1290

19 KG 1) 1290 13) C1 46)29.10.2010

T'OCYIAPCTBEHHAS CIIYXXBA
I/IHTEJ'UIEKTS\’)AIII:HOI\/'I COBCTBEHHOCTU ( 51 ) A61B 5/00 (20 10.01 )
KBIPI'bI3CKOMU PECITYBJIMKHA A61B 10/00 (2 010.0 1)

a2 OIIMCAHUE U30BPETEHUSA

K MaTCHTY Kblpl"bl?.CKOi;l Pecnyﬁ.ﬂmm noa OTBETCTBCHHOCTD 3adABUTEJIA

(21) 20090081.1

(22) 02.07.2009

(46) 29.10.2010, Bron. Ne10

(71)(73) Keipreizckas rocyaapcTBeHHas MeaunuHckas akanemus nmenu M.K. Axynbaesa (KI'MA) (KG)

(72) bypxanosa T.O., Myp3anueB A.M., Kaprsimbaesa b.M. (KG)

(54) Crioco6 nmporHo3upoBaHus HeBpaabHOIi amuoatpopun llapko-Mapu-Tyra Tuna 1A

(57) U3obpeTeHne OTHOCUTCS K MEIUITMHE, a UIMEHHO K HEBPOJOTHH. MOXKET OBITh HCIIOJIB30BAHO TIPU
MIPOTHO3MPOBAHUH HACJEJ0BaHUs HeBpaidbHOU amuoarpoduu llapko-Mapu-Tyrta tuma 1A y poacTBeH-
HUKOB. 3ajaueil m300peTeHust sBIsAeTCA pa3paboTka criocoba HaclemoBaHUS, 0OECHEYMBAIOLIETO IO-
BEIIIIEHUE TOYHOCTH MPOTHO3MPOBaHUS HeBpanbHOH amuoaTpoduu lllapko-Mapu-Tyrta tTama 1A y pox-
cTBeHHUKOB. llocTaBieHHas 3ajava peuraercs ciaegylommM crnocoboMm. Cymnpyxeckue Mmapbl, HMEOIINe
POICTBEHHHKA C HEBpaJbHOM ammoarpoduer Lllapko-Mapu-Tyta, oOcnenytoTcsi METOJOM CPaBHUTENb-
Holi reHomHo# rubpumuzanmu (CGH) u Mmetonom ¢uyopecuenTHol rubpuanzanuu in situ (FISH) ¢ nen-
Tpomepo-crienupuunbiMu JITHK-30H1aMH, 17151 onpesieneHusi CyOMUKPOCKOTIMYECKUX TPAaHCIOKANUH, 1e-
JIeIUH, TyOuKani, JeNerui ¢ Iyomukanuen ¢ yaactueMm cermerra 17pl1.2 (turmr 1A) 1 onpenenstores
pasTUYHBIC BapHAHTHI TaMET, 00Pa3yIoIIHecs Y HOCUTENS COATaHCUPOBAHHOW PEITUTIPOKHONM TPaHCIIOKa-
mun (CBPLT) mpu omiogoTBOPEHHMH M COOTHOLICHHUS! HAcJIEJOBAaHMs Pa3IWYHBIX BAapHAaHTOB TIaMeT
Mexy coboit. O0HapyxeHo, gto npu Hamuanu CBPLT poxnarorcs netn ¢ HOpMaTbHBIM KapUOTHUIIOM
co CBPUT u gmerm c HecOalaHCUPOBAaHHBIMH KApHUOTHIIAMH, C Pa3IMYHBIMH T€HOTUITUYECKUMH
¢dopmamu: nenenmed, AyOonuKauueil u nenenuei ¢ qyonukanuei HecOanaHCUPOBAHHBIMHU KapHOTUIIAMH,
¢ yuactueM cermenta 17pl1.2 (tun 1A), nepenatorcst o JOMUHAHTHOMY Tumy. [Ipu perunpokHoM THIe
HaCJIeIOBaHUS B CICAYIOIIMX TOKOJICHHUSX HAaCleJOBaHUE HecOaTaHCHPOBaHHBIX (DOPM KapHOTHIIA H
HOPMAaJIbHOTO KapHOTHIIA MEPEelaloTcad KaK JOMUHAHTHBIA Tull. TUm HacienoBaHWS HEBpPaJbHOH aMHO-
atpodun lapko-Mapu-Tyta timna 1A-perunpoxasiid. 1 H. 1. ¢-nb1, 3 Tabm., 1 ¢ur.
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(54) Method of predicting neural amyotrophy of the Charcot-Marie-Tooth 1A type

