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7. BucHOBKH

Januii mpenapaT 3HAYHO 3MEHIIY€E iHTCHCHBHICTD
MPOSIBIB BCIX BHIIB MOPYIICHHS YYTIUBOCTI B 30HI iH-
HepBallii HIKHROTO alTbBEOIPHOTO HepBa. Pa3zoM 3 1M
MiHIMIi3ye ai3ecTesii B 30Hi iHHEpBaIlii.

Januii mpenapaT 3HAYHO 3MEHIIY€ iHTCHCHBHICTD
MPOSIBIB BCIX BHIIB MOPYIICHHS YYTIUBOCTI B 30HI iH-
HepBallii HIHKHBOTO albBEONIPHOTO HepBa. Hapsmy 3i
3MEHIIICHHSIM IHTEHCHUBHOCTI, IPU BUKOPUCTAHHI Iperia-
pary Hyxieo LIIM® ¢dopre 3HAYIHO TPUCKOPIOETHCS 3MEH-
IICHHS TUTOIII TIOPYIICHHS Ty TIHBOCTI.

[pu BukopuctanHi npemnapary Hykireo LIM® dopte
CTIOCTEpIraeThCs 3HAYHE TTOKPAIICHHS TTOKa3HHUKIB MTOPOTiB
Yy TIIMBOCTI, IIOPOTiB OOITIO, PiBHS BUTPHUBAIOCTI OOIIO.

Omxe, BUKOpUCTaHHSA Tpemapary Hykineo LIM®D
(dopTe € ompaBoaHWM B KOMIUIEKCHIA Teparii meperoMiB
HIDKHBOT INEJIENH, IO CYNPOBOMXKYETHCS KIIHIIHUMHA
MIPOSIBAMH  TTOIIKO/PKCHHSI HIDKHBOTO — AJIbBEOJIIPHOTO
HepBa
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COBPEMEHHBIE IIOAXOAbI AIMAT'HOCTUKHU HACJIIEACTBEHHBIX

MOTO-CEHCOPHBIX HEMPOIIATUH

© U. A. T'oBdax

B cmamve paccmompenvt cospemennvlie mMemoovl OUASHOCMUKU HACTIEOCBEHHBIX MOMO-CEHCOPHBIX
neuponamuil (HMCH). knuHuko-eeHeanocuieckutl, KIuHUKO-He8POI0SUIeCKUll, Heupo@pu3uoni0euiecKutl, MOoieKy-
JsipHo-eenemuyeckutl. [Ipeocmasnena cospemennas knaccuguxayus HMCH. Hznooicenvt Kpumepuu nocmanosKu
ouaernoza HMCH. Onucanvi dononnumenvhvie memoost ucciedosanus HMCH; knunuueckue u n1abopamoprvle
npusnaku ouggepenyuayuu om opyeux 3abonesanuii u Helponamuil paiuyHot smuonoauu. /lana cpagnumens-
Hasi KIUHUKO-2eHemu4eckas xapakmepucmuxa ochosnuix munos HMCH ¢ yuemom 0annuvix anexmpomuozpaguu,
CKOPOCMU NPOBEOEHUS UMNYIILCA U MOTLEKVIIAPHO-2eHEMUYECKO20 UCCe008AHUS

Knrwouegvie cnoea: nacneocmeenuvie MOMOo-CEHCOPHblE HEUPONAMuUU, Memoobl OUASHOCTIUKY, KIUHUYE-
cKue npusnaku, sanekmpomuoepapus, JJTHK-mecmuposanue

Aim. HMSN are the heterogeneous group of hereditary diseases characterized by the injury of peripheral
nerves;, HMSN manifest a marked significant clinical polymorphism with a broad distinction of phenotype, differ-
ent type of inheritance, features of the clinical course, electroneuromyographic and morfohistochemical changes,

chronic slowly progressive course.
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Methods. Modern methods of diagnostics of hereditary motor-sensory neuropathy (HMSN): clinical-
genealogical, neurological, neurophysiological, molecular genetic have been considered in the article.

