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MpencTaBneH reHeTNKo-aNMAEMMONOrMYECKNA aHann3 pa3Hoobpasus HacneacTBEHHbIX 3abonesanuii koxu (H3K) y Hacenexus
PocToBckoit o6nactu. Llenb uccnenosanns: onucatb Ho3onorudeckuii cnektp H3K B PocTosckoit o6nactu (PO) v npoBecTn cpaBHM-
TesbHbI aHanu3 pasHoobpasus H3K B pa3nunyHbix permoHax eBponeiickoit yact Poccun. Matepuansl 1 MeTobl: ToTanbHO ob6cne-
[l0BaHO HaceneHne CyMMapHOI YncneHHocToio okono 500 Teic. yen. (12 paiioHoB PO). M3yyeHo pasHoobpasve H3K. PesynbtaThl 1
BbiBOAbI: cnekTp H3K npeactaenen 20 Ho3onornyeckumm dopmamu, n3 Hux 13 — ¢ ayToCOMHO-A0MUHAHTHLIM (ALl), 5 — ¢ ayTocom-
HO-peueccuBHbIM (AP) 1 2 — ¢ X-cuenneHHbiM (X-cL,.) TMnamun HacnegoBaHns. AHann3 pacnpocTpaHeHHOCTH oTaenbHbIX H3K B PO
no CpaBHEHUIO C paHee 006Cnea0BaHHBEIMU NOMYAALMAMY €BPONeEncKoi YacTn Poccum nokasan Hakonnenue 6 AL HO30/10rM4eckmx
dopmM: HeilpodunbpomaTos 1 Tmna, TyGEPO3HBIA CKIIEPO3, BPOXAEHHLIN T’MNOTPUX03, MOHUNIETPUKC, BynneaHas popma uxtmosndop-
MHOVi 3puTpoaepMum, BynnesHslii anuaepmonns, Tun KobHepa.

KnioueBble CNoBa: HacneacTBeHHble 3a00/1eBaHMa KOXM, pasHooOpasne, pacrnpoCTPaHeHHOCTb, BY/brapHblid 1XTMO3, PocToB-
ckaq 0651acThb.
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The genetic epidemiological analysis of the diversity of hereditary skin diseases (HSD) among the population of the Rostov Region
is presented. The aim of the research: to describe the diversity of HSD in 12 districts of the Rostov region and to conduct a compara-
tive analysis of the diversity of HSD in different regions of the European part of Russia. Materials and methods: The total size of totally
investigated populations of Rostov Region was about 500 thousand people (12 districts). The diversity of hereditary skin diseases has
been studied. Results and conclusions: The spectrum of HSD is represented by 20 nosological forms, including 13 — AD, 5 — AR and
2 with X-linked types of inheritance. An analysis of the prevalence of individual HSD in the Rostov Region compared to the previously
surveyed populations of the European part of Russia showed the accumulation of 6 nosological forms with autosomal dominant type
of inheritance: type 1 neurofibromatosis, tuberous sclerosis, congenital hypotrichosis, monilethrix, bullous form of ichthyosiform
erythroderma, bullous epidermolysis, Kobner type.
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Brenenne

HacnencrBennsie 3abosneBanust koxu (H3K) xapakre-
pU3YIOTCS OOJNBLIMM Pa3HOOOpa3ueM KIMHUYECKUX (HopM,
00YyCIOBJIEHHBIX MyTallMsSIMKM B T€HaX, OMPENEISIIOIINX HOP-
MaibHOEe (popMUpoBaHUe U (PYHKIIMOHUPOBAHUE KOXU U €
npousBofHbIX. s H3K, Tak xe, Kak u 11t 60bIIMHCTBA
HacJeCTBEHHbIX 00JIe3Hel, XapaKTepHbl reHeTh4Yeckas re-
TePOreHHOCTh M IIMPOKMI KIMHUYECKUN MOJIUMOPGU3M,
YTO B M3BECTHOM CTEMEHW OTpaXkaeTcsl Ha BO3pacTe MaHU-
decra, OCOOECHHOCTSIX KIMHUYECKOW CHUMITOMATHUKU,
TEYeHUM M TporHose 3abosieBaHust [1—4]. CoBpeMeHHBIC
METObI MOJIEKYJISIPHON TE€HETUKU MO3BOJIWIN UACHTUDU-
LIMPOBAaTh TeHbl it 0oJbiioro yncia H3K [4—6].

JlaHHbIE O HO30JIOTMYECKOM CITEKTPe M PacIpOCTpaHEeH-
Hoct H3K B pasnuuHbix nonyssiuusix Poccun u mupa He-
MHOTOUMCJIEHHBl M TPYIHO COIMOCTaBUMBbI MEXIy CO0Oit
BCJICICTBME PAa3TWYMil B TTOAXOMAX U KPUTEPUSIX TIpU cOope
Marepuaia U aHajJu3e JaHHbBIX.

B xome paHee MpoBeAEHHBIX MCCIENOBAHUI HaceaeHuUs
POCCHUICKMX PErMOHOB ObUIO MOKA3aHO, YTO HO30JOTMUECKMIA
CTIEKTp HaCJIeJICTBEHHBIX 3a00JIeBaHNIA, TaK Xe, KaK U IpyTHre
TeHETUUYECKME XapaKTePUCTUKU, OTpaxkaeT MyTy (hopMHpoBa-
HUS TIOTYJISILUM, a Beyline (hakTopbl MOMyISLIMOHHON AMHA-
MUKH ¥ TEHETUUECKOI CTPYKTYPhI BIUSIIOT Ha KaUueCTBEHHBIE U
KOJTMYECTBEHHBIE XapaKTEPUCTUKK He TOJLKO TPpy3a, HO U pa3-
HOOOpa3usl HACJIEeACTBEHHOM raTonoruu [7]. 3HaHUe CTPYKTY-
pbl HaCJIeACTBEHHBIX Oose3Heii, B ToM uncie H3K, B KOHK-
PETHOI MOMYJISIIUU HE00X0auMo s 3(PHEeKTUBHOrO IIaHU-
POBaHUSI PETMOHAILHO OPUEHTUPOBAHHOTO MEIMKO-TEHETH-
YEeCKOTr0 KOHCYJIBTUPOBAHMS OOJBbHBIX U UX ceMeit [§—9].