(57) The invention relates to medicine, namely to neurology. It can be used in predicting the inheritance
of the Charcot-Marie-Tooth neural amyotrophy of 1A type among the relatives. Problem of the present
invention is to provide a method of inheritance, which increases the accuracy of predicting the neural
amyotrophy of the Charcot-Marie-Tooth 1A type among the relatives. The problem is solved as follows.
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Married couples who have relatives with the Charcot-Marie-Tooth neural amyotrophy are examined by
the method of comparative genomic hybridization (CGH) and by the method of fluorescent hybridization
in situ (FISH) method with centromere-specific DNA probes to identify the submicroscopic transloca-
tions, deletions, duplications, deletions with duplication with presence of the segment 17p11.2 (type 1A);
and different variants of gametes are determined, which multiplied in the organism of balanced reciprocal
translocation (BRT) carrier at fertilization and correlation of different gametes variants inheritance cases
among each other. It was found that in the presence of BRT children are born, having normal karyotype
with BRT and children, having unbalanced karyotypes, with different genotypic forms: deletion, duplica-
tion and deletion with duplication by unbalanced karyotypes, involving segments 17p11.2 (type 1A),
which are inherited by dominant type. At the reciprocal type of inheritance next generations will inherit
the unbalanced forms of karyotype and forms of normal karyotype as dominant type. Type of inheritance
of the Charcot-Marie-Tooth neural 1A type amyotrophy is reciprocal. 1 independ. claim, 3 tables., 1 fig-
ure.

N300peTeHne OTHOCHTCS K MEAWIMHE, a UMEHHO K HEBPOJOTHH. MOXeT OBbITh MCIOIB30BAHO
MIpH POTHO3UPOBAHUH HeBpaibHON amuoarpodun Llapko-Mapu-TyTa Tnna 1A y poaCTBEHHHKOB.

Panee mpoBoguMmble CHIOCOOBI HACNIEIOBAaHUS ONMMPANNUCh HA JaHHBIE T€HEAJTOrMYecKOro aHa-
MH€3a, 3asBJISIEMBIH CIIOCO0 OmpenesIsieTcs 0 THIIaM TaMeT, 00pa3yoLIUXCs y pOJUTENIEH.

Hespanpaas ammoarpodus [lapko-Mapu-TyTa Tuma 1A — reHeTHYeCKUi Ae(PEKT HAXOAUTCS Ha
xpomocome 17pll.2. u mepenaercst mo crnocoOy HacleIOBaHUS ayTOCOMHO-PELIECCHBHO U ayTOCOMHO-
JOMHUHAHTHO, C Pa3lIWYHOIN MEHETPAHTHOCTHIO M HKCIPECCUBHOCTHIO. THIaTenbHOe U3yUeHUE COOTHOLIE -
HUS TeHOTUNA ¥ (PEHOTHIIA [T0KA3aJI0 CYIIECTBOBAHUE MHOT000pa3us (PEHOTHIIOB B BHJIE 3HAUYUTEIHHOTO
PacXOXICHHUsI KIMHUYECKUX, 3IEKTPOPU3UOIOTHYECKUX M T'HMCTOJOTHYECKHX JAaHHBIX MEXIY CO00i H
Jlake BHYTPH ceMel NMpH HaJMYWW WACHTHYHON reHetmueckoi matonormm (Myxamenssuos P.3., bor-
nmanoB J.U. T'enernueckoe pazHoobOpasue 6onesnu lllapko-Mapu-TyTa U poJICTBEHHBIX HACIEICTBEHHBIX
HeBpomaTuii. Pecrrybnukanckas xknmHHYeckas OonmpHUIA, KazaHCKUI TOCYIapCTBEHHBINH MEIUIIMHCKUN
yuauBepcuteT // HeBpomormueckmii BecTHUK. — 2004, — T. XXX VI, Boim. Ne3-4. — C. 43-48).

