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AHOMAAHNUN BOAOC B AUGOEPEHIIMAABHON AUATHOCTUKE
TEHOAEPMATO30B V AETEU

IOTBY Poccuiickast AeTCKast KAMHAYecKast 6oabHANA M3 PO, 2OTBOY ATTO Poccniickas MeAUITTHCKAsT
aKaAeMus HeIIpepPhIBHOTO MPO(eCcCHOHaABHOro obpasosanus M3 PO, 3SOI'BOY BO PoccuiicKri HAllMOHAABHEBIN
UCCAEAOBATEABCKUHN MEeAUTIMHCKNY yHUBepcuTeT uM. H.U. ITuporosa M3 PO, Mocksa, PO

B cratse paccMaTpuBalOTCA HauboJiee YacThle aHOMAJUM BOJIOC IIp1 HACJHeOCTBEHHBIX 00JIe3HIAX
U MeTOOAbl UX BBIABJIIEHUA. Ha npuMepe THArHOCTUYECKUX aJropuTMOB M KJIMHUYECKHUX CJIydaeB
IIOKa3aHO, KaKoe IIPaAaKTUYeCKoe 3HaAYeHue uMeeT 06Hapymenue aHOMAJIUM BOJIOC B ,umb(bepemma.nh-

HOI THMArHOCTHKE TMIIOTPMX030B M BPOKJAEHHBIX UXTHO30B y HeTeii. B cBoIo ouepenp KIMHMYECKAT
nuddepeHnaIbHAT JUATHOCTHKA TeHOIEPMATO30B 00CYKIaeTCA B TECHOH CBA3M C MOJIEKYJISIPHO-
TeHeTHYeCKHM 00cIe0BaHNeM, MeIUKO-TeHeTHYEeCKMM KOHCYJbTHPOBAHNEM M IPEeHATAJbHOM aua-
THOCTUKOM.

Knrouesvie cnoea: 6ambyrosvie 8070ChbL, ulepcmucmole 80J0CbL, MPUXOULUZUC, MUKDOCKONUS 60J0C,
2UNOMPUX03bL, 8PONHCOCHHbLE UXMUO03bL, CUHOpoM Hemepmona, mpuxomuoducmpodus.
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The article describes most common hair abnormalities in hereditary diseases and methods for
their detection. On the example of diagnostic algorithms and clinical cases, it shows the practical
meaning of hair abnormalities detection in differential diagnosis of hypotrichosis and congenital
ichthyosis in children. Clinical differential diagnosis of genodermatosisis discussed in connection
with molecular genetic examination, medical genetic counseling and prenatal diagnosis.
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B psage cayuyaeB Ipu KJIMHUUYECKOM 00cjeqoBa- Buiagnenue anomanuil 6010C npu pa3nuiHblLX
HUU JeTell ¢ TeHOoZepMaTo3aMU O0HApY:KMWBAIOTCA 2eHodepmamo3ax
pa3JanyHbIe aHOMAJIUU BOJIOC, KOTOPBIE 3HAUNTEJb- AHOMaNIMM BOJIOCAHOTO CTEPIKHA Y eTell MOTyT
HO ITOMOTaioT B AuddepeHInaJTbHON TUarHoCTUKe, HaOJI0JaTbCA € POMKACHUA WU HIPOABIATHCA B
TO3BOJIASA CY3UTh NUATHOCTUYECKUI IIONCK BIIOTH TeUYeHUe MEePBBIX JieT Ku3HU. OHU OBIBAIOT M30JIU-
0 OZHOTO CHMHApPOMA U A0 OJHOTO reHa. B maHHO!  pOBaHHBIMU JUOO COUETAIOTCA C APYTMMU CHUMIITO-
cTaTbe pacCMOTPEHbBI HacJae[CTBeHHbIe 3a00/ieBaHsI ~ MaMU, YTO HMMeeT OOJbIlIoe KJIWHUUYECKOoe 3Haue-
y IeTeli, COIIPOBOKIAOIINECA aHOMAJUAMU BOJIOC, HUe. BBIIeIAIOT ABe IPYIIILI aHOMAJINI BOJIOCAHOTO
IpU KOTOPBIX BO3MOJKHA IOCTAHOBKA ATHOJIOTHYE- CTEPIKHs: C IMOBBIIIEHHOH JIOMKOCTBIO U 0€3 IIOBBI-
CKOr0 AMarHosa, 4YTO AaeT BO3MOKHOCTH OLEHKM IIIEHHOHN JIOMKOCTu BoJioc. K amomanmam BoJioC C
TeHeTUUYEeCKOr'o PUCKAa B TAKUX CEMbIX. TOBBIIIIEHHOM JIOMKOCTBIO OTHOCATCSA, TAK Ha3bIBae-
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