Marepuabl 1 METOAbI

B paMKax reHeTMKO-3MUAeMHUOJOTHIeCKOe 00CeI0Ba-
Hue HaceineHus 12 paitonoB PO, cymMMmapHOil 4mMCIeHHO-
ctbio 0kojio 500 ThIC. uen. (BoarogoHckoro, LleanHckoro,
Iy6oBckoro, Eropiabsikckoro, 3uMOBHUKOBCKOT0, KpacHo-
cynmuHcKoro, MarseeBo-Kypranckoro, MuiepoBcKoro,
PonnonoBo-Hecseraiickoro, TapacoBckoro, MsCHUKOB-
ckoro, llumnsgHckoro) wusydyeHo pasHooOpasue H3K
[10—11].

OO0cnenoBaHre HaceJeHUsT TPOBEISCHO HE3aBUCHUMO OT
HAIMOHAJILHOCTU M TOJIO-BO3PACTHOM CTPYKTYPBI, B COOT-
BETCTBUM C MPOTOKOJIOM T€HETUKO-IMUAEMHOTOTUYECKUX
uccienosanuii (pazpaborka ®I'BHY «MI'HIl»). Metomst
cbopa 1 00pabOTKM MaTepraja OCTalOTCsS HeM3MEeHHBIMU Ha
MPOTSKEHUU BCEX MCCIIENOBAaHUN (BO3MOXHOCTD BBISIBIIE-
Hust 6onee 3000 pa3nIMUHBIX HO30JOTMYECKUX (OpM), UYTO
MO3BOJISIET MPOBOJUTh CPaBHEHKME BHOBD MOJYYEHHBIX JaH-
HBIX C pe3yJIbTaTaMM U3 paHee 00CIeTOBAHHBIX TOITYISIIUI
eBpomneiickoit yactu Poccun [9; 12].

PacnipoctpaHeHHOCTh ~ 3a00jieBaHUN TpUBEAEHAa Ha
100 TBIC. Yyen. BrisiBIeHUe cllydyaeB HaKOILIEHUsI OTAEIbHBIX
3a00eBaHuii 10 nomyasauusiM PD u no paitoHam obiacTu,
MPOBOIUJIOCH C McTojb3oBaHueM F-pacripenenenust (ypo-
BeHb 3Haunmmoct o<0,01) [13].

Pe3yabTaTsl U 00CyXIeHHE

B xome Mennko-reHeTnyeckoro oocienoBanus 12 paiio-
HoB PO 3aperucrpupoBan 291 mammeHT u3 156 cemeit,
¢ pa3anuHbIMU Ho3oJorudeckumu popmamu H3K.

PasHooOpasue HacaeqCTBEHHBIX 3a00JIeBaHUN KOXMU WU
€€ TIpUIATKOB B IPYIIIe OOJIBHBIX 0OecIieyeHo 3a cueT 20 Ho-
3oJ0ruueckux (opm. [aHHble MpeAcTaBIeHHblE Ha aua-
rpamMMmax (pUMCyHOK) IoKa3biBaloT, 4To AJl 3a00aeBaHus 3a-
HUMAaIOT BeAylIre NO3UIMK Kak 1o yuciay gopm (13), Tak u
1Mo yuciay 60iabHbIX (256). I'pynma H3K ¢ AP tumom Hacne-
JIOBaHUSI TMpeacTaBieHa 5 HO30J0TMUeCKUMU (HopMaMu
(14 GoabHbIX), X-CL. MATOJOTUSI ABYMSI HO30JOTUSIMU
(21 GonBHOI), YTO MO3BOJISIET TOBOPUTHL O peakoctu AP u
X-cu1. popm H3K.

B nyGivkanusix o pesysibrataM reHeTMKO-2MUAeMUOIOTH-
YyecKux o0clienoBaHMil pernoHoB Poccun otMedyeHo, uTo 3a00-
JIEBaHUS PACIIPOCTPAaHEHHOCTh KOTOPHIX cocTapiser 1:50 000 u
yaiie, 00pasyioT «sIpo» HO30JIOMMYECKOTO CreKTpa 3a0osieBa-
HuUil B obcnenyemoM perroHe [8; 9; 14]. Pacnpenenenue H3K
M0 YKCITy HO30JI0TM4YeCKUX (hopM U OOJIBbHBIX, YCJIOBHO pasiie-
JIHHOE Ha 4 TPYMITHI B 3aBUCUMOCTH OT PacIpoOCTPaHEHHOCTH
OTJIEJIbHBIX HO30JIOTHIA, TIPEICTABIEHO B TaOM. 1.

Ho3zonoruyeckuii crekTp u pacnpocTpaHEHHOCTh KaxkK-
noi 13 (popM HaACIeICTBEHHBIX 3a00JIeBAaHUI KOXM IIpel-
cTaBJieHbl B Ta01. 2.