Result. The diagnosis of HMSN is based on the data of anamnesis, neurological examination, electromy-
ography, conduction velocity (CV) in motor fibers of the median nerve, DNA research. Identification of hereditary
type of neuropathy is carried out using clinical-genealogical and twin methods. Confirm the hereditary type of the
disease, you can use surveys relatives, typical symptoms of the disease (hollow foot, kyphoscoliosis) are frequently
found in relatives. Neurologic examination should include examination of the musculoskeletal system (bone defor-
mities, scoliosis, hollow foot), muscular strength in the limbs and torso, tendon reflexes, sensitivity. When the axo-
nal neuropathy type data electromyography have been detect signs of denervation of nerves, when demyelinating
type of neuropathy electromyography data have been characterized by signs of reduction of the interference curve.
In most cases the differential diagnosis of HMSN should be performed with diseases of muscles and central ner-
vous system, neuromuscular transmission disorders. Different genetic types of HMSN do not differ clinically, the
diagnosis can be established only when the DNA study. At the present time the DNA diagnosis of HVISN is possible
only for limited loci of several genes in everyday practice (duplication and deletion of the locus of chromosome
17 of PMP 22 gene in the main). Clinical diagnosis of HMSN may not always be confirmed by molecular genetic
research.

Conclusions. The abnormality clinical manifestations NMSN and imperfect methods of DNA diagnostics
are the most common causes of erroneous diagnosis. Early diagnosis of HMSN will allow carrying out therapeutic
and rehabilitation activities; it will contribute to slowing the progression of the disease and prevention HMSN in

subsequent generations

Keywords: hereditary motor-sensory neuropathy, diagnostic criteria, clinical features, electromyography,

molecular genetic research

1. BBenenne

HacnenctBeHHbIE MOTO-CEHCOpHBIE HEHpONATHU
(HMCH) — rereporenHasi rpyIia HacJe/ICTBEHHBIX 3a-
OoJsieBaHMI, XapaKTEPU3YIOUIMXCS MOPaKCHHEM IepH-
(epruvecKnX HEPBOB, HPOSIBISIOMINXCS BBIPAKECHHBIM
KIMHUYECKUM TTOJIMMOP(PHU3MOM C ITHUPOKHM pa3indreM
(eHoTHNa; pa3IMYHBIM THIIOM HacJe0BaHUs; 0COOCH-
HOCTSIMH TEUECHHs, D3JCKTpOHEHpoMuorpapuiyeckux u
MOpP(GOTHCTOXUMUYECKIX HM3MEHEHHH; XPOHUYECKHM
MEJUIEHHO NPOTPEeCCUPYIOIUM TeueHueM [ 1, 2].

Upes3BelyaifHoe MHOT000Opasne HO30J0THYECKUX
¢bopm HMCH, ux reHeTHyeckasi reTepOTeHHOCTh U BBI-
PKEHHBIM KIMHUYECKUH TOJMMOP(YHU3M 3HAYUTEIHHO
3aTPYAHSAIOT AMAarHOCTUKY JAHHOW MaTOMOTUU. YUUTHI-
Basi TOT (DaKT, YTO Ha CETOAHALIHMU NeHb He pa3zpado-
TaHbl METO/Ibl TATOTEHETUUECKOM Tepanuu JaHHOH maTo-
JIOTHH, OOJIBIIOE TPAKTHYECKOE 3HAYCHHE IpUoOpeTaeT
paHHee BBISIBICHUE 3a00JI€BaHNUs, TO3BOJISIIONICE CBOCB-
PEMEHHO TIPOBOJIUTH KOMILIEKC JIe4eOHO-peadbniiuTaIy-
OHHBIX MEPONPHUATHH U MPOPUIAKTUKY 3a00I€BaEMOCTH
B OTATOIICHHBIX CEMbsIX, OCHOBAaHHYIO Ha MEIUKO-TEHe-
TUYECKOM KOHCYJIBTUPOBAaHUM U MPEHATaJIbHOI quarHo-
ctuke [2, 3].