[Iporno3upoBanue HeBpanpHON amuarpoduu lapko-Mapu-TyTa npencrasisieT onpeaeieHHbIE
TPYAHOCTH. AHanu3 TeHEANTOTHYEeCKUX NaHHBIX AAeT CBEACHUS O DPA3IMYHBIX THUIAX HaCIeIOBaHUS;
ayTOCOMHO-JIOMUHAHTHOM, ayTOCOMHO-PELIECCUBHOM, X-CIEIJIECHHOM JOMHUHAHTHOM, X-CIENJICHHOM
PELIECCHBHOM U CIOPaAMYECKOM THUIE. TakKe oTMe4aeTcs 3HAUYUTEIbHbIN CeMEWHBIH KIMHUYEeCKUH e -
HOTUIUYECKUH W TEHOTHIMYCCKUI momMophu3M. 3amadeit m300peTeHus sSBIsIeTCs pa3paboTka crocooa,
o0ecreurBaroIero MoBhIIIEHHEe TOYHOCTH MTPOTHO3MPOBaHUs HeBpalbHOl amuoaTpoduu [llapko-Mapu-
Tyta Tuna 1A y poACTBEHHUKOB.

Hamu mpencraBieH MeXaHU3M PELIUIPOKHOIO HACIIEAOBAHUS, KOTOPBIM IOJTHOCTBIO OOBSACHSET
pasynuus HAacleAOBaHHUA M KIMHUYECKHH moiauMop¢du3M HeBpanbHOH amuatpoduu Illapko-Mapu-Tyra.
Knuauko-reHeanorndeckn oOcieoBaHbl 64 ceMbu OONBHBIX C HeBpanbHON ammatpodwueit lllapko-
Mapu-Tyra, u3 Hux 18 o0cnenoBaHBl UTOrEHETUYECKH HA KApHOTHII B KBIPTBI3CKOM Hay4HO-HCCIEO -
BaTEIbCKOM MHCTUTYTE aKylllepcTBa U MenuaTpuu 3a nepuon ¢ 1978 mo 1990 rr.

OOHapy>KeHHBIE TUTIBI HACJIeJJOBAHMS [TPEICTABICHBI B Ta0II. 1.

Tabmuna 1
BapuanTsl TIa HacneaoBaHUA HeBpanbHOU amuarpodun Lllapko-Mapu-Tyta
Ne KomnuuectBo | AyTrocomHo-nomMu- | AyTocomMHO-peniec-| X-cuersieHHblil | Cropaandeckuii
cemen HAHTHBII CHUBHBII
1 64 38 5 5 16
2 100 % 59,38 % 7,81 % 7,81 % 25,0 %

U3 64 cemeii ¢ ayTOCOMHO-IOMWHAHTHBIM THIIOM HaciemoBaHusa cocTtaBmio 59,38 % (38), c
ayrocoMHo-perieccuBHEIM 7,81 % (5), X-cuieruiennsiit 7,81 % (5), u3 Hux 1 ¢ X-cIlemIeHHBIM JOMUHAHT -
HBIM 1 4 ¢ X-CIIeTITIeHHBIM PElECCHUBHBIM, cO criopanndeckum 25,0 % (16).
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[Ipu IUTOreHETUYECKOM HCCICAOBAaHUH XPOMOCOM 18 OONBHBIX ¢ HEBpaJbHOH amuarpodueit
[apxo-Mapu-TyTa He 00HapYKEHO OTKIIOHEHHU XpoMmocoM y 72,22 % (13), oTkiIoHEeHUs] 0OHAPYKEHBI
y 27,78 % (5), 3 HUX 3KCTpeMallbHbIe BAPHAHTHI aKPOIIEHTPUIECKUX XpoMocoM y 16,67 % (3), mepurieH-
Tpruieckue nHBepcun 9 xpomocomsl y 11,11 % (2) 6onbHbIX (Tad. 2).