Kak cnemyer U3 npuBeNeHHBIX JAHHBIX, «SIPO» HO30JOTH-
yeckoro criektpa H3K y HaceneHust B PocroBckoit ob6actu
cchopmupoBaHo 7 3aboneBanusamu (35%), w3 Hux 5 Al u
2 X-cu. Ha gomo 311X 3a001eBaHMi IPUXOAUTCST HAMOObIIIEe
qrciio 60bHBIX 245 (84,19%) OT BceX BBISIBIICHHBIX B PETHOHE.

65,00

10,00 25,00

B AT El AP B X-cn,

87,97 B

7.22 4.81
Pacnpenenenne H3K ¢ pa3nmyHbiMmM TUNammn HAacNeL0BaHNS MO KOSINYe-
ctBY: A — dopM; B — GObHBIX.
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Tabmya 1
PacnpepeneHne H3K no yncny Ho3onornyecknx Gpopm n 60abHbIX
B 3aBMCMMOCTU OT TUNA HacJefoBaHUA U pacrnpoCcTpPaHEeHHOCTHU
Ne | PacnpocTpaHeHHOCTb AL AP X-cu. Bcero
b B O] B 0] B 0] [5)

1 1:50 000 1 yaLe 5/38,46 | 224/87,50 0 0 2/100,00 | 21/100,00 | 7/35,00 | 245/84,19
2| 1:50 001—1:100 000 4/30,77 27/10,55 1/20,00 5/35,71 0 0 5/25,00 32/11,00
3| 1:100 001—1:200 000 0 0 1/20,00 4/28,57 0 0 1/5,00 4/1,37
4 1:200 001 n pexe 4/30,77 5/1,95 3/60,00 5/35,71 0 0 7/35,00 10/3,44

Bcero 13/65,00 | 256/87,97 | 5/25,00 14/4,81 2/10,00 21/7,22 | 20/100,00 |291/100,00
MpumeyaHne. B yncnutene — abconoTHOE YMCNO, B 3HAMeHaTesle — NPOLEHT, cokpalleHus: d — Ho3onornyeckmne Gopmbl, b
— 4ncno 60JbHbIX

Ho3onornyeckuin cnekTp U pacnpocTPaHEHHOCTb HACNEeACTBEHHbIX 3a601eBaHUN KOXU Faoma 2
y HaceneHus B 12 panoHax PO
Ne| OMIM ‘ Hosonornyeckas dopma ‘ Brao, ‘ 16 ‘ Erp‘ 3m ‘ Kpc‘ MK ‘ Mn ‘MCH‘ PH ‘ Tp ‘ Ll,n‘ Lim ‘ Bcero ‘ Pacnp.
AYTOCOMHO-A0OMUHAHTHbIM TUM HACNEA0BaHUS
1 [ 146700 | BynbrapHsiii Uxtno3 5 13| 2 11 137| 5 20| 2 99 1: 5025
2 | 162200 | Heitpodpurbpomatos, tin | 10| 2 10| 3 | 5 13| 3 58 1: 8577
3 | 148700 | NlapoHHO-NogoLwBeHHas kepatogepmms | 3 3 313 4 36 1:13 818
4 | 151900 | MHOXEeCTBEHHbI IMNOMaTo3 3 2 4 4 16 1:31 091
51191100 | Ty6epo3HhIii ckinepo3 2 3 6 | 3 15 1:33 164
6 | 113800 lél;;ﬁg:gg;ognongzl apuUTPOLAEPMUS, 36 9 1:55 273
7 % | TUNOTPUXO3 BPOXAEHHbIN 8 8 1:62 183
8 | 131900 | BynnesHbiii annaepmMonma, Tin KobHepa 1 1 3 5 1:99 492
9 | 158000 | MoHUneTpukc 5 5 1:99 492
10| 126070 | ANbOMHM3M rNa30-KOXHbII 2 2 1:248 730
11| 104110 | Anoneuus 1 1 1:497 460
12| 167200 | MaxvoHuxms 1 1 1:497 460
13| 193300 | CuHgpom M'vinnens-JIuHpay 1 1 1:497 460
Bcero 605bHbIx 12 124|122 | 5 16|24 |59 27| 6 |30 |23| 8 256 1: 1943
AyTOCOMHO-PELECCUBHBIV TUM HACNe0BaHUS
1 242100 | ixTnosundopmHas aputpoaepmMmms 2 5 1:99 492
2 1203100 | AnbO1HM3M rna30-KoXHbIi 2 4 1:124 365
3 | 203655 | Anoneups yHMBepcasibHas BpoXaeHHas 1 1 2 1:248 730
4 | 615598 | Kepatogepmus 1agoOHHO-MOAOLLBEHHASA 2 2 1:248 730
5 |1 201100 | SHTEpONaTU4ECKNn akpoaepMaTmT 1 1 1:497 460
Bcero 60nbHbIX 1 1 1 4 | 2 2|83 14 1:35 533
X-cLenneHHbIN TN HacnenoBaHUs
308100 | ixTro3 X-cuenneHHbin 2 1 3 7 1 2 16 1:15 546
2 | 305100 dconermieres Ao, 2| 9 5 | weTas
Bcero 60sbHbIX 2 1 5 3 1 2 21 1:11 844
CyMMapHO B0JIbHbIX 1312722 5 18|26 |70|34|13 |34 25| 9 291 1:1709
MpumedyaHne. *** — reTeporeHHas rpynna 3abonesaHwin; Pacnp. — pacnpocTpaHEHHOCTb
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I'pynny yacTeix coctaBwiu cienyoume AJl 3aboneBaHuss —
ByJbrapubiii  mxtuo3 (1:5025), HeitpopuOpomaros, Tum I
(1:8577), namonHo-mopomBeHHass kepaTtomepmus (1:13 818),
MHOXecTBeHHbIi iuroMaTos (1:31 091) u TyGepo3HbIil CKiiepos
(1:33 164), X-cu. — mxtro3 X-crerwieHnbiid (1:15 546), akto-
JepMaJibHasi TUCIUIa3usi, aHruapoTuyeckast popma (1:49 746).

