUBIIEE APYrux 3a001€BaHUN TTOYECK.

Ta6auna 2. YacTora mnoyeyHbIX NposiBJjeHuii y nanueHTon ¢ 6@

Bcee MyX4nHBI JKeHmunsI
[Tokazarenun (n=98) (n=68) (n=30) p
[Mporennypus >0,3 /11 3a BeCh 60 (61,2) 49 (72,1) 11 (36,7) 0,001
nepuo 1 HaOmroaeHwust, N(%)
[Iporennypus >3,5 r/cyT 3a Bech 7(7,1) 5(7,4) 2(6,7) 1,0
niepuo HaOmoaeHus, n (%)

DputpouuTypus 3a Bce Bpems, N(%) | 21/82 (25,6) | 15/53 (28,3) | 6/29 (20,7) | 0,598
Kuctsr mouek, n (%) 25/89 (28,1) | 21/60 (35,0) | 4/29 (13,8) | 0,045
[MapanensBukanbpHbIe, N (%) 4/89 (4,5) 3/60 (5,0) 1/29 (3,4) 1,0
[MapenxumaTo3sHnsbie, n (%) 11/89 (12,4) | 10/60 (16,7) | 1/29 (3,4) 0,095
MuosecTBeHHbIe, N (%) 10/89 (11,2) | 8/60 (13,3) | 2/29 (6,9) 0,489
Tepmunansuas XITH, n (%) 36 (36,7) 35 (51,5) 13,3 <0,0001

buoncus nouxu, n (%) 17 (17,3) 14 (20,6) 3 (10,0 0,256
Kaptuna 6ome3an ®@adpwu, n (%) 13 (13,3) 10 (14,7) 3(10,0) 0,749
Heundopmarusha, n (%) 4(4,1) 4 (5,9) 0 1,0

DPUTPOLUTYPUIO Yallle PErucTPUPOBAIU Yy MALUMUEHTOB, MJIUTEIbHO NIPUHUMABIIUX
HECTEepPOUWHbIC MpOoTHBOBOCTIAyIMTEIbHBIE TpemapaTel (HIIBIT) mo moBomy HeilpomnaTuyeckoin
6o (6/12; 50%), mo cpaBHeHHIO ¢ maiieHTamu, He npuHuMmasimuvu HIIBIT (15/70; 21,4%),
OJIHAKO pa3nuuus ObUIM cTaTUCTHYECKHU HE 3HAYUMBI (p=0,067). YuuThiBas BO3MOKHYIO CBS3b
SPUTPOLIUTYPUH C peryisipHbIM ucnonb3oBanueM HIIBII, HeoOxoaum TmiaTenbHbI cOop
aHamHe3a JJi1 MUHUMU3aluu HebnaronpustHoro aeictBus HIIBII Ha pynkiuio mouexk.

Apmepuanvnas cunepmeH3us

Hanuuue AT 3apeructpupoano y 39 (39,8%) u3 98 manuentos. Y 20 u3 39 manueHToB
ypoBeHb moBbiieHuss AJl mocturan 3 crenmenu (51,3%), pexe BoisBisim Al' 2 (33,3%) u 1
crenenu (15,4%). ¥ 30 (30,6%) u3 98 nanuentoB ¢ B® nopaxkeHue MoveK COMPOBOKIAIOCH
pazBuTHEM BTOpHUHOH Al’, a ee 4acToTa OblIa JOCTOBEpHO BbIMe Yy Myx4uH (41,2%), yem y
xeHmmuH (6,7%; p=0,001).

T'unepgunempayusn

Tak kak runepduIbTpanus MOXKET HAOMIOJAThCsI HA PAaHHUX CTAIUAX 3a00JIeBaHUs, €€

OIICHKY MPOBOAMIN cpeAu BcexX marueHToB ¢ b® (n=76) mocne uckimodeHus 36 OONBHBIX,
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MOTy4aBIINX Ha MoMeHT obciemoBamms 3IIT. ITlossmrenne pCK® >135 wmur/mun/1,73 M?
Habmonamu y 2 (3,9%) nanueHToB MYKCKOTO I10J1a, U3 KOTOPBIX Y 000X YPOBEHb IPOTEUHYPUU
6bu1 Menee 0,3 /i Cpem xenmus ysemmuernss pCK® >135 wmn/mun/1,73 M oTMeueHo He
6sut0. Ilpu ompexencHun runepdumbTpariy Kak moseimenns pCK® >120 mu/mun/1,73 M
4yacToTa €€ perucrpauuu Oblia HeckoJbko Bbilie — y 9 (11,8%) OonbHBIX, Cpeau KOTOPBIX
YpOBEeHb TpPOTeHHYpuu Takxke Obul MeHee 0,3 1/ HeOombmias dactora oOHapyKeHHS
TUNEePPUIBTPALIMHN, BEPOSTHO, OOYCIOBIEHA KaK OTHOCHTEIBHO CTApIIUM BO3PACTOM HAIIUX
nanueHToB (37 JeT), Tak u npeodiagaHueM CPeId HUX MYXKXYHUH, Y KOTOPBIX K 3TOMY BO3PacTy
y)K€ HMMEeTCs BBIpaXEHHOE CHIDKeHHE (PyHKUIMU modek. CTOMT OTMETUTh, YTO MO JIAaHHBIM
3apyOeKHBIX aBTOPOB TUNEPPUIBTPALIUIO YaIE BISIBIISUIN CPEIU A€Tel U MOJIOIBIX KEHILIUH, TO
ecTh Ha CaMbIX PaHHUX cTaausXx BoieueHus modek (Perretta F., Antongiovanni N. and
Jaurretche S., 2018, Riccio E. et al., 2019).