HMCH - onna u3 Hanboisiee pacrnpocTpaHEHHBIX
HO30JIOTUI B CTPYKTYp€ MOHOTEHHBIX HAaCJI€JICTBEHHBIX
Oone3neit HepBHOU cuctembl. Yactora Bcex HMCH B
o0mreit momysitiuu coctasiseT 1:3000 genosek. HMCH
MaJjo BIHUSIOT Ha MPOJOKUTEABHOCTD KU3HH, YTO MPU-
BOJUT K 3HAYUTEIBHOMY UX HAKOIUICHUIO B OTJENBHBIX
CEMbsIX U B MOMYJSALUSIX B 1esoMm [1, 4].

K Hacrosimemy BpeMeHH WASHTHQHUINPOBAHO 0O-
nee 29 reHOB U KapTupoBaHo Ooiee 40 10KycOB, MyTa-
LU B KOTOpbIX NpuBoaaT k paszsuturo HMCH; nouck
MIpeNoaraéMbIX T€HOB-KaHAUJaTOB, OTBETCTBEHHBIX 3a
pazsutue HMCH nponomxaercs [5, 6].
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2. AHAJIN3 JTUTEePATYPHBIX JAHHBIX

JloCTUTHYTBIH B IOCHEHHE JECATUIETUS IPOTrpece
B ompezeneHuu renerndyeckux ocHos HMCH no3sonun
MO-HOBOMY PacCMOTPETh MX KJIACCU(HKAIMIO W T1aTrore-
He3. Copemennas wiaccudukanust HMCH yunteiBaer
JIaHHBIC EKTPO(YUIUOIOTHUECKIX U MOP(HOIOTHIECKUX
METOJIOB HMCCJIEJOBAaHUs, a TAKXKE XapaKTep MOpaKeHUs
nepudeprieckux HepBoB. Ha ocHOBaHMM CKOPOCTH MpO-
Beniennst umitynsca (CITM) no pBurarenbHBIM BOJIOKHAM
CPEIMHHOTO HEpBa M OCOOCHHOCTSIM MOP(OJIOrHYECKOTO
nedekra B CTpyKTypax nepudepniecknx HepBOB BBIICIS-
10T cnenytomue Tunsl HMCH:

1) nemuennumupytommii (CITN<38 m/c);

2) akconanpHbii (CITN>38 m/c);

3) npomexyTounslii Bapuant (CITHN 25-45 m/c).

B Tabn. 1 npencrasiena coBpeMeHHas Kiaccudu-
Karusi ocHoBHBIX TUioB HMCH [1-3].

OTMeuaeTcsi CylIeCTBEHHOE IpeoliiajaHue Je-
muenuansupyommux HMCH (70,5 %) nHan akcoHasb-
ueiMu HMCH (29,5 %). IIpomexxyTouHbIEe BapHUaHTHI
SIBJSIOTCSL JocTarouHo peakumu tunamu HMCH, tak
HMCH D 1C Ttuna ussectsl 2 cembu B bonrapun u
1 B I'epmanuu [2, 7, 8].

Pa3Butue MonexkynspHOW IeHETUKU B MOCIETHHE
TO/ibI TI03BOJIMIIO PACHIMPUTh MPEACTABICHUS O MOJEKY-
nspHBIX MexaHu3max naroreHesa HMCH. Beino BbisB-
JICHO, YTO pa3IMuYHble MyTallUd B OJHOM U TOM K€ I€HE
MOTYT BBI3bIBaTh paznuunble BapuanTtel HMCH. VYcra-
HOBJICHO TaK)K€ HAJIMUME 3HAYMTEIbHBIX BapUaluil CUM-
NITOMOB 3200JICBAHNUS U CTENICHU MX BBIPAKEHHOCTH y HO-
CUTEJIeH OHOTO U TOTO K€ MaTOJIOTMUYECKOro TeHa, B TOM
YHciIe Uy OJHOSHIOBBIX Onu3HenoB. BepositHee Bcero,
9TO YKa3blBaeT Ha MOIU(PHIMPYIONIYIO POJIb HEKOTOPBIX
(haxTOpOB BHEUIHEH M BHYTPEHHEH Cpebl, a TAaKXKe HaJlH-
Y CHEeUUPHUIECKUX T'€HOB-MOIU(HKATOPOB, 3HAYCHHE
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KOTOPBIX TpeOyeT HasbHEHIIero u3y4eHus A1 MOHHMa-
HUS TaToreHes3a 3aboseBanus. B Tabm. 2 mpeacTaBieHbI
N3BECTHBIE MOJICKYJIIPHO-TeHETHYECKUE Te(DEKThI OCHOB-
weIx TumoB HMCH [2, 3, 5, 9, 10].