Tabmuma 2
IluTroreneTnueckne JaHHBIC OOJNBHBIX C HEBPAILHOUN amMuaTpoduen
ITapxo-Mapu-Tyra
Ne | KonnuectBo HNuBepcus 9 OKcTpeMasbHble BapuaHThl |  OTKIOHEHUS He
ceMen XPOMOCOMBI aKpOLEHTPUUYECKUX XPOMOCOM 00Hapy)eHO
XPOMOCOM
1 18 2 3 5 13
2 100 % 11,11 % 16,67 % 27,78 % 72,22 %

[annaple 0OHapy>KeHHBIE XPOMOCOMHBIE OTKIIOHEHHS MMEIOT OOJbIIOE 3HAUYEHHE B IpOoIeccax
raMeToreHesa.

Crioco0 ocymIecTBISIOT ciuenyromuM oopazoM. CyIpyKecKre mapbl, IMEIOIe POJACTBEHHUKA C
HeBpanbHOW amuoarpodueit Lllapko-Mapu-TyTa, 06cnenyoTCsi METOAOM CPaBHUTEIBHON I€HOMHOM TH -
opummzannu (CGH) u dayopecuenTHoi rudpumuzanueii in situ (FISH) ¢ nearpomepo-cnennuaasiMu
JHK-30H1aMu, 11 onpezesicHusl CyOMUKPOCKOMUYECKUX TPAHCIIOKAIIMM, AeiCui, TyOnuKamui, ne-
neuuit ¢ myOnukanuen ¢ yuactuem cermenta 17pl1.2 (tun 1A). Onpenensiorcs pa3nuyHble BapUaHTHI
rameT, oOpa3yroIuecs y HOCHUTENS cOalaHCHpoBaHHOW pernunpokHoit Tpancnokanuu (CBPUT) mpwm
OTUTOIOTBOPEHUH W COOTHOIICHUH HACJIEIOBAHUS PA3IUYHBIX BAPUAHTOB raMeT MEXIy COOOM.

[Tpu mamanu CBPUT poxnarorcs netu ¢ HopmanbHbIM KapuoturioM co CBPUT u netw ¢ HecOa-
JIAHCUPOBAHHBIMU KapHOTHUIIAMH, C PA3IMYHBIMHU T€HOTHIIMYECKUMHU (hopMaMu: Jesenuel, 1yoauKanuei
U Jenenmelt ¢ nyonukamueld HecOanaHCUPOBaHHBIMU KapHOTHIIAMH, C yyacTueM cermenTa 17pl1.2 (tum
1A), mepenarorcs M0 AOMHUHAHTHOMY THITy. [Ipy perMIpoKHOM THIIE HACIIEAOBAHUS B CIEAYIOIIMX MTOKO -
JICHUSIX HacjeqoBaHUe HecOaTaHCUPOBAHHBIX (DOPM KapHOTHIIA U HOPMAIBHOTO KapUOTHUIIA TIepelaroTCs
Kak JIOMUHAHTHBIA THIl. TN HaclenoBaHUs HeBpajbHOH amuoarpoduu lllapko-Mapu-Tyra tuna 1A-
PEIUTIPOKHEIN (Tabm. 3).

Tabnuma 3

BapuanTsl ramer, oOpasyromecs: y HOCUTEIeH PEUIPOKHBIX TPaHCIOKAIUHA

Bapuantsr Ha0OpBI TaMeT
1. 23, X
2. 23, X, t(17;Z)(p11.2:q)
3. 23, X,del 17p11.2,23, X+ 17p11.2,+Zq
4. 23, X,+ 17p11.2,t(17;Z)(p11.2:q)
5. 23, X,-del 17p11.2
6. 23, X, + 17pl11.2
7. 23, X,+ 17pl1.2, delZq
8. 23, X, del 17p11.2, delZq
9. 23,X,del 17p11.2, + Zq
10. 23, X,+17pl11.2,+Zq
11. 23, X, + 17plll.2, delZq, t(17;Z)
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12. 23, X, del 17pl1.2, del Zq, t(17;Z)(p
13. 23, X, del 17pll1.2, + Zq, t(17;Z)
14. 23, X, + 17pl11.2, + Zq, t(17;Z)(p11.2:q)

Obosnauenust.
Z — mobasi Xxpomocoma, NPUHUMArowdst yuacmue 6 mpaHciokayuu,
q — ee ceameHmul.