Hcxoasl nopaxeHnus noyexk y nauueHTon ¢ bd

Ha momeHT obOcnenoBanus runepkpeatuHuHemusi (>133 MKMonb/n y Myx4uH u >124
MKMOJIB/JT y JKEHIIWH) dYaiie perucrpupoBanach y MyxkuuH (35/68; 51,5%), dyeM y sKeHIIHH
(2/30; 6,7%; p<0,0001). MeauaHa KOHIIEHTPALIUK KPEATHHUHA B CBIBOPOTKE KPOBHU Y MAIUCHTOB,
HE MOJYy4aBIIMX Ha MOMEHT obOcienoBanus jedeHue [1I', Oblta 1OCTOBEPHO BBINIE Y MYKUUH
(87,5 (77,6; 108,4) mxmonw/m), uem y skeummu (77,8 (70,3; 85,5) mxmouns/m; p=0,005).
[Mpaktruecku y Beex xeniuH (29/30; 96,7%) nuarnoctuposanu XBII 1-3 cramuu, B To Bpems
Kak o4ty y nosioBuHsl (32/68; 47,1%) myxuun auarnoctuposanu XbII 4-5 craguu (p<0,0001).
Crpykrypa pacnpenenenus nmauueHtoB no ctaausaMm XbBII B Hamem uccienqoBaHUM CXOAHA C
TaKOBOM 10 JaHHBIM MEKIyHapoaHoro peructpa bd (Ortiz A. et al., 2008).

Ha momenT o6cnenoBanus TXITH, TpeOyromas nposenenus 3I1T, nmarnoctupoBana y 36
u3 98 maIuMeHToB ¢ MOopaKEHUEM MOoYeK, B TOM 4ucie y 35 Myx4uH u 1 >keHIIuHbL. Menuana
Bo3pacTa pa3Butus TXIIH y myxuun coctaBuna 39 (33; 47) net. Y eIWHCTBEHHOW >KEHIIIMHBI
TXIIH guarnoctupoBana B Bo3pacte 32 net. [Ipu onenke metonom Kamnana-Maiiepa noyeuyHas
BBDKHBAEMOCTh Oblila JIOCTOBEPHO HIDKE CpeAd MYX4uH, deM cpead >kenmuH (Log Rank
(mantel-Cox) ¥2=24,896, df 1, p<0,0001). MenuaHa cpoka OT MOMEHTa PETUCTPAIIUH TIEPBOTO
Mo4eyHoro nposBieHus 1o pazsutus TXIIH cocraBuna 47,5 (8,8; 150) mecsies. Yersipem u3 36
O0OonbHBIX OblIa BBHIMOJHEHA TpPAHCIUIAHTAIMS TOYKH. Bo3pacT Ha MOMEHT YCTaHOBIEHUS
nuarno3a b® cpeau nanuentoB ¢ TXIIH cocraBun 41,5 (32,3; 49) net, 4To CBUAETENBCTBYET O
no3aHel nuarnoctuke b® y GonpIIMHCTBA MAalMEHTOB — nocie pa3sutus TXIIH.

Tak kak mpeobnanatomee koiaudecTBO mHanueHToB ¢ TXIIH Obun Myxckoro moia,
JaTbHEHIINI aHaIu3 MPOBOJIUIICS CpPEeld MYXKYHUH C MopakeHueM modek (N=68). IlamueHntsr ¢

TXITH 6b11 cTapine narmentoB 6e3 TXITH (43 (35; 50) net u 31 (23; 42) net, COOTBETCTBEHHO,
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p<0,0001). MakcuManapbHOE 3HAYEHUE MPOTCHHYpUHU 3a Bech mepuona TeueHus XbII Obuio
JIOCTOBEpHO BhImIe B rpymme myxuud ¢ TXIIH (1,4 (0,72; 2,3) r/a), uem B rpymmne MyX4uH 0e3
tXITH (0,2 (0,07; 0,78) r/n, p<0,0001). Meauana pCK® Ha MOMEHT MEpBO¥ perucTparuu
MOpaXeHUs TIoYeK Oblia Hike B rpymme MmyxuuH ¢ TXIIH (24,7 (16,6; 59,1) mu/mun/1,73 MZ),
gem B rpynne MmyxuuH 6e3 TXIIH (101,2 (83; 115,5) mn/mun/1,73 M, p<0,0001). Bropuunas
ATl nocroBepHo yaie BbisiBisuIach B rpynne MyxxuuH ¢ TXIIH (71,4%), uem B rpymnie My»4uH
6e3 TXIIH (9,1%; p<0,0001). Cneqyer OTMETUTH, YTO (HPaKTOPHI, ACCOIMUPOBAHHBIE C PA3BUTHEM
TXIIH, Takue xak cHmwxkenue pCKD B nebrote 3aboneBanus, npoTeuHypusi u Al, SBISIOTCS
VHHBEpPCATbHBIMU TIPU  TJIOMEPYJIIOHEPPUTAX PpPa3IUIHOM OSTHOJIOTUM U AMA0CTUYECKOMN
nedpponaruu (Arroyo A. et al., 2015, Chembo C. et al., 2015, Krolewski A., 2015).

3Havenue cnenuduuecknx ouomapkepoB b® kak pakTopoB, acCCOUUMPOBAHHBIX C
TSZKECThI0 MOYE€YHOT0 MOBPEKIEHUS

VY OOJNBIIMHCTBA TMAIMEHTOB ¢ mopaxenuem mouek (77/83; 92,8%) ypoenr AT'AJI B
CyXHMX MATHaX KpPOBH ObUT CHIKEH. OcHOBHOW NpuunHON B® ObLIM MHCCEHC MyTaluM reHa
GLA (66/98; 67,3%), npyrue MyTallid BBISBISUIA 3HAYMTEIBHO pexe. MBI HE BBIIBUIH
paznmuuuii B ypOBHE allbOYMHUHYPHH, KOHIIEHTPAIIMH CHIBOPOTOYHOTO KpearnHHMHAa U pCKD B
3aBUCUMOCTHU OT Tumna myrauuii reHa GLA, a Takxe pa3inuuii B 4acTOT€ TUIOB MyTalluid T'€Ha
GLA B rpynme nanuentoB ¢ TXITH u B rpymnme nmanuentoB 6e3 TXITH.