I'pynma yMepeHHO YacThIX C PacIpoCTPaHEHHOCTBHIO
1:50 001-100 000 mpexncTaBiaeHa 5 HO30JOrMIeCKUMU HOP-
Mamu (25%) u 32 6onpHbIME (11%).

I'pynny penkux H3K, pacrpocTpaHeHHOCTh KOTOPBIX
1:200 000 u pexe, cocTaBwIv 7 HO30JIOTMYECKUX (POPM, OTHA-
KO TIPeCTaBIeHbl OHM €IMHUYHBIMU OONLHBIMU, OOLIEe YHC-
70 manueHToB — 10, yro coctaBmio 3,44%. Penxue Al dop-
Mbl H3K (4) BbIBIEHBI Y €IMHUYHBIX OOJBHBIX CO CIEIYIO-
MMU 3a00JIEBAHUSIMU: aJTLOMHM3M TJ1a30-KOXHBIN (2), ano-
neuust (1), maxuonuxus (1), cunapom [urnmens-JIunmay (1),
AP dopmbl (3) — anonenus (2), KepaToaepMust JJalOHHO-TIO-
JoIIBeHHas (2) U sHTeponaTUYecKuii akpoaepmaTurt (1).

CpaBHeHHe CEKTpa W PACTIPOCTPAHEHHOCTH OTIEJIbHBIX
t¢opm H3K y Hacenenns PO
¢ paHee 00cJen0BaHHBIMH pernoHamu Poccun

PaHee oTMeueHo, YTO JaHHbIE JIUTEPATYpPhl O PACTIPOCTPa-
HeHHocT H3K B pasiMyHBIX pernoHax TPYIHO COMOCTABUMBI
BCJIEAICTBUE CYIIIECTBEHHBIX Pa3JIMUMii B METOIAX TOTYyYSHUSI U
OlIEHKM NaHHbIX. Haubosbliiee Ynucio uccneqoBaHuii Mo usy-
YEeHUIO pacrpocTpaHeHHOCTH U crnektpa H3K B MupoBoii
MPaKTUKE TIPOBENEHO MyTeM CO3MaHMST PETUCTPOB 1 M3YYCHUST
OTIEbHBIX UJIM OTHOCUTEIILHO HEMHOTUX (DOPM HaCJIeICTBEH-
HbIX 3200J1€BaHUIA.

B cBsI3M ¢ yKa3aHHbBIM, TaK Xe, Kak U Mpu NPOBeIeHU U
aHaJM3a MoKasareseil OTSITOLEHHOCTH, C LIeJIbI0 CPAaBHE-
HUSI HO30JJOTUYECKOTO CITIEKTpa M PACIpOCTPAaHEHHOCTH
otaenbHbIX ¢hopM H3K, ucnonb3zoBaHbl gaHHbIE Jabopa-
TOopuM reHetudeckoit anuaemuonoruu ®IrbHY «MT'HIL»
[8;9; 14].

Ha mepBoM artame mpoBeaeH aHaIU3 pachpeneeHus
H3K 1o yucny Hozonornyeckux (opM M OOJTBHBIX B 3aBU-
CHMOCTH OT THMA HacjenoBaHus (Tadi. 3).

AHaIu3 MpeAcTaBICHHBIX AaHHBIX (Taba. 3) mokasail,
YTO B OOJIBLIMHCTBE 00CIeI0BAaHHBIX perMoHOB U B Poccuu
B LIEJIOM BEIyLIMMU, KaK IO YMUCITY HO30JIOTUYeCKUX (HOopM,
TakK 1 no yuciy 6oabHbIX sBisiiorest AL H3K. Mckmouenue
o uuciay Hozojorunuyeckux ¢popm H3K cocrasnsiior Trep-
ckas obiactb, Pecniyonuku Mapuit O u TatapcraH.

B Tsepckoit ob6macTy 4YMCIO HO30JOTHYECKUX (opM
¢ Al u AP Tunamu HacjienoBaHUSI PaBHO M COCTABJISIET 11O
5 (popm, Ho o yuciy 6oabHbIX Al 3a00meBanus (11) Bce xxe
npeBaIupyloT Haja 3aboneBaHusiMU ¢ AP Tummom HacliegoBa-
Hus (4). OOpallleHO BHUMAaHKE, YTO Ha eIMHCTBEHHYIO (op-
My 3abosieBaHUsI, X-CHEIUICHHBI WMXTUO3, TPUXOIUTCS
MPaKTUYECKHU TaKoe ke yncio 6onbHbIX (10), Kak 1 Ha 3260~
neBaHus ¢ A/l Tunom HacnemoBaHus (11).

B Pecnyonuke Mapuii D1 BEISIBIEHO 00JIblIee pa3HO00-
pasue Hozonmorndeckux popm H3K ¢ AP tnmom HacnenoBa-
HHsI, KOTOpBIE COCTaBWIN B pernoHe 50% oT obiero yucia
BBISIBJICHHBIX 3a00eBaHuit. OMHAKO IO YMCITY BbISIBIEHHBIX
601bHBIX (79,37%) BenylIMMM Tak Xe, KaK U B OOJIBIIMHCT-
Be permoHoB Poccum, sBisitorcs 3aboneBanus ¢ A/l Tumom
HacJeJOBaHMSL.