BapuanTt 1 — HOpManbHBIA KapUOTHIL, KOTOPHIM B JajJbHEHIIEM B MOTOMCTBE HE JAET POXKICHUE
POJICTBEHHKOB ¢ HeBpalbHOU amuoarpodueii Lllapko-Mapu-TyTa Tnuma 1A y poJICTBEHHHKOB.

Bapunant 2 — CBPUT, npu koTopol B JalbHEHIIEM pOKIAIOTCS JETH ¢ HOPMAJIbHBIM KapHO-
tuniom co CBPLT u ¢ HecOanmaHCUpOBaHHOW TpaHCIIOKAIUEH C Aeneruen, AyOnuKanuei, nenenueit ¢
nyonukanmeH, HeBpanbHON amuoarpodueii lllapko-Mapu-Tyra Tuna 1A.

Bapuant 3 — HecOasaHCHpOBaHHAs TPAHCIOKALMSA C JeJNelueil CyOMHUKpPOCKOIMUYECKOH C
yuactuem cermenTa 17pl11.2 (tum 1A), koTophlif 1 00ycinaBIUBaeT HEBpaIbHYI0 amuoatpodwuio Illapko-
Mapu-Tyta Tumna 1A.

Bapuant 4 — tpucomnsriii Bapuant 11p13, ¢ CbPUT, ¢ ayommkanueii cyOMHKPOCKOITMYECKOH, C
yuactuem cermedta 17pl1.2 (tum 1A), KOTOpBI 00yCITaBIMBaeT pa3iuvHble (EHOTUITUIECKHE (OPMBI
HeBpanbHo# amuoaTpoduu lapko-Mapu-TyTa y poaACTBEHHHKOB.

BapuanTt 5 — kapuotun c¢ genenueid cyOMHKPOCKONMYECKOH ¢ yyacTueM cermenrta 17pl1.2 (tum
1A), neBpanbHOll ammoarpoduu Illapko-Mapu-TyTa y poICTBEHHHKOB, KOTOPHI B JanbHeiIIeM Ha-
CJIEyEeTCs 0 ayTOCOMHO-JAOMUHAHTHOMY THUITY.

Bapuant 6 — TpucoMHBII BapHaHT ¢ QyOnuKanueii cyOMUKPOCKOIIMYECKOM C yJacTHeM CerMeHTa
17p11.2 (tum 1A) ueBpampHOW ammoarpodum Ilapko-Mapu-TyTra y pOACTBEHHHKOB, KOTOPBIA B
JAJIbHEHIIIEM HaclleAyeTcs [0 ayTOCOMHO-IOMUHAHTHOMY THILY.

Bapuant 7 — TpucoMHBII BapHaHT ¢ IyOnuKanuei cyOMHUKPOCKOITMYECKOM C yJacTHeM CerMeHTa
17p11.2 m pmeneuumeil cerMeHTa Ipyroil moOoOi XpoMocombl (Zq), y4acTBYIOUIEH B TpaHCIOKALHH,
JAIOIINI HOBBIN KIMHUYECKUH mosmMopdu3M HeBpanbHOH amuoarpoduu Lllapko-Mapu-Tyta Tuna 1A y
POJICTBEHHMKOB, KOTOPBIH B JTalIbHEHIIIEM HaclIeAyeTcsl 10 ayTOCOMHO-IOMHUHAHTHOMY THILY.

BapuanTt 8 — nenenmeit o6oux cermeHToB: 17pl1.2 u cermenTa npyroii mo6oit xpomocomsl (Zq),
YYacTBYIOIIEH B TPAHCIIOKAIIWW, MAIOMIMH HOBBIA KIMHUYECKUHA MOMUMOP(OHU3M HEBPAIBHOW aMuo -
atpodun Illapko-Mapu-Tyra Tuna 1A y pOACTBEHHHMKOB, KOTOPBIA B JaJIbHEHIIEM HACICIYETCs IO
ayTOCOMHO-JJOMUHAaHTHOMY THITY.

Bapuant 9 — nenenueii cermenra: 17pl1.2 u myOnukanmelt cerMeHTa Ipyroi 000 XpoMOCOMBI
(Zq), yuacTByromIei B TpaHCIOKALNHU, JAOIINA HOBBIM KIMHUYECKUI MOTMMOP(U3M HEBpaIbHOH aMHO-
atpoun Illapko-Mapu-Tyra Tuna 1A y pOIACTBEHHHMKOB, KOTOPBI B JalbHEHIIEM HAacleyeTcsl Io
ayTOCOMHO-JIOMUHAaHTHOMY THITY.

Bapuant 10 — nyOmukanmeidt cermenrta: 17pll.2 m myOnukanuedd cermMeHTa Ipyroid no0oi
XpOMOCOMEBI (Z(), YyYacTBYIOIIEH B TpPAHCIOKAITUW, MAIOMWNA HOBBIM KIMHUYECKAA TOIUMOPHHUIM
HeBpanbHOW ammuoatpoduu [lapko-Mapu-Tyta Tnna 1A y poACTBEHHHKOB, KOTOPBIHA B AajJbHEHUIIIEM Ha-
CJIey€eTCs 0 ayTOCOMHO-IOMUHAHTHOMY THITY.

Bapuant 11 — co CBPUT 23,X,t(17;Z) (p11.2:q), TpUCOMHBIA BapHaHT C AyOnuKaiueil cyOMuK-
pockonu4eckoi ¢ yuactueM cermeHTa 17pl1.2 u nmenenumeli cermenTta aApyroi Jqr000i xpoMocomsl (Zq),
YYacTBYIOILEH B TpaHCIOKALMM, AAIOIIMKA HOBBIC KIMHHYECKHE (OPMBI MOTUMOp(H3Ma HEBpaTbHON
amuoarpoduu lllapko-Mapu-TyTa Tuna 1 A y poJCTBEHHHUKOB, KOTOPBIH B AadbHEHIIIEM HACICIYETCs 10
ayTOCOMHO- JJOMUHAaHTHOMY THUITY.

Bapuant 12 — co CBPUT 23,X,t(17;2) (p11.2:q), nememueit oboux cermentos: 17pl1.2 u cer-
MEHTa JIpyrou Jr00i XpoMocoMsl (Z(), y4aCTBYIOIIEH B TPAHCIOKAIIMH, JAFOIINN HOBBIH KIMHUYECKUN
nmonuMophu3M HeBpaidbHOU amuoarpoduu Illapko-Mapu-TyTta Tuna 1A y poaCTBEHHHKOB, KOTOPEIA B
JAJIbHEHIIIEM HaclleAyeTCs [0 ayTOCOMHO-IOMUHAHTHOMY THILY.

Bapuant 13 — co CBPUT 23,X,t(17;Z) (p11.2:q), aeneuueit cermenta: 17pl 1.2 u nyOnukanuei
CerMeHTa Ipyrou jr000i XpoMocoMbl (Z(q), yJacTBYIOLIEH B TPAaHCIOKALMH, AAIOUIMKA HOBBIH KIMHHUYE-
ckuil monumopdu3M HeBpanbHOU amuoarpoduu [lapko-Mapu-TyTta Tuna 1A y poACTBEHHHUKOB, KOTO-
pBIH B JaJIbHEHIIIEM HacleAyeTcs [0 ayTOCOMHO- JOMUHAHTHOMY THITY.
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Bapuant 14 — co CBPUT 23,X,t(17;Z) (p11.2:q), aybnukanueit cermenrta: 17pl1.2 u nyGmuka-
1Mel cerMeHTa Apyroi 0ol XpoMocoMbl (Zq), YIacTBYOIIEH B TPAHCIOKAIIUH, JAFOIINNA HOBBIA KIIH-
HAYECKUH monuMopdu3M HeBpanbHOW amumoarpoduu [llapko-Mapu-Tyra tuma 1A y poICTBEHHHKOB,
KOTOPBIN B JalbHEHIIIEM HaCeayeTcs 0 ayTOCOMHO-JOMUHAHTHOMY THITY.

Cxema penMInpoKHOro THUIA Hace10BaHUs HEBPAIbHOM
amuotpodun Hlapko-Mapu-Tyta tuna 1A

Obosnauenus:

CEPIT — coanancupo8anuas peyunpoxkuas mpanciokayus, ¢ yyacmuem ceemenma 17pll1.2 (mun
14).

HA 14 — 6onvHoii ¢ nespanvroii amuompoguu [llapko-Mapu-Tyma

14 — necobanancuposanmnwiti kKapuomun, ¢ yuacmuem ceemenma 17pl1.2 (mun 1A, ¢ paziuynsimu
8apuUaHmamu HecoaIaHcupo8anHo2o kapuomuna (maon. 3), (3-14)

HK — nopmanvuwtii kapuomun.

[Tpu HOpMaTIBHOM KapHOTHIIE B IOCIEAYIOMINX MOKOJICHUSIX POXKIAIOTCS IETH ¢ HOPMAJIBHBIM Ka-
puotunioM. [Ipn vammamu CBPIT poxmarorcst metu ¢ HopManbHBIM KapuotunioM co CBPLT u metu ¢
HecOalaHCHPOBAaHHBIMH KapHOTHUTIAMH, C Pa3IMYHBIMU TEHOTUIIMYECKHMHU (GOpMaMU: Jieseryel, Iyoum -
Kaled u Jenernuei ¢ QyOnukanued HecOallaHCHPOBAaHHBIMH KapUOTHIIAMH, C y4YacTHEM CErMeHTa
17p11.2 (tum 1A), nepenarorcst mo qoMHHAHTHOMY TuTy. [Ipy mposiBieHnn 3a0oeBaHus, IPU KOTOPOM
0OJBbHBIE HE MOTYT OCTaBUTh IMOTOMCTBA (M3-3a O0JIE3HM), CO3AaeTca KapTHHA PELIEeCCHBHOTO TUIIA HACIIE -
noBaHus. [Ipy penunpoKHOM TUIe HACIENOBAaHUS B CICAYIOLIMX MOKOJEHHUSIX HacjeJoBaHUE HecOasaH-
CHUPOBaHHBIX (POPM KAPHOTHIIA U HOPMAIBHOTO KapHOTHIIA MEPeAAl0OTCA Kak JOMUHAHTHBIN THIl. Twrl Ha-
cienoBaHus HeBpanbHoW amuoarpoduu [lapko-Mapu-TyTa THma 1A — peUnpOKHBIH.

DopmyJia u3o0peTeHust
Crioco6 mporao3upoBaHus HeBpaabHOH amuoatpoduu Illapko-Mapu-Tyra tuna 1A, 3akmnio-
YA MUKW CS B TOM, YTO IPOTHO3UPOBAHUE OCYIIECTBIIAIOT 110 BAPHAHTAM T'aMeT, 00Pa3yIOIINXCs y HO-
cuTtenell cOaJTaHCUPOBAHHOW PEIMIIPOKHON TPAaHCIOKAIMHU, ¢ yuacTueM cermenTa 17pll1.2, roe umerorcs
raMeTsl co cOanaHCUPOBaHHON PELMIIPOKHON TPAaHCIOKAlUEeH, C HOPMaJIbHBIM KapHOTHUIIOM U TaMeThI C
HecOaTaHCUPOBAHHBIM KAPUOTHUIIOM C Pa3JIMYHON MHIWBUIYaIbHOW CEMEWHOM nenenueil u yOnuKaim -
el, Jenenuen ¢ nyOmuKaIue.

BBIHYH_IGHO OTACIIOM NMOATOTOBKU MAaTCPUAJIOB
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