VY GonpmuHcTBa marueHToB (69/98; 70,4%) ¢ mopakeHHeM IModYek Oblia OmpeiescHa
koHneHTpamus lyso-Gl3 B cyxux msaTHax KpoBH, B TOM uucie y 40 Myx4yuH U 29 >KEHIIUH.
Menuana konueHtpauuu lyso-GI3 Obla 1OCTOBEpHO BBIIIE Y MYKYUH C MOPAXKEHUEM IMOYEK
(88,9 (63; 115,4) ur/muin), ueM y *KeHIUH ¢ mopaxenuem mouek (7,6 (5,3; 11) ur/mi; p <0,0001).
Konnentpamus lyso-GI3 He pasnuuanachk y manueHToB Mykckoro moJsia ¢ TXITH (84,8 (52,8;
96,5) ur/mi; n=20) u y nauueHToB Myxkckoro nomna 6e3 TXIIH (99,7 (66,5; 121,2) ur/mn; n=20;
p=0,253). Ilpu npoBeAeHHUU KOPPEISAIUOHHOTO aHallM3a CpPeAM MYXYMH Mbl HE BBISBHIU
B3aMMOCBs3ell Mexay ypoBHeM lyso-GI3 B cyxux msaTHax kpoBu u Bo3pacToMm (rs=-0,161;
p=0,321), mporeunypueii (rs=-0,143; p=0,525), cwiBopoTouHbM KpeaTuHuHoM (rs=-0,008;
p=0,964), pCK® (r:=0,082; p=0,629) u noueunoii mkamoi (renal) mamexca MSSI (rs=-0,093;
p=0,566). IIpu npoBeeHUN KOPPEIALUOHHOTO aHAIM3a CPEIH KEHIIUH Mbl TaKXe HE BBISBHIN
B3aMMOCBs3eil Mexay ypoBHeM lyso-GI3 B cyxux msarHax kpoBu u Bo3pactoMm (1s=0,009;
p=0,969), anpOymunypueii (rs=0,255; p=0,208), cbiBopoTouHbiM KpeatuHUHOM (Is=-0,075;
p=0,699), pCK® (r:=0,079; p=0,685) u MSSI renal (rs=0,266; p=0,163).

Takum 00pazom, Mbl HE MOJYYMIH YOEIUTENBHBIX IAHHBIX, CBUAETEIBCTBYIOLIMX O
BiIusiHUM akTUBHOCTH ADI'AJL, Tuma myraummuu reHa GLA u ypoBHs lyso-GI3 Ha kimHM4Yeckoe

TeueHue nopaxenus nouek npu b®. Hamm nanHble OTINYAIOTCS OT 3apyOeKHBIX PE3ylbTaToOB,
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rae Oblia BBISBICHA accouuanus KoHIeHTpanuu lyso-GI3 ¢ ypoBHEM CBIBOPOTOYHOTO
KpeaTHHUHA y HainueHToB ¢ no3auum ¢enorunom bd (Lavalle L. et al., 2018, Nowak A. et al.,
2018). Opnako Hama BBIOOpPKa OTJIMYAETCS NpeoOsafiaHueM OOJBbHBIX C KIACCHYCCKUMHU
nposiBneHussMu  b®, a Takke 3HAUMTENBHBIM KoaudecTBOM Myx4nH ¢ TXIIH. MoxHo
MIPEIIOJIOKHTh, YTO Ha TIO3HUX CTAAUIX 3a00seBaHus ypoBeHb lyso-GI3 yxe He nMeeT Takoro
IIPOTHOCTUYECKOTO 3HAYEHHUsI, KaK Ha paHHUX dTanax bd.

Biusinne nopa:keHusi noyeK Ha o0IMii MPOTrHO3 3a00J1eBaHUSA

3nayenne uHuekca Tsokectn b MSSI cpean manueHTOB ¢ MOpaKEHHEM TOYeK OBLIO
JIOCTOBEPHO BBIIIE Y MYXK4HH, 4yeM y sxkeHInuH (Tabmuma 3).

Tabamnua 3. 3nauenne nugexco MSSI u MSSI renal y naniueHToB ¢ nopaxeHueM novex

Bcee MyX4nHBI JKeHmunsI

[Tokazarens (n=95) (n=66) (n=29) p
Nupexc MSSI, n (%)

<20 Gamos 33 (34,7) 15 (22,7) 18 (62,1) <0,0001

20-40 GamnoB 42 (44,2) 31 (47,0) 11 (37,9) 0,503

>40 GaoB 20 (21,1) 20 (30,3) 0 <0,0001
WNupnexe MSSI, 6amn 25,0 (16,0; 38,0) | 29,0 (20,0; 41,0) | 16,0 (12,0; 25,5) | <0,0001
MSSI renal, % ot MSSI | 33,3 (22,2; 44,4) | 39,6 (23,3; 44,6) | 26,7 (22,2; 36,7) | 0,112

BrIcOkass pacnpoCTpaHEHHOCTh TIOPAKECHUs TI0YEK B HAalled KOTOPTE IAIleHTOB,
HECOMHEHHO, OKa3bIBaeT BJIHMsSHUE Ha 00mIyIo TsokecTh b®D. Cpenn mamueHTOB MY>KCKOTO ToJia
nanaekc MSSI 611 Beitie B rpymnme ¢ TXITH (41 (38; 43,5) 6anna), ywem B rpymme 6e3 TXITH (20
(15,5; 25,5) 6ammos, p<0,0001). BennunHa CKOPPEKTUPOBAHHOTO TIO TMOJIY M BO3PACTy MHJEKCA
ari-MSSI rtaxxe Obiia Beilie B rpymme nanuentoB ¢ TXIIH (20 (16,3; 23,9) 6GamioB), mo
cpaBHeHHIO ¢ BeanurHo# ari-MSSI y manuenTos 6e3 TXITH (4,5 (-1,5; 8,7) 6amios, p<0,0001).

