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AHHOTanMA

[TepBrunas umnmapHast guckuHesus (I1LI) — TpymHOAmarHocTMpyeMoe Hac/IefCTBEHHOE ayTOCOMHO-PelleCCUBHOe (peke
X-cuemieHHoe) 3a6oseBanne. uarnocruka ITI ][I ociokHeHa BTOPUYHBIMY [TOBPEKAEHUSIMU PECITMPATOPHOTO SMUTEINS BCJIEACTBUE
MHGEKUMIA WM BOCIAJIeHMIA, TIPUBOASILMMY K JIOKHBIM pe3ysibraTaM. [[Jisi MOBBILIEHNsST TOYHOCTY MUCIOMb3YIOT in Vitro UWIMOTeHe3
¢ rocaenyommMmM MoOphodyHKIMOHATBHBIM aHAIM30M PECHUTYATHIX KJIETOK.

Abstract

Primary ciliary dyskinesia (PCD) is a difficult-to-diagnose autosomal recessive (less commonly, X-linked) hereditary dis-
ease. The diagnosis of PCD can be complicated by secondary damage to the respiratory epithelium due to infection or inflammation,
which can lead to undiagnosed or misdiagnosed cases. To address this issue, it has been proposed to perform ciliogenesis of respiratory
epithelial cells in vitro, followed by analysis of the resulting ciliated cells.

Ilenb pa6oThl — MONIYYNTh 6AHK KJIETOK HA3aIbHOIO 3IMTe s OT nauuenTtos ¢ [T umm ¢ momospennem Ha TTI],
M TIPOBECTH LWJIMOTEHEe3 MOTYYeHHBIX KJIETOK in Vitro ¢ IOC/IeAYIOLIEN OLIEHKOM YacTOThl 6uenus pecanuek (UBP).

MeTtoasb1

KiteTku pecnmpaTOpHOTO 3MUTENNS BbIAEISIM U3 Ha3aJIbHOM Gpaii-6uorcum 1 6aHKMPOBaIM B KPMOXPaHMUJIUIIIE.
LinnnoreHes KIeTOK OCyILeCTBIsM MeTonoM ALI-KynbTMBUpOBaHMs B TeueHue 24 NHEMN, MOC/ie Yero MpOBOAVIINA BbI-
COKOCKOPOCTHOM BuAeoMuKpockonmyeckuit aHam3 (BBA) ¢ onenxoit YBP u nMMyHodryopeciieHTHOe OKpallivBaHKe
HAa MOATBEPsKAEHNE HAIMUMS [MIMAPHBIX KIETOK (B-TyOymmH).

PesynbTaTh!

[TonyueHs! 1 3a6aHKMPOBAHBI KY/IBTYPbI KJIETOK PECMMPATOPHOTrO smmtesust oT 15 naumentos ¢ I nau ¢ mogo-
3pennem Ha I1II/I. Pesynbratel YBP nocie npoBenenHoro BBA Ha ALI-kyabTypax mokasaiy CTaTUCTUYECKM 3HAYMMOEe
(p < 0,0001) cumskenne YBP y Bcex 15 maumenTos (5 + 2,7 ') OTHOCHTENIBHO 3M0POBbIX HOHOPOB (8,7 + 3,4 ', n = 5).
VimmyHOdIyOpeciieHTHOe OKpalliMBaHKe IOATBEPIAMIO BO BCeX mosyueHHbIX ALI-KyabTypax Haauume peCcHUTYATHIX
KJIETOK.

3ak/oueHue
Pesynbrarbl paGoThI IEMOHCTPUPYIOT BaXKHOCTh CO3[aHMst 61106aHKa KJIETOK Ha3aIbHOTO SITATE/INUS U IIPOBENEHNS
LIMOTeHesa in Vitro, 4To MOMOXKET B ycTaHOBaeHuM auarHosa [ B CJIOKHBIX AMarHOCTUYECKUX CITydasX.
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