Knaccudukanms HacieACTBEHHBIX MOTO-CEHCOPHBIX HEHpOIIaTHii

€Ille BBIMOIHACTCS TOJIBKO B HAyYHO-HCCIIEOBATENBCKIX
HEeNsIX W HEAOCTYNEH IS MPAaKTHYECKOTO 37paBoOXpa-
HEHUS. YUWTBIBas 3TO, a TAKKe JOCTATOYHO BBICOKYIO
cronmocth JIHK-anarHocTiky, KIMHAYECKN MTOCTaBIICH-
HBII JIMarHO3 HE BCErja MOXKET ObITh
HNOATBEPXKIEH MOJEKYJIIPHO-TEHEeTHYe-
CKUM TecTHpoBaHueM. Bee 310 TpeOyer

Tabmuna 1

Tun Jemuenunuzupyomnye AxconanpHble | [IpomexyTouHbIi OT Bpaua XopoLLeil 0CBEIOMIEHHOCTH O
HACJIeI0BaHMsI HMCH HCMH BapuanT HCMH

KJIIMHUYECKUX U JTUArHOCTHYECKUX 0CO-

HMCH I oennoctsx HMCH, 3HaHHe KOTOPBIX

AyTOCOMHO- HMCHI (BUIMTIA-E) | (BIIMTIL A -1)} - DI- HMCH HO3BOTHT W3GEHKATE HEOBOCHOBAHHBIX
. HHCIIC HHCIIC V (BIIMT1A-C)

JIOMUHAHTHBI | 5 esmp Jexepuna-Corra HHCIIC VI BIIMT 2E Je4eOHBIX M IMArHOCTHYECKUX MAHHITY-

HHCIIC VII s 2, 5, 11].

HCMH IV (BLLIMT 4 A-F) VYcranosnenune nuarnoza HMCH

bonesns [lexepuna-Corra JIOJDKHO IMPOBOJUTCSI HA OCHOBAHUHU aHa-

ATOCOMHO- Hespomarus Bcnencteue | AP- BIIMT 2 MHe3a, 00IIer0 ¥ HEBPOIOTHYECKOTO OC-

PEECCUBHBIN BPOXK/IEHHOH (A, B) MOTpa, a TAKXKE JAHHBIX JOMOTHUTEIb-

THIIOMHEIMHA3AIHA HBIX METOZIOB HccieaoBanus [3, 6, 12].
bonesup Pedeyma [lepBoCTENEHHOE 3HA4YeHHE B
X-clenneHHblii HMCH I (BMILIT XI) (BH]\I/}/[H(JSE)I() (}g\}éﬁ?;{) nmuarnoctuke HMCH umeer onpedene-

Ipumeuanue: BIIMT — 6onesnv lllapro-Mapu-Tyma, HHCIIC — nacreocmeennas
Heliponamusi co CKIOHHOCMbIO K napaiudam om coasnenus;, AP — aymocommno-peyec-

cugnwlll, DI - npomesicymounvlil apuanm.

Tabmwnma 2
MomnekysipHO-TeHETHYECKUE e(EKTH OCHOBHBIX THITOB
HMCH
Jlokanmu3anus u
Benoxk Xapaxtep 3aboneBaHus
TCHETHYECKOTO
nedexra
Jlokyc 17p11.2-12:
R e BLIMT 1A
(bepuueckoro Aeneuns HHCIIC
MuenuHa 22 AynuHKaiHs B bonesns [lexxepuna-
(PMP 22) TOMOILIUTOTHOM Corra
COCTOSIHHU HJIN
TOYEUHAsT MY TAIHs
BIIMT 1B; BIIMT 1E;
BIIIMT 21/DI; BIIMT
benox Jlokyc 1g22: 3; bonesus [exepu-

muenuHa PO | Toueunsie mytanuu| Ha-Corra; HeBponarus
BCJIEACTBUE BPOXKAEHHOMN

TUIIOMUEJIMHU3 AN

Jlokyc Xgl13-22:

BIIMT X 1 tuna
ToueuHast MyTaIust

Konnekcun 32

BIIMT ID; bone3ub

daxrop Jexepuna-Corra;
paHHero pocta 10g21.1-22.1 Hespomnarus BcnencTaue
2 (EGR 2) BPOXKICHHOMN
THIIOMHEJIMHU3AINH

JlaHHBIC, TIpECTaBICHHBIC B Ta0N. 2, CBHICTEIH-
CTBYIOT O JOCTaTOYHOM pPa3HOOOpa3uM TEHETHUYECKUX
n3MeHeHnH, BeLBIsieMblx pu HMCH. Opmmaxo, B Ha-
cTosIee BpeMs OONBIIMHCTBO TEHETHYSCKUX Jabopa-
Topuii B YKpaunHE MPOBOIAT CKPUHWUHT AYIUTUKAIIAHA M
Jeneunu jokyca 17 xpomocomsl reHa PMP 22. Hekoto-
pBIC CIICIATN3UPOBAHHBIC JTA0OPATOPUU MOTYT HCCIIe-
JIOBaTh TOYKOBBIE MyTanuu B reHax PMP 22, PO, Cx-32.
CKpUHHHT OOIBIIMHCTBA HEAABHO OTKPHITHIX TCHOB TIOKa

HUe HACIeOCMBEHHO20 Xapakmepa 3a-
bonesanus, TPOBOAUMOE C TIOMOIIBIO
OOIIENPUHATBIX ~ METOJIOB  M3YUYCHHSI
HACJICJICTBEHHBIX OOJIe3HEH TaKHX Kak
KJIMHUKO-TCHEAJIOTHYCCKUI U OJM3HE-
IIOBBIN MeTobl. BMecTe ¢ TeM, y4uThIBas TOT (PaKT, 4TO
COBpPEMCHHBIC YKPAaWHCKHE CEMBH XapaKTEPU3YIOTCS Ma-
JIOUMCIICHHBIM COCTAaBOM, HACJIeICTBEHHBIC 3a00JIEBaHUS
4acTo OBIBAIOT IMPEICTABICHBI CAWHUYHBIMU CITyYasMU.
B cBsi3u ¢ 3THM, OOINBIIOE 3HAYCHUE B ONPE/ICICHUU Ha-
CJICZICTBEHHON TPUPOJBI 3a00TICBaHUS MPHUOOpPETACT UC-
MOJIb30BaHUE MOMYJSAIIMOHHO-TeOrpa)uueckoro MeToja,
MO3BOJISIIOIIETO OLIEHUTh YacTOTYy BCTPEYAEMOCTH U pac-
MPOCTPAHEHHOCTH JAHHOTO 3a00JieBaHUsI B TOIMYJISIIUN
KOHKPETHOTO 3THO-Teorpaduyeckoro perunona. K coxare-
HUIO, B HACTOSIIEE BPEMsI OTCYTCTBYIOT paOOThI, MOCBS-
mennsie snuaeMuonorud HMCH B pa3sniuHBIX pernoHax
VYkpawnnsl [2, 6, 11, 13].