IMopaxxenne mouek (MSSI renal) Brecmo B cymmapHoe 3HaueHue wuHaekca MSSI
3HAYMTEIBbHBIA BKJIad, KOTOpbIA mocturan 33,3% (22,2; 44,4). Bxaax MSSI renal, B obmiee
3HayeHue uHaekca MSSI Obul BBIIIE Y MYXYHH, YeM Y KCHIUH, OJJHAKO PAa3IUYMs MEKIY
rpylnamMu HE JOCTUTAIM CTAaTHCTUYECKU 3HauuMmoro ypoBHs (Tabnuma 3). Brian mopakeHwus

MOYeK ObLT HAMOOJIBIINM Y MAI[HEHTOB C TSHKENBIM TeueHreM b® (PucyHok 2).

p=0,094
| p=0,01 p=0,004 |
f 11 |
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Pucynok 2. Bkaag MSSI renal B o6miee 3nauenune uaaexkca MSS| y manuenros ¢ b®
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Ha momenT mpoBenenust uccienoBanus cpeau 112 mamuentoB ¢ b® ymepnu 11 (9,8%)
MAIMeHTOB MYKCKOTO Toja (MeauaHa Bo3pacta 43 (37; 46) roma). Bee ymepiine marieHThI
noJsiydanu Jieuenue [1I°. Menuana cpoka ot Havana jiedyeHus [II' 10 HacTyrmuieHus JETalIbHOIO
ucxona cocraBuia 32 (6; 67) mecsama. Cpenu Bcex YMEpIIUX MalMEHTOB TOJIBKO OJUH MAIlUEHT
nonydasnn 3T B Teuenune 11 mecsaieB. OCHOBHBIMU MPUYMHAMHU JIETAIHLHOTO HCXOJa OBLIN
BHe3amHast cepiaeuHas cmeptb (n=9), OHMK (n=1), ocioXHEeHHE COIYTCTBYIOLIETO
OHKoJiorn4eckoro 3aboneBanus (n=1). Takum oOpa3om, B Hallei Koropre TsbKecTh TedeHus: bd
B 3HAYUTEIBHON MEpe OTpeeNsyiach BEIPaKEHHOCTHIO TIOPAYKEHUS TIOYEK.

DakTopbl, ACCOUUPOBAHHBIE C PA3BUTHEM KU3HEYTPOXKAIOIIMX 0cI10KHeHU BD

K momenty oOcnenoBaHus Hamuuue KOMOWHUPOBAHHON KOHEYHON TOYKM (TIOYEYHBIE,
KapJuaidbHbIe U 1EepeOpPOBACKYISPHBIE HCXObI) 3apeructpupoBano y 50 uz 112 mamueHTOB
(Tabnuua 4). Y3 50 nanueHToB ¢ 3aperucTpupoBaHHBIMUA HEOJIAronpUsITHBIMHU COOBITUAMU y 32
(64%) OonbHBIX MepBbIM ocioxHeHHeM Obuta TXIIH, y 12 (24%) — uepeOpoBacKyssipHbIC
nyb6 (12%) — xapauanbHble COObITHS. MeauaHa Bo3pacTa HACTYIUICHHS  IEPBOTO
KU3Heyrpoxatouiero ocioxHeHuss b® cocrasuna 39 (32; 49) ner. Y MyxX4uH mnepBoe
ocinoxHenne b® nHactynmuino Ha 11 jeT paHbie, YeM y JKEHIIWH, OJHAKO Pa3Iu4us OBLIN
cratuctudecku He 3HaunMBblI (38 (32; 45) net u 49 (27,5; 62) net, coorBeTcTBeHHO, p=0,125).

Taouauna 4. Yacrora pa3sBuTusi KOMOMHUPOBAHHON KOHEYHOUH TOYKH y NauueHToB ¢ b®

Bce Myxunnusl | JKeHIIUHEI
[Tokazarens (n=112) (nyX;?Z) (n=40) p
KombuHHpoBaHHas KoHedHas Touka®, n (%) | 50 (44,6) | 41 (56,9) |9 (22,5) 0,001
[Moueunsrit ucxox (TXITH), n (%) 36 (32,1) | 35(48,6) 1(2,5) <0,0001
Kapauanbuelii ncxoa (KITMHAYECKH 12 (10,7) |7 (9,7) 5(12,5) 0,752
3HaYMMBbIC apuT™Mun), N (%)
I{epebpoBacKyIIPHBINA HCXOT 19 (17,0) |15(20,8) |4 (10,0 0,192
(TUA/OHMK), n (%)
Ipumeuanus: °y 0JHOTO MAIUEHTA MOTJIO PErHCTPHPOBATHCS GOJIee OHOIO HCX0/1a

XKusHeyrposkaromue OCIOKHEHHsT (KOMOMHMpPOBaHHAs KOHEYHass TOYKa) dYalle

pa3BUBAIUCh CpeOu MYXK4YWH, 4eM cpeau sxeHimuH (Tabnuma 5). B rpynme manueHToB c
KUZHEYTPOKAIONIUMH OCIIOKHEHHUSIMHU 10 CPaBHEHHIO C TPYIION MAlMEeHTOB 0€3 OCIOXHEHHH
3aperrucTpUpoBaH 0ojiee cTapIiiuii BO3pacT MalueHToB, Oosiee BoicoKas KoHieHTparws lyso-GI3
B CyXHX IMSTHaX KpPOBHU, OoJiee BBICOKHI ypOBEHb MPOTEHHYPHH 32 BCE BpEeMs TEUEHUs
3abosieBaHus, a Takxke Oonee Huzkas pCK® Ha MOMEHT MepBOil perUCTpaIlluU MOPAKEHUS MOYEK
(Tabmuna 5). Mbl He BBISIBWIIM pa3jIMuMii B 4aCTOTE BBISBJICHUS THIOB Mytaiuii reHa GLA wu
KJIacCMYecKoro ()eHOTUIIa B TPYIIE MAIMEHTOB ¢ ucxogamu bd 1Mo CpaBHEHUIO C TPYMION

narueHToB 0e3 ncxoaoB b® (Tabmuna 5).
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Tabumuna S. CpaBHUTeJIbHAS XapaKTePUCTHKA IPYNI NAIUEHTOB C JKU3HEYTPOKAIIUMHU

ociaoxkHeHuaMu b® u 0e3 ocJ10KHEeHU I

Ucxon (yoboii) + | HUcxon (moboit) —

ITokaszarens ( n(:50) ) ( n(:62) ) P
Bospacr, et 43,0 (33,8;50,3) |32,5(27,0;43,0) |0,001
Myxuunsl, N (%) 41 (82,0) 31 (50,0) 0,001
Yposens lyso-GI3, ur/ma 60,9 (12,9;93,4) | 8,7 (5,1, 80,5) 0,005
Tun myranuu reaa GLA, n (%)

Muccenc 36 (72,0) 40 (64,5) 0,423

Honcenc 8 (16,0) 10 (16,1) 1,0

Henenust 5(10,0) 10 (16,1) 0,411

Jlynkarms 1(2,0) 2(3,2) 1,0
Knaccuueckuii perorun, n (%) 47 (94,0) 52 (83,9) 0,139
[TepBbIiii ycTaHOBICHHBIN npu3HaK, N (%)

pCK®<90 mi/mun/1,73m° 29 (58,0) 19 (30,6) 0,004

pCK®<60 Mi/mun/1,73m2 22 (44,0) 1(1,6) <0,0001

[Mporennypus >0,3 r/n 29 (58,0) 19 (30,6) 0,004

[Mporeunypus < 0,3 r/n 9 (18,0) 30 (48,4) 0,001
[Mpoteunypwusi 3a Bce Bpems, N (%) 37 (74,0) 23 (37,1) <0,0001
MakcuMasbHast TPOTCHHYPHSI, T/ 0,86 (0,19; 1,90) | 0,09 (0; 0,30) <0,0001

JlanpHeWmmi aHaau3 Mbl IPOBOIWIIN OTJAEIBLHO Y MY>KUYHMH U KEHIIUH.

Cpenn MyxunH KoHIEHTpauus lyso-Gl3 B cyXux mNATHaxX KpOBM HE pas3inyaiach B

rpynne ¢ ucxonamu b® u B rpynme 6e3 ucxonos bd (87,6 (52,3; 116,0) ur/mn u 85,7 (63,0;

113,0) wvr/mn, cootBerctBeHHO, p=0,865; Pucynox 3). B rpynme xenmuu ¢ ucxomamu bd

koHIeHTpanusa lyso-GI3 B cyxux msatHax KpoBu Obuia gocroBepHo Bbime (11,8 (6,8; 23.5)

HI'/MJIT), 4YeM B TPYIIIe )eHIuH 6e3 ucxoaoB b (6,8 (4,5; 9,1) ur/mi; p= 0,035; Pucynoxk 3).
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Pucynok 3. Konunenrpamusi lyso-GI3 B cyxux nmATHaAX KPOBH y MY:KYHH M KEHIIHH C

ucxogamu b® u 6e3 ncxonos b®P (cremeHHas mkaJia), IyHKTHPHOH JMHMeH 0003HAaYeHA

BCPXHAA 'PAHAIIA HOPMAJBbHOI'O 3BHAYCHUSA

B rpynne myxunH ¢ ucxogamu b® pCK® Ha MOMEHT NEpPBOI PErUCTpaLUU TOPAKEHUS

nmoyek Obuia HUXKeE (54,7 (19,9; 90,2) ma/Mun/ 1,73M2), 4YeM B TpyIme MyX4uH 0e3 ucxonoB bd

(100,5 (86,7; 114,5) MH/MI/IH/1,73M2; p=0,001; Pucynok 4A). B rpymre xenmuH ¢ ucxogamu bd
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pCK® Ha MOMEHT mHepBON perucTpanuu NopaxkeHus noudek Obuta Huxke (60,6 (39,2; 79,6)
MJI/MI/IH/I,73M2), 4eM B rpymne keHmuH 6e3 ucxonoB bd (81,2 (76,6; 103,7) MJI/MI/IH/I,73M2;
p=0,018; Pucynox 4A).

B rpynne myxuuH ¢ ucxonamu b® BenuurHa MakCUMalbHOM IPOTEMHYpUHU OblLiIa BBILIE
(1,1 (0,5; 2,0) r/m), yem B Tpymnne Myxkumn 0e3 ucxomnos (0,14 (0,06; 0,6) r/mx; p<0,0001;
Pucynok 4B). BennunHa MakcMMallbHOM NpPOTEMHYpUU HE pasjiuyajiach B IpYIIE KEHIIUH C
ucxogamu b® u B rpymme xennuH 6e3 ucxomo bd (0,15 (0,03; 0,47) r/m u 0,05 (0; 0,10) /1,

cooTBercTBeHHO, p=0,138; Prucynoxk 4B).
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Pucynok 4. Beaimunna (A) pCK® Ha MOMEHT mepBOil perucTpauny MOpaKeHusi MovYek u

(B) MakcUMAJIbHOM MPOTEMHYPHH Y MYKYUH M KeHIIUH ¢ ucxoaamu b® u 6e3 ucxonos b@

IIpu  omenke Merogom  Kamnana-Maitepa  cpok 10  pa3BUTHS ~ TEPBOIO
KU3ZHEYTPOKAIOUIETO OCIONKHEHUS ObLIT IOCTOBEPHO HUXKE CPElld MYXKYHUH, YeM CPEIH >KEHIIHH
(PuCYHOK 5A); y mauueHToB, y KOTOPbIX cHikenne pCK® ke 60 mur/mun/1,73 M* 6o
MEPBBIM YCTAHOBJIEHHBIM CHMIITOMOM BoBIiedeHHsI mnouek (Pucynok 5B); y manueHToB ¢

HannyreM nporennypuun 6osee 0,3 r/i 3a Bce Bpems Teuenus Hedpomatuu (Pucynok 5C).
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Pucynok 5. Bo3pacT pa3BuUTHSI NeEpPBOro OCJ0KHEHHS (KOMOMHMPOBAHHOI KOHEYHOI
ToukH) B 3aBucumMoctu ot (A) mosa (Log Rank (mantel-Cox) 42=23,034, df 1, p<0,0001),
(B) pCK® na momeHT mepBoii peructpanun BoBjaedyenusi mouek (Log Rank (mantel-Cox)
12=7,202, df 1, p=0,007), (C) namuuus nporennypuu >0,3 r/n (Log Rank (mantel-Cox)

¥2=19,374, df 1, p<0,0001)
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B MHOrO(akTopHOM pEerpecCHOHHOM aHalIM3€ MOCIe KOPPEKIMUA UCXOTHBIX MOJIENEH 1o
[0JIy, BO3PACTy M IOJIydCHHIO Ha MOMeHT obOcnemoBanuss ®3T otHOcuTenbHbI puck (OP)
Pa3sBUTHS JKU3HEYIPOXKAIOUIMX OCJIOKHEHUH TOBBIIAJICS TPU CHUKEHUM HA MOMEHT
PErHCTpAI|y [IEPBOTO PU3HAKa BoBiedeHns mouek pCK® menee 90 mn/mun/1,73m° B 3,9 pas,
npu cumkennn pCK® menee 60 mu/mun/1,73m° B 33,5 pasa, npu HaIMYMH GOJIEe BBICOKOTO

ypOBHs nipoTerHypuu B 2,2 pasa (Tabnuna 6, PrucyHok 6).

Tabamnua 6. OTHOCHTEIbHBINH PUCK PA3BUTHS KOMOMHUPOBAHHOW KOHEYHOI TOYKH B

3aBUCHUMOCTH OT BBIPAKEHHOCTH MOPAKCHHUSA MMOYCK

Ucxomquas monens Monpens 1 Monens 2
[TapameTpsi OP OP OP
(95% JI) P (95% JIH) p (95% JI) p
pCK®<90 3,13 0,004 3,71 0,011 3,90 0,01
mi/mun/1,73m% | (1,43-6,81) (1,35-10,20) (1,38-11,04)
ITon 0,07 <0,0001 |0,07 <0,0001
(0,02-0,25) (0,02-0,24)
Bospact 1,07 0,001 1,08 0,001
(1,03-1,12) (1,03-1,13)
d3T 3,52 0,047
(1,02-12,19)
pCK®D<60 47,92 <0,0001 | 31,24 0,002 33,46 0,001
M/mur/1,73m (6,15-373,6) (3,73-261,8) (3,97-282,1)
ITon 0,12 0,001 0,12 0,001
(0,04-0,42) (0,03-0,44)
Bospact 1,06 0,009 1,08 0,004
(1,02-1,11) (1,02-1,13)
d3T 4,0 0,036
(1,09-14,64)
[IpoTeunypus, | 1,99 0,003 2,0 0,005 2,19 0,003
r/a (1,27-3,1) (1,24-3,25) (1,31-3,65)
ITon 0,21 0,006 0,19 0,007
(0,07-0,64) (0,06-0,63)
Bo3spact 1,09 <0,0001 |11 <0,0001
(1,04-1,14) (1,05-1,16)
O3T 5,44 0,014
(1,41-20,97)

Ipumeyanus: Mopenb 1: koppekuus Mo mojly U Bo3pacty; Mojenb 2: KOPpeKIHs Mo MOy,
BO3pACTy ¥ MOJYYCHUIO Ha MOMEHT oOcnenoBanus O3T

pCKd<60 mn/muH/1,73m?
pCK®<90 mn/mun/1,73m2 | |

NpoTenHypUs, r/n

OP (95% OW)

P 3346 (3,97-282,1)

3,9 (1,38-11,04)

2,19 (1,31-3,65)

25

10

100

Pucynok 6. OTHOCHTEIbHBIH PUCK PA3BUTHSI KOMOMHUPOBAHHOM KOHEYHON TOYKH y
nanpueHToB ¢ b® B 3aBucuMoctu or ypoBHsA nporenHypur 1 pCK® Ha MOMeHT nepBoi

perucTpanvv mopaK€eHusd Mmo4Yex
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VYpoBenb lyso-GI3 accoruupoBancs ¢ 0ojiee BBICOKMM PUCKOM Pa3BUTHs OCJIOKHCHHUN B
ucxoaHoi perpeccuonnoit mojenu (OP 1,01; 95% nosepurenshbiii uatepsai (1) 1,001-1,020;
p=0,033), ogHaKO CTAHOBWJICS HE3HAUYUMBIM (PAKTOPOM IOCIE KOPPEKIUH MOJIENIU O IOy U
Bospacty (OP 1,003; 95% JIN 0,990-1,019; p=0,702). Kiaccuueckuii ¢penotun bd (OP 3,01;
95% 11 0,78-11,6; p=0,109) u tun myraruu rena GLA (OP 1,41; 95% JAU 0,63-3,17; p=0,4) He

OKa3bIBAJIM BIIMSIHUS Ha PAa3BUTHE KU3HEYTPOKAIOIIMX OCIoKHeHHI (PucyHok 7).

OP (95% AW)
lyso-GI3, Hr/mn i 1,003 (0,99-1,019)
Knaccuyeckun deHoTun | - P 3,01(0,78-11,6)
TMN MyTauum reda GLA | . ] 1,41 (0,63-3,17)

0,75 25 10

4
PucyHnoxk 7. OTHOCUTe/IbHBIH PUCK PA3BUTHSI KOMOMHUPOBAHHOMH KOHEYHON TOYKH Y

namueHToB ¢ bB® B 3aBucumoctu ot ypoBHsi lyso-GI3 B cyxux msiTHax KpoBH, (peHOTHNA
B® u tuna myranuu rena GLA

XapakTepucTHUKA JiedeHus: nauneHToB ¢ b®

Ha moment oOcnemoBanust 17 w3 98 mammeHTtoB (12 MyX4YuH M S5 JKEHIIWH) C
nopaxkenreM novek nonydanmu O3T B Teuenne 42 (23,5; 65) mecsne (11 arancungazoit anbda u
6 arancumazoii Oera). [laToreHeTHyeckyro Tepamuio 4Yaiie MOJIY4Yad TMAalUEeHTHI, y KOTOPBIX
JIMarHo3 ObLJ YCTAHOBJICH NMEPBUYHO HA OCHOBAHUU KIMHUYECKUX MposiBiieHuit b® (34,5%), uem
MAIMEHTHI, BBISIBJICHHBIE C TOMOIIBIO CEMEHHOTO U Tuanu3Horo ckpuHuHroB (10,1%; p=0,007).

[Tanments! ¢ TXITH pexe mosrydanu nmaroreHeTH4ecKoe jiedeHue, yem 0ospHbie ¢ XBIT 1-
4 craguu, OJHAKO PA3IUYMs HE JOCTHTaJId CTAaTHCTUYECKH 3HauuMoro ypoBHs (11,1% u 21%,
cooTBeTcTBeHHO, p=0,275). HedponporekrusHoe neuenue noayuanu 17 (20,5%) nauuenrtos. o
ycranoBjieHus nuarsoza b® notpeduocts B perynspaom npueme HIIBII (wame 2 pa3 B Hezento)
JUIs YMEHbILIEHUs HeWporaTuyeckod 0o B KHUCTSAX U cTomax Obuta otMmeueHa y 13 (13,8%)
MalKUeHTOB ¢ nopaxeHueM novek. [locne ycranoBnenus nuarHosza b® npuem npenaparoB amist
JiedeHus HeiponaTuueckoi 601u pekomenaoBat 19 (20,2%) nmanuenTtam.

BbIBO/IbI

1. TlopaxeHue nmouek — ojHO U3 Haubosee yacThIX (87,5%) BUcLepalbHBIX posiBieHuit bO u
JOCTOBEPHO Yalle HaONIONAeTCs Y MYXYHMH, YeM Y *KeHIIUH (cooTHomienue 1,8:1), mpu sTom
KOJIMYECTBO IMATHOCTUPYEMBIX HOBBIX CITy4aeB MOPAKEHUS MMOYEK YBEIIMUYUBAETCS C BO3PACTOM.
2. K pannuM cumnToMam mnopaxkenus noudek npu b® otHocutcs ansOymunypus <300 mr/m
(75,0%), Ha Gonee MO3OHMX CTAAUAX — MPOTEHHYpUsi cyOHedpoTuuyeckoro ypoBHs (61,2%) u

camkenne pCKD<60 mn/mun/1,73 M2 (42,9%); peXke BBISBISIETCS SpUTpOIUTYpus (25,6%).
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3.V 8,2% namuentoB ¢ b® HabmomaeTcsi aTMNUYHOE TeueHUue Heppomaruu, 1eOr0THPYIOIICe
BBICOKOH TIpOTeHHypHeil (>3 r/cyr) y keHumH, camkenneM pCK®<60 mm/mun/1,73 M° mpu
OTCyTCcTBMM IpoTenHypuu U paszButueM TXIIH B monomom Bospacte (<30 ner); eme y 8,2%
MAIMEHTOB OTMEYAETCsl M30JUPOBAHHOE IMOPAXKEHHE IMOYEK IMPU OTCYTCTBUU KIACCUUYECKUX
nposiBiaeHui bO.
4. Pasutue TXIIH — nHaubosiee HeOmarompusTHOe M yactoe ocinoxkHeHnue bd (32,1%) B
POCCHICKOW TMOMYJSAINH; CTaTUCTUYECKH 3HAYUMBIMU (PaKTOpaMH PHCKAa MPOTPECCUPOBAHHS
MIOYEYHONW HEJAOCTATOYHOCTH SBISIIOTCS MYKCKOW TIOJI, BBICOKMI YPOBEHb IPOTEUHYPHH,
cHmkenne pCK® <60 mu/mun/1,73 M? ¥ HaITuHe BTOpUYHOM Al’ HAa MOMEHT pErucTpanuu
[IEPBOTO MPOSIBICHUS MOPAKEHUSI TOYEK.
5. Bxknan nopaxenus mouek B oomuii naaekce tsokectd bd MSSI cocrasmsier 42,9%; nipu aTom
PUCK pa3BUTHS HE TOJIBKO IMOYEUHBIX, HO KapIUalbHBIX U I1epeOpOBACKYISIPHBIX HMCXOJOB
noBbimraercst B 33,5 pasza (95% AW 3,9-282,1) nmpu cHmwkennn wucxogHot pCKD <60
mir/mun/1,73 M? 1 B 2,2 pasa (95% JIU 1,3-3,7) npu Hanuduu Gosiee BHICOKOI POTEHHYPHH.
6. TsokecTh MopakeHUs MOYEK HE 3aBUCUT OT akTHBHOCTH AI'AJI, Tnma myranuu rena GLA u
ypoBHs lyso-GI3 B cyxux msTHax KpOBHU; OJHAKO BbICOKas KoHIeHTpamus lyso-GI3 B kpoBu
acCOIIMMPOBAHA C BBICOKMM PHUCKOM pPa3BUTHS KU3HEYTPOXKAIOIIUX OCIOXKHEHUH M MOMKET
BIIMSATH HA MPOTHO3 3a00JI€BaHUS B IIEJIOM.

NNPAKTUYECKHUE PEKOMEH/JALIUN
1. bBb® HeoOxoauMO BKJIHOYATh B KPYyr 3a0ojieBaHui s auddepeHIInanbHON JMarHOCTUKHA B
CITyJasiX BBISBIICHUS aJbOyMHUHYPHH, TpoTeunypur, cHrmkeHuss pCKd<60 ma/mun/1,73 M% i
TXITH y MOJ04bIX NAaLIMEHTOB, B OCOOEHHOCTH Y JIULl MYKCKOI'O IOJIa.
2. Y NanueHToB C yCTaHOBJIEHHBIM JUarHo3oM b®d u aTunuuHbIM TedeHueMm HedponaTuu M
U30JIMPOBAHHBIM [OYEYHBIM (PEHOTUIIOM HEOOXOJMMO MPOBEICHHE OHONCHM IOYKH C
BBIMIOJIHEHUEM 3JIEKTPOHHONW MMKpPOCKONIUM He(ppoOHONTaTOB sl MOATBEPXKICHUS CBS3U
nopaxeHus novek ¢ bd u uckimoueHus qpyrux 3a001eBaHUN MOYEK.
3. BceMm nanuenTam ¢ ycraHOBIIEHHBIM auarHo3oM b® nokasaHo onpezeneHue albOyMUHYPUN
n CK® kak paHHMX MapKepOB BOBJICYEHHUS IOYEK, a TaKKe JMHAMUYECKOE BBINIOJHEHHE
PYTHHHBIX METOJIOB 0O0cC/eoBaHUs (CYTOYHOE MOHUTOPHUPOBAHUE 3JIEKTPOKAPAUOTPAMMBI,
sxokapauorpagusi, MPT cepama M rojoBHOro Mosra) Juis OLEHKH HOpakK€HUs OpraHoB-
mutieHed u Tsokect b®; Bcem nanuentam ¢ Hepponarueit @abpu nomumo P3T HEoOX0MMO
NpOBEIeHNE HEPPONPOTEKTUBHONW TEpanmuu B COOTBETCTBUHU C OOIIMMH PEKOMEHJAIMSIMH T10
BezieHnto 601bHbIX XBIT.
4., Tlpym BBISBICHHHM Yy TanmUeHToB ¢ b®d spurpouuTypun HEOOXOIMMO MPOBECTU

middepeHnnanbHbI qUarHo3 ¢ IpyruMu 3a00JIeBaHUSAMU TOYEK, a TAKKe TIIATENbHBIA cOOp
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aHaMHe3a Ha npeaMmer  peryiasipHoro  ucnoie3oBanus  HIIBII  gisgs  xynupoBanus

HelpornaTuieckoil 60JM ¢ 1eNbI0 MUHUMH3AIUN HEOIaronpusSTHOTO JACHCTBHS 3TUX MPENapaToB

Ha QYHKIUIO TTOYEK.

5. Jlns paHHEW IMArHOCTUKU W YAy4yIIEHHs] NpOorHo3a 3a0osieBaHMs Yy NAIMEHTOB U HX

POJICTBEHHUKOB HEOOXOIMMO MPOBEACHUE CEMEHHOr0 CKPUHUHIA: y TPOOaHA0B MYKCKOT'0 0Jia

Heo0Xx0aMMO 00CIIeI0BaTh BCEX POJCTBEHHUKOB IO KEHCKOW JIMHHUH, Y MPOOAHIIOB KEHCKOTO

110J1a He00X0AUMO 00CIe10BaTh POACTBEHHUKOB KaK IO KEHCKOM, Tak U M0 MYXCKOH JIMHUMU.
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CIIMCOK COKPAIIIEHUH
Al — aprepuanibHas rUNepTeH3Us
AT'AJl — o-ranakro3uaaza A
AJl — apTepuallbHOE TaBJICHUE
bB® — 6one3ns Dabpu
JAN — noBepuTENbHBI HHTEPBAI
3IIT — 3amecTuTenbHas OYEYHAs Tepanus
MPT — MarHUTHO-pe30HaHCHAasi TOMOTpadus
HIIBII — HecTeponiHble MPOTUBOBOCHAIUTEIBHBIE IIPETAPATHI
OHMK - ocTtpoe HapyIiieHre MO3roBOTO KpOBOOOpAIICHHS
OP — oTHOCUTENIBHBIN PUCK
[1I" — mporpaMmHBIil TeMOANATN3
pCK® — ckopocTs ki1y00oukoBOH (huibTparuu, paccuntanHas mo ¢popmyine CKD-EPI
THUA — TpaH3uTOHAs HIIEMUYECKas aTaka
TXIIH — TepMuHanbHas cTagusi XpOHUYECKON OYEYHON HETOCTATOUHOCTH
®3T — epmeHTO3aMeCTUTETBLHAS TEPATTUS
XBIT — xpornueckasi 60€3Hb IMOYEK
XITH — xpoHnueckas noyeqyHasi HEI0CTaTOYHOCTh
ari-MSSI — ckoppekTHpoBaHHBIH 110 1MOJy ¥ Bo3pacTy uHaekc MSSI
GLA — red ragakrosumassl A
lyso-GI3 — rio6oTprao3uichuHro3uH
MSSI — Mainz Severity Score index (unaekc Tsorectu bd)

MSSI renal — moueynas mkana nagexca MSSI
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