Tabmua 3
Pacnpepenenne H3K no uncny Hosonornyeckmx Gopm n 60NbHbIX,
B 3aBUCMMOCTM OT TUNa HacnenoBaHUSA Y HaceNeHnsa 06cnenoBaHHbIX pernoHoB Poccun
Pernon PO 5 AL AP X-cu. Bcero

Feamyenna. ® 5 ® 5 ® 5 ® 5
PocTtoBckas 13/65,00 | 256/87,97 | 5/25,00 14/4,81 2/10,00 21/7,22 20 291
ApxaHrenbckas 4/57,14 13/65,00 3/42,86 7/35,00 0 0 7 20
BpsiHckas 7/77,78 17/70,83 2/22,22 7/29,17 0 0 9 24
Kuposckas 10/55,56 | 128/78,05 | 5/27,78 21/12,80 3/16,67 15/9,15 18 164
KocTtpomckas 10/66,67 | 79/75,96 5/33,33 25/24,04 0 0 15 104
TBepckas 5/45,45 11/44,00 5/45,45 4/16,00 1/9,09 10/40,00 11 25
KpacHopapckuit 8/66,67 114/75,50 | 3/25,00 14/9,27 1/8,33 23/15,23 12 151
Appires 4/57,14 39/79,59 2/28,57 8/16,33 1/14,29 2/4,08 7 49
BawikopTocTaH 10/62,50 | 150/85,71 5/31,25 13/7,43 1/6,25 12/6,86 16 175
Mapwuii On 5/41,67 177/79,37 | 6/50,00 43/19,28 1/8,33 3/1,35 12 223
TaTapcTtaH 11/47,83 | 174/85,71 | 10/43,48 22/10,84 2/8,70 7/3,45 23 203
Yomyptus 8/53,33 99/77,95 4/26,67 19/14,96 3/20,00 9/7,09 15 127
YyBauickas 9/56,25 141/73,82 | 6/37,50 45/23,56 1/6,25 5/2,62 16 191
Poccus 21/61,76 |1142/78,43| 10/29,41 | 228/15,66 3/8,82 86/5,91 34 1456
MpumeyaHure. B yucnutene — abCconoTHOE YMCNO, B 3HAMEHaTENe — NPOLEHT, cokpalleHus: @ — Ho3onornyveckne Gopmel, b
— 4yncno 60JbHBbIX.
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Tabnvua 4
PacnpocTtpaHeHHocTb (Ha 100 000) H3K, BbisBNEHHbIX Y HaceneHnsa B o6cnenoBaHHbIX permoHax Poccum !
Ne PervioH PO Poct. | Apx. | BpsaH. |Kupos. | KocTp. | Teep. | KpacH. |Agbires| Bawik. | Mapuii | Tatapc.| Yamyp. | HYysaw. | Poccus
[unarHos obn. | obn. | obn. | obn. | obn. | obn. | kpain an
YncneHHocTb 497460/| 40000 | 88210 |286616|444476| 76000 |426700/101800/250000|276900|268894|267655|264490(2791741
AYTOCOMHO-[OMNHAHTHbIE
1 |VIXTO3 ByNbrapHbIi 19,90 | 14,99 | 1,13 | 27,21 | 11,93 | 7,90 | 11,72 | 18,66 | 14,40 | 46,95 | 13,39 | 16,06 | 31,76 | 19,41
2 |JlanoHHo-ropoLLBeHHas kepatopepmvs| 7,25 5 340 | 2,09 | 1,35 | 263 | 2,34 | 295 | 29,20 | 542 | 21,57 | 7,85 | 7,18 | 7,81
3 |Heipodrbpomatos, Tun | 11,66 10 1,13 | 593 | 2,25 352 | 884 | 440 | 831 | 632 | 411 | 870 | 5,10
4 | MHOXECTBEHHbII INNOMaTo3 3,22 453 | 2,79 | 045 | 1,32 | 6,10 | 7,86 | 2,80 298 | 4,11 1,51 2,83
5 |AnbOVHM3M 0,40 4,53 | 0,70 | 0,45 1,41 0,72 | 4,46 | 2,62 | 0,76 1,33
6 |9kTopepMasibHas avcriasus 2,5 2,27 1,40 0,70 0,8 2,53 | 2,98 1,12 0,38 1,11
7 | Ty6epo3Hblii cKIepo3 3,02 1,40 1,32 5,20 3,72 | 0,75 1,07
8 |lMceBooOMOHUNETPUKC 8,18 1,13 | 0,90
° fzﬁ’ée:gggzgﬁvmo”m 1 0,22 0,23 038 1,13 | 025
10 |Anoneuyst 0,20 0,70 | 045 | 1,32 0,4 0,21
11 |BonesHb Japbio-Yarita 0,70 0,37 0,76 0,21
12 |M'vnepkeparos, NxTnos 1,74 0,22 0,21
oy et 16 0,14
14 |MoHuneTpukc 1,01 2,27 0,07
15 | MHOXECTBEHHbI NEHTUMMHO3 0,70 0,07
16 Tslxgjgsg:émpznmepmonms, 1,01 022 0,04
17 gﬂﬁggrilopmmﬂ apuUTPOaEPMUIS, 1,81 037 0,04
18 |HelipoKoxHbI MenaHo3 0,4 0,04
19 |BynnesHbliin anmpepmonma, Tmn MNosnHn 0,22 0,04
20 | BxTopepmMaribHas amcrnasus, tun 4 0,37 0,04
21 |HeByc anuaoepMonuTn4eckuin 0,37 0,04
CpepHee 3HayeHne 51,57 | 32,50 | 19,27 | 44,66 | 17,77 | 14,47 | 26,72 | 38,31 | 59,99 | 63,94 | 64,72 | 36,98 | 53,30 | 40,90
AyTOCOMHO-PELIECCHBHbIE
1 |VixTnosmdopmHasn aputpoaepmMmns 1,01 12,5 | 3,40 | 3,49 | 3,60 | 3,95 | 2,81 1,96 0,4 397 | 0,37 | 0,37 | 493 | 2,79
2 | AnbOrHM3M I1a30-KOXHbIA 0,80 25 | 453 | 2,10 | 1,12 | 1,32 | 0,23 | 5,90 1,6 325 | 632 | 448 | 2,65 | 2,61
3 |[noTpmxo3 1,6 6,50 1,12 7,56 | 1,61
4 | JlamensipHblil UXTNO3 0,22 1,20 0,36 1,87 1,13 0,47
5 gﬁzg‘sgxﬂﬂz“mm“““ 2,5 0,70 | 0,45 1,08 038 | 032
© [ o
7 |OHuxogmcTpodUs, aHOHUXUS 0,22 0,23 0,72
8 |BHTeponaTtnieckuii akpoaepmaTuT 0,20 0,37 0,04
9 |BpoxaeHHas annasus KoXm 0,36 0,04
10 |fwnomenaHo3s 0,38 0,04
CpepHee 3HayYeHne 2,81 | 1750 | 794 | 7,33 | 563 | 526 | 3,28 | 7,86 | 520 | 1553 | 8,18 | 7,01 | 17,01 | 8,17
X-cuenneHHble
1 |Wxtno3 6,43 9,07 26,32 | 10,78 | 3,93 | 9,60 | 2,17 | 4,46 | 523 | 3,78 | 5,80
2 Sﬁmoggg:fﬂi’;ﬁgﬂ;";gazs”ﬂ' 2,01 0,70 074 | 075 0,22
3 | ANbBUHM3M rnasHom 0,70 0,74 0,14
CpenHee 3HadeHve 8,44 0 0 10,47 0 26,32 | 10,78 | 3,93 | 960 | 2,17 | 521 | 6,73 | 3,78 | 6,16
CymmapHas 58,51 | 50,00 | 27,21 | 57,21 | 23,40 | 32,90 | 35,39 | 48,12 | 69,98 | 80,52 | 75,47 | 47,44 | 72,20 | 52,17
MpumMeyaHne. BoigeneHsl YacTole (1:50 000 1 yawe) 3a6oneBaHus, coctaensowume «aapo» H3K B pernoHe. Poc.o6n. — PocToBckas 06nacTb,
Apx.065. — ApxaHrenibckasi o6nactb, BpsH.06n. — Bpsinckas o6nactb, Kupos. 0651. — Kuposckas o6nactb, Koctp. 06n. — Koctpomckas o6nactb,
TBep.o6n. — TBepckas o6nactb, KpacHop. kpait — KpacHopapckuii kpaid, Aabires — Pecny6nvka Apbiresi, Bawk. — Pecny6nuka BawkopTocTaH,
Mapuii 3n — Pecny6nuka Mapwuit 9n, Tatap. — Pecny6nuka TatapctaH, Yamyp. — YamypTckas Pecny6nuka, YyeBaw. — Yyeawckasa Pecny6nuvka

24



MEANUMNHCKAA TEHETUKA. — 2017. — Ne8

B Pecnybnuke TarapctaH mpakTUYeCKU aHaJIOTMYHast
CUTyalUsl 110 Yuciay (opm u uuciay 00abHbIX. Benyiumu mo
ety 6onbpHBIX aBisaoTess H3K ¢ A/l tTumoMm HaciemoBaHUs
(85,71%), a o uncny dpopm Al u AP npakTruecKu paBHbI U
coctaBuiu 47,83% u 43,48% COOTBETCTBEHHO.

OtMeueHo, yTO B ApxaHTeiabckoit, bpsHckoit n Koct-
POMCKOI1 00J1aCTSIX HE BBISIBJIEHO OOJIBHBIX C X-CII. 3a00J1e-
BaHUSIMU.

Pacnipoctpanennocts H3K, BBISIBICHHBIX y HaceleHUS
B o0cienoBaHHbIX permoHax Poccum, mnpejacrabieHa
B Taou. 4.

HeoOxonuMo oTMETUTH, YTO cpelHue JaHHble 1o Poc-
CHM pacCUMTaHbl Ha OOIIYIO YMCIEHHOCTh 00CIeI0BAaHHOTO
HacesneHus (2 791 741), 6e3 yueTta YUCIEHHOCTU HACEIEHUS
PocroBckoii obnactu.

BrIsiBIeHBI Bapyaldu 1Mo Yucity opm, BXOASIIIUX B «SijI-
po» H3K B pa3nbix pernonax Poccun. HaumeHbiliee uncio
Ho3osornyeckux gopm orMeueHo B Koctpomckoit u Trep-
ckoit oomactsx. B Koctpomckoii obmactu «saapo» H3K co-
craBuu 2 Al popmbl, AP — 1, X-ci1. — He 3aperucTpupo-
BaHO, B TBepckoii — 2 Al ¢dopmbl, 1 AP dopma u 1 X-ci.
¢dopma. Haubosbliiee 4uCiI0 HO30JI0TMYECKUX (POPM BBISIB-
neHo B Pecnyonuke Tarapcran — 10, u3 aux AJL — 8, AP —
1 n X-cu. — 1 HOo30J0TMYecKas hopMa.

CornacHo TpeacTaBAeHHBIM JaHHBIM, TPYIITY YacThIX
¢opm H3K (1:50 000 u gamie), Tak Ha3bIBaeMOE <«SIAPO»,
B OOJIBIIIMHCTBE PETMOHOB U B Poccuu B LIEJIOM COCTaBIISIIOT
4 3aboneBaHusi ¢ AJl Tumom HaciemoBaHuUs (BYJbrapHbIi
HUXTUO3, JIAJOHHO-TONOIIBEHHAs] KepaToaepMusi, Helpo-
¢ubpomaros, Tun I, MHOXECTBEHHBII TUIIOMaTO3), 2 3a00-
neBaHusi ¢ AP Tumom HacnemoBaHusl (MXTHO3UGOPMHAsT
SPUTPOIEPMUSI, ATLOMHU3M TJ1a30-KOXHbII) U 1 3aboneBa-
Hue ¢ X-cu. TunoM (X-cuerieHHblid nxtrno3). B PO Bele-
MepevynciieHHbIe 3a001eBaHUST TAKXKe SBISIOTCS YaCTBIMU 1
o0pasyioT «s1apo» H3K B oGmactu.

OTMeueHbl BapuallMy B TIOKa3aTessIX paclpoCcTpaHEeHHO-
cTH 3a00JIeBaHUI B pa3HbIX pernoHax. Tak, cpeaHee 3Haue-
HUE PaCMpOCTPAaHEHHOCTHU BYyJIbrapHOro mxtuosa B Poccuu
coctapisieT 1:5151, uyTo cooTBeTcTBYeT 3HaueHuto B PO
1:5 025. HaumeHblye 3HaYeHUsT pacIpOCTPAHEHHOCTH BbI-
saBIIeHBl B bpsiHckoii oomactu 1:88 210 1 cOOTBETCTBEHHO
BYJIBIapHbBI UXTHO3 He Tlomnanaet B «siapo» H3K B 3TOM pe-
ruoHe. Haubosnblast pacnpocTpaHeHHOCTb OTMeueHa B Pec-
nybauke Mapuii D11, Kotopas coctaBuia 1:2 130.

Bapuauuu 3HayeHUiT PacIpOCTPaHEHHOCTH JIaJOH-
HO-TIONOIIBEHHBIX KepaTodepMMil cocTaBuiau oT 1:3 425
B Pecniyonuke Bamikoproctan no 1:74 079 B Koctpomckoit
obmactu. B PO pacnpocrpaneHHOCTh coctaBmia 1:13 818,
cpenHee 3HaueHue mo Poccum — 1:12 806.

Heitpopubpomaroz — uacroe 3aboaeBanue B PO, pac-
MPOCTPAaHEHHOCTh cocTaBmaa 1:8 577 u B 2 pa3a mpeBbIIIacT
noxka3ateau B Poccunm (1:19 800). B 1o ke Bpems B TBep-
CKOIi 06J1acT OOJIbHBIE HE BBISIBJIEHBI, a B bpstHCKOIT 001ac-
TH PacIpOCTPaHEHHOCTh HauMeHbInast — 1:88 210.

IlokazaTenu pacrnpoCTPaHEHHOCTM MHOXECTBEHHOTO
JIMIIOMATo3a TMOKa3ajlu BbIPAXEHHYI0O Bapualuio, OT

1:12 725 B Pecnyonuke Anwirest no 1:222 238 B Koctpom-
ckoii obmactu. B PO pacnpocTpaHeHHOCTh COCTaBWIa
1:31 091 u coBmamaer co cpeqHUM 3HauyeHueM B Poccuu
1:35 338.

CpenHue 3HaueHust pacrnpoctpaHeHHoct H3K ¢ AJl
tunoMm HacienoBaHus B PO (1:1 943), HeckoJibKO BhIllIE,
yeM B cpenHeM B Poccun (1:2 445), Ho HiKe, yeM B Pecrry0-
mukax bamkoptocran (1:1 667), Tarapcran (1:1 545) u Ma-
puit O (1:1 564).

B PO He BbIsIBAEHO YacThIX HO30M0rnuyeckux opm H3K
¢ AP turom HacnenoBanus. Kak paHee oTMe4eHo, TIpH TIpo-
BEJICHUM TEeHETUKO-3MUICMUOJOTUYECKUX UCCIIeI0BaHUI
B perroHax Poccuu B «1po» BKIIOUEHBI UXTUO3U(DOpMHAs
SPUTPOIAEPMHUS U aTLOMHM3M TJ1a30-KOKHBIA.

3HaueHUs]  PACIPOCTPAHEHHOCTH  MXTHO3UGMOPMHOI
sputporaepMun B Poccum B 1enom cocraBuiu 1:35 792.
HaumeHnbiuve 3HayeHus BbisiBIeHBl B PecnyOnukax barti-
koprocrad (1:250 000), Tarapcran (1:268 894) u Yamyprus
(1:267 655). Bicokast pacIpoCTpaHEHHOCTh OTMeUeHa B Ap-
xaHresnbckoit oonactu (1:8 000).

PacnipoctpaHeHHOCTh abOMHU3Ma B Poccun coctaBuiia
1:38 243, ¢ MakcHMMaJIbHOM pacIpoCTpaHeHHOCThIO B Pec-
nybonuke Tartapcran 1:15 817.

Cpennue 3HaueHust pacnpoctpaHeHHoctd H3K c AP
TUIOM HacJiefioBaHust coctaBuin 1:12 244, uyro akTUUecKu
B 3 pasa vaie, yeM y HaceneHus B PO (1:35 533). B 6ob-
IIMHCTBEe OOCIEIOBAaHHBIX pPerMoHOB Poccum mokasaTtenu
COOTBETCTBYIOT cpefaHuM 1o Poccum.

H3K ¢ X-cu. HacienoBaHus TOKa3alin JOCTATOYHO BBICO-
KYIO BapvallMio CyMMapHbIX 3HAYeHUI pacrpoCTpaHEHHOCTH.
Tax, y HaceneHusi B PO cymmapHasi pacpocTpaHEHHOCTh CO-
ctaBuna 1:11 844, B Poccuu B uesiom — 1:16 231, B TBepckoii
obnactu 1:3 800, B Pecniybinke Mapwuii O 1:46 150.

X-CUETUIEHHBIN MXTUO3 MPaKTUYECKN BO BCEX PETMOHAX
BXoauT B «sanpo» H3K, 3a uckioueHueM Tpex peruoHOB,
r1e He BBISIBJICHO 00JbHBIX. PacmipocTpaHeHHOCTh COCTaBU-
na ot 1: 3 800 B TBepckoit obnactu 10 1:46 150 B Pecriybmu-
ke Mapuii O11. B PO pacnpoctpaHeHHOCTh X-CLIETUIEHHOTO
nxTtro3a 1:11 844 MoxHO oTHecTH K cpenHeil. Tak, 3Haue-
HMe pacrpocTpaHeHHOCTH B Poccuu — 1:17 233.

DKToaepMalibHas AMCIIA3Us, aHTUApOoTHYecKas: dhopmMa
B PO Bxomut B «inpo» H3K, ee pacmpocTpaHeHHOCTb CO-
crasisieT 1:49 746. B To Xe BpeMsi, mpu 00CIEI0BAHUM pe-
ruoHOB Poccuu BBISIBICHO Tpoe OOJbHBIX, MPOXKUBAIOLINX
B Kuposckoii ob6nactu, Pecriyonukax Mapuit B u Tarap-
cTaH, cpeaHee 3HaueHue B Poccun cocrasmio 1:465 290.

TTpoBOANTHL CPAaBHUTENLHBIN aHAIN3 ¢ MUPOBBIMU TAaHHBI-
MU He KOPPEKTHO, TaK KaK paHee OTMEUEHO, YTO METOI0JIOT ST
noJy4eHus1 THGOPMaIMK CYLIECTBEHHO pa3inyaeTcsl.

Heob6xonuMo OTMETUTh, YTO TIPU MPOBEICHUU T'€HETHU-
KO-3MUIEMHUOJIOTMYECKOTO UCClIeIoBaHusT Y 00IbHBIX B PO
BIIEpBbIe BbIsIBIEHB! crnenytowme dopmbl H3K: ¢ AJl Tunom
HacaeA0BaHUsSI — TUIMOTPUXO3 BPOXICHHBINM, MAXUOHUXUS,
cuHapoM ['mnmens-Jlunnmay; ¢ AP Turom HaciemoBaHus —
ajionelusi yHUBEpCalbHasl BPOXJAEHHasl, JIaJIOHHO-TIONO0-
IIBEHHAsl KepaToaepMMsl.
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Takum o6pa3om, pazHoodbpazue H3K B PO, onpenensie-
MO€ MX OTHOCUTEJIbHO 4YacThIMM (opMamM, OKa3bIBaeTCs
CXOIHBIM C OOJIBIIMHCTBOM €BPOIENCKHMX U POCCUMCKUX TTO-
MyJIALUAR.

AnHanu3s pacnpoctpaHeHHocTH otaeabHbIX H3K B PO no
CPaBHEHUIO C paHee 00CAeTOBAaHHBIMU MTOMYJISILIUSIMU €BPO-
relickoii yactTy Poccum mokasan HakoIUieHWe (pasiudust
JIOCTOBEPHBI) psijia Ho3osornyeckux gopm ¢ AJl Tunom Ha-
cJIe/I0BaHMUSI:

e HelipouopomaTos 1 Ttumna (B PO 1:8577, cpenHsist mo
P® 1:1980; F = 2,29);

® TyGepo3Hblil ckiiepo3 (B PO 1:33164, cpenusisa o PO
1:93058; F = 1,83);

® BpOoXIeHHBII rTumorpuxo3 (B PO 1:62183, cpenHss mo
P® 1:2791741; F = 19,5);

e moHwietpuke (B PO
1:1395871; F = 4,01);

® yXTHO3U(pOpMHas IpUTpoaepMusl, Oyae3Has dhopMa
Al (B PO 1:55273, cpenusst no PO 1:2791741; F = 18,5);

® Oyiie3Hblili  snuaepmosus, tun KoGHepa (B PO
1:99492, cpennsas no P® 1:1395871; F = 4,01).

IIpoBeneHHbBIN CpaBHUTEIbHBIN aHAIN3 TTO3BOJIMI OIpe-
NeJINTh YacThle 3a00JieBaHUSI M OLICHUTb PacIpOCTpaHEeH-
HOCTb OT/IeJIbHBIX Ho30J0rnYeckux (popm H3K y HaceneHust
B pasuyYHbIX peruoHax Poccun. AHanu3 mokasai, uTo «siji-
po» 4acteix Hososoruueckux ¢opm H3K B PO cxoxe
¢ OOJIBIIIMHCTBOM TTOMYJISIIII eBporielickoii yactu Poccun,
OJIHAKO Pa3jIMyYaeTcsl 4acTOTaMu BCTpeyaeMoCTU. BbisiBie-
HbI 00JIee BBICOKME MOoKa3aTeu pacrpoCTpaHEHHOCTH 11eC-
TH HO30J0rn4YeckKux opm ¢ AJl TMIIOM HacaeIOBaHMUSI.

1:99492, cpenusis o PD
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