[Ipu cbope anamuesa mpexae BCETO HEOOXOAUMO
MaKCHMAJIbHO TOYHO BBISIBUTH BO3PACT MaHU(ECTAINN 3a-
OoIleBaHMs, XapaKTep CHMIITOMOB H ITOCJICIOBATCIFHOCTD
ux pa3BuThs. Il MAakCUMajJbHOM TOYHOCTH CEMEWHOIro
aHaMHe3a HEOOXOJMMO TIPOBECTH OCMOTp POICTBCHHU-
KOB HAa HaJMYHMC XapaKTCPHBIX NMPU3HAKOB (aedopmarius
CTOIIBI, KU(OCKOINO03), YTO MOXKET CBHICTCIILCTBOBATH B
MOJIb3y HaclieACTBeHHON maronorud. C 1enblo MmpoBese-
HUsI nanbHennen auddepeHnnanisHON AMarHOCTHKH TIPH
cOope aHamMHe3a HY)KHO BBISICHUTBH IPEIIIESCTBYIONIHNE 3a-
OOJIEBAHMIO CHMIITOMBI WJIH COCTOSIHUS, CPEIH KOTOPBIX
HamOoyee 3HAYMMBIMHU SIBITIOTCA WHQEKIMH BEPXHUX
JIBIXaTeIbHBIX TyTeH W JKeIYIOYHO-KUIIEYHOTO TPAKTa,
TIPUEM JICKAPCTBCHHBIX CPEICTB, U3MEHCHUE TIPUBBEIYHOTO
pEeXUMa MUTAHUS, BO3ICHCTBUE TPOMBIIIICHHBIX WA OBI-
TOBBIX TOKCHUYHBIX BELIECTB, MOHU3UPYIOLIEH pajuanuiu.
HewmanoBakHoe 3HaYCHHE UMEET aJIKOTOJIBHBIN aHAMHE3, a
TaK)Ke HaJIM4YUe TaKOW COMYTCTBYIOIIEH MAaTONOTHUHU KaK ca-
XapHbIii ualet, 3a00J1eBaHus TICUCHH U moYek [3, 12, 14].

[Ipu nesponocuueckom ocmompe GOIBHOTO C MOI0-
3penneM Ha HMCH Heobxomumo oco6oe BHUMaHHE yie-
JIATh UCCIICIOBAHUIO:
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— KOCTHO-MBIIIICYHOW CHUCTEMBI (BHEIIHUN BU]I,
KOCTHBIE Ae(opMaIiy, CKOJIN03, TIONast CTOTA);

— TOHyCa M CHJIBI B PA3JIMYHBIX TPYTIaxX MbIIII KO-
HEYHOCTEH M TYJIOBHIA, B TOM YHCIIE U KPAaHUAIBHBIX;

— CYXOXKHJIBHBIX U TIEPHOCTAIBHBIX PE(IICKCOB;

— 9yBCTBHUTENHHOCTH (OOJIEBOM, TeMIEepaTypHOH,
BHOPAITMOHHOH, CyCTaBHO-MBIIIICYHOIN).

Crily MBI OLEHUBAIOT TI0 YCHIINIO, HEOOXOmH-
MOMY IJIsl TIPEOJIOJICHHSI aKTHBHOTO COTIPOTHBIICHUS TOH
WJIA THOHM MBIIIIEYHOH TPYIITIBI ITO 5-TH OJUTEHOW CHCTEME
[1, 11, 12].

HccnenoBaHnio 4yBCTBUTENIBHOCTH HEOOXOIMMO
yAENATh 0c000€ BHUMaHHE, MTOCKOJIbKY ITOBEPXHOCTHAsS
(GoneBast n TemIiepaTypHasi) 9yBCTBUTEIFHOCTh OTpaXka-
€T COCTOSIHHE TOHKHUX CEHCOPHBIX BOJIOKOH, B TO BpEMs
Kak BHOpAIMOHHAs U CyCTaBHO-MBIIIEYHAs] — TOJICTBIX
CCHCOPHBIX BOJIOKOH. BuOpannoHHasi 4yBCTBUTENBHOCTh
CTpagaeT Ha Ooyiee paHHEM 3Tame OOJIe3HU; HAPYIICHHE
CYCTaBHO-MBIIIEYHOTO YyBCTBA UMEET MECTO ITPH JJOBOJIb-
HO Ipy0OOM TOpaXeHUH.

BaxHoe AnarHocTHYECKOE 3HAYCHUE UMEET KO-
YECTBEHHAs! OI[CHKA YyBCTBUTEILHOCTH, OCYIIIECTBIIsIEMast
C IOMOLIbK0 HEHPOMETpPa — CHELUAIBHOIO YCTPOWCTBA,
TIO3BOJISIIOILETO OLIEHUTh MOPOT BOCIIPUSTHS CEHCOPHBIX
OIIYIICHUH pa3IMYHBIX MOAAJIBHOCTEH (BHOpamms, Tem-
110, xonox). KonndecTBeHHas OLEHKA YyBCTBