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Puc. 1. JlTokanu3zauma o6HapyeHHbIX y MaL1eHTOB NaToreHHbIX BapnaHToBs reHa PKD1

Fig. 1. Localization of pathogenic variants of the PKD1 gene detected in patients

Bal ¢ myranuayvu PKD1T (77,8%) (p=0,015). I1pu
CPABHEHHHI CPEAHETOAOBOTO HM3MEHEHHUA OOBeMa
II0YEK, CKOPPEKTUPOBAHHOIO HA POCT IIAIHEHTA
(htTKYV), 6b1An 0OHAPYIKEHBI CTATHCTHYIECKH
3HAYUMBIC PA3AHYUSA MEKAY HALIMCHTAMI C MY-
tarmamu PKD7T u PKDTNT (p=0,011), a takixe
mexAy narprerTava PKDINT n narentamu 6e3
U3BeCTHOH renerudeckon npuaunsl (p=0,049)
(puc. 2).

3akarouenue. [lanmentsr ¢ dpenorumom
AAITBIT 6e3 ycTaHOBACHHOW IeHETHYECKOMH
HIPUYHHBI XaPAKTEPU30BAAKCH DOAEE OBICTPHIM
cpeareroAoBeiM pocrom htTKV, gro momxer
OBITE OOYCAOBACHO COMATHYCCKHM MO3AMIIN3-
MOM, MyTaLH/IHMI/I B ApyI‘I/IX T¢HaX, CBA3b KOTOprX
¢ AAITBIT ere me onmcana, a Takke HaAUTIUEM
y AAHHBIX IAIHEHTOB (PEHOKOINI, YTO TpebyeT
TIIATEABHOIO IIOAXOAA K AMATHOCTHKE U HAOAIO-
ACHIIO AQHHBIX ITAIIIEHTOB, IIEPHOAMYECKOTO I1e-
PECMOTPA AAHHBIX TCHETUIECKIX HCCACAOBAHHIA.
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Puc. 2. CpegHeropoBoe n3meHeHve htTKV, B 3aBrucumoct
OT pe3ynbTaToB reHeTNYEeCKOro NCCiejoBaHNA

Fig. 2. Average annual change in htTKYV,
depending on the results of genetic testing
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B coBpeMEHHBIX AHAAUTHYECKHUX CTATBAX I 0030pax
OOABIIIOEC BHUMAHHE YACAACTCSH IIPAMBIM ¥ HEITPAMBIM
addeKrTaM ACKAPCTBEHHEIX IIPEIAPATOB, CIIOCOOHEIX
IIOBAHATH HA TEMII IIPOIPECCHPOBAHUA COCYAUCTOI
KaABII(PUKAIIII [IPH BTOPHYHOM THIICPIIAPATHPEO3CE.

[Tpu sToM paboTeL, aHasusupyrorre 3P eKT IapaTu-
peouaskromun (ITTD) B orHOmMEnNN nporpeccuposa-
HEA COCYAUCTOMN KaABIIN(DHKALINF, CAUHITIHbL U IIPOTH-
BOPEUMBEI KAK B OTHOINEHHHI IIPHMEHABIIIIXCA METOAOB
OLIEHKH COCYAHCTOMH KaABITH(UKAIINI, TAK H B CLIOCODE
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1IpeoOpPA30BAHUS IIEPBUIHEIX AAHHBIX, PACIIPEACACHHE
KOTOPBIX PE3KO OTAHYAETCA OT HOPMAABHOIO, YTO 3a-
TPYAHACT CPABHCHIS.

Ileap: omeHuTh CBA3D AMHAMHKH COCYAHCTOMN
K’(].AI)L[I/I(pI/IKaL[I/II/I y AMAAM3-3aBUCHUMBIX ITAITMEHTOB
B OTAAACHHOM IIEPHOAE IIOCAE BBIIOAHEHUS IIAPATHU-
peonpskromun (ITTD) mo moBoAy BropHYHOTO IH-
neprapatupeosa (BITIT) ¢ mcxoansMu mapamerpamu
MHHEPAABHBIX W KOCTHBIX HAPYINEHUHA U AOCTH/KCHHA
IICACBBIX AHAITA30HOB B XOAC ACYCHIIS.

Marepuaab! u MeTOABL B amaans mpocrrektusHOTO
KOIOPTHOI'O MCCACAOBAHHSA BKAFOUEHBI 50 IaIuenTOoB,
3akoH4HBIIHX 18-MecsuHOe HAOATOACHNE: 44 IAITHCH-
TaM ObIAa BBITOAHEHA yenernHas [1TO, 6 maruenrtos
Ha KOHCEPBATUBHOM TEPAITUH COCTABUAN KOHTPOABHYIO
rpyuiy. B Hadase 1 B KOHIIE HCCACAOBAHUSA IIPOBOAU-
AMCH KOMITIBIOTEPHAS TOMOIPAHA CEPAIA C OIIEHKOM
nHAeKca KopoHapHOH kaAbidukarmm (KKA), a takixe
OokoBas ADAOMHHAABHAA PEHTTCHOIPadUA C IIOAYKO-
AMYECTBEHHOH OICHKOM KAABITI(PUKAIIIN OPIOIIIHOIO
oraea aopter (KBA).

PesyapTarhl. B 0ocHOBHOM 3aI1AQaHIPOBAHHOM aHA-
AM3€ AIHAMHKA COCYAHUCTON KaAbII(PUKAIIMH HE Pas-
Amdaaach B rpymmax [1TO u korTpoae (Tabamma 1),
KAK U B AaHAAN3E IyBCTBUTEABHOCTH C NCKAIOYCHHEM
manuentos ¢ peauauBom BITIT (ITTT gepes 18 mecs-
IIEB BBIIIIE 9-THKPATHOMN BEPXHEH IPAHHIIEI HOPMBI HAK
nanuenTos ¢ yposuem [TTT serre 300 ar/MA uepes
18 mecanes). [IpeoOpasoBanue pe3ko HEHOPMAABHO
paciipeaeAeHHBIX AaHHBIX 110 KKA B kBaApaTHbIi KO-
PEHB U3 IEPBUYHOIO 3HAYCHHS ITO3BOAHAO IIOAYIUTD

HOPMAABHO PACIIPEACACHHYIO BEAUYNHY AMHAMIKH CO-
CYAHCTOI KaABITH(DHUKAIIHI.

Awmmamuxa yposus [1TO k 18 mecsmam HabAroACHMA
cocrasraa B cpearem 132 [95%AM -165; -112], p<0,001,
B KOHTPOABHOI IPYIIIIE 3HAYIMOTO N3MEHEHIS HE ITPO-
usormiro: +8 [95%AI -15 +25], p=0,45. 3a Bpems Ha-
OATOACHHSA YPOBEHDb KaAbIlmeMun u docdareMun
cHH3HAHUCH ocae nposeaerus [1TO ma 0,13 (0,29)
MmoAb/ A, p=0,003 n ma 0,25 (0,64) mmoan/a, p=0,013
U HE N3MCHHANCH Ha (POHE KOHCEPBATUBHON TEPAITHI
(pasmep apdexra 0,52 SD 1 0,31 SD, coorBercTBEHHO).

B MHOKECTBEHHOM AOTHCTHYECKOM aHAAU3E B KAUe-
CTBE 3aBHCHMOI IIEPEMEHHON BKAIOYCHO IIPOIPECCUPO-
BAHHE KAABIU(DUKAIINN VS. €r0 OTCYTCTBHSA (BKAIOUAA
ymenbienne naAekca KKA ko Bropomy mccaeaoBa-
HHIO), B KAYECTBE HE3ABUCUMBIX — AOCTH/KCHIE IIEACBBIX
AMAIIA30HOB KaAblemun (2,15-2,5 mmoan/a) n doc-
daremun (0,81-1,78 mmoan/A) u ITTT mocae ITTD
(5-15 mmoab/ A) (Tabanma 2).

Aocrimxenue AByx 1ieAesbix mapamerpos MKH-XbBIT
(IITT+docdaremus u 1T +xasprmemus) OBIAO CBA-
3aHO CO CHIKEHNEM PHCKA IIPOTPECCHPOBAHIA KAABIIH-
puxarmu ma 61% (95%AN 16%-82%), p=0,016 1 54%
(2%-81%), p=0,045, coorsercrBerno. B HabAIOA2EMOTH
rpyrie He OBIAO IAIMEHTOB C AOCTIKEHHEM TPEX Iie-
AEBBIX IIAPAMETPOB.

BriBoabl. Bosmoxkuo, adpdexr ITTD (kak n kon-
CEPBATUBHON TEPAITMH) B OTHOIIECHUH AMHAMHUKU CO-
CYAHCTON KaABIU(DUKAIINH HE ABAACTCA OAHOPOAHBIM,
a CBA3AH C AOCTIZKEHHEM HE YCTAHOBACHHBIX K HACTOS-
IIIEMY BPEMEHH IIEACBBIX [IOKA3ATCACH.

Ta6nuua 1. JuHamuka Kanbundukauymm

Table 1. Dinamics of calcification

KOHTpOJIb nTa pasnuune B AUHaMMKe
napameTpbl
AnHamuka; M; 95%4U; p AnHamuKa; M; 95%U; p M; 95%0U; p
O6Wuin cyeT KanbumdbuKaLmnm 1432 [-772; 2778] 0,065 452 [-223; 891] 0,101 -980 [-2631; 1542]; 0,434
Kanbundukaums 6prowHon aopTbl 3[-0,2;5,8] 0,038 0[-1;1] 0,775 -2,9[-6,3;0,54] 0,098
213 06Lero cyeTa KanbLydUKaLmm 10,3 [2,4; 22,5] 0,151 3,4[0,9; 6,5] 0,425 -6,8[-19,3;-0,9] 0,043
Tabnuua 2. Jlormctnyecknin aHanms
Table 2. Logistic analysis

napameTp p ouw 95% W pna OLL

Bo3pacT, (+10 ner) 0,038 1,716 1,031-2,857

MY>KCKOW non 0,035 2,430 1,065-5,546

cepAeyvyHo-cocyancTana natonorna 0,046 2,497 1,015-6,139

NOCTUXKEHWE LieNeBon Kanbunemmn 0,140 0,600 0,305-1,183

LOCTUXKEHME LieneBoi pochatemmm 0,055 0,725 0,523-1,006

poctmxeHune uenesoro MTr 0,031 0,434 0,204-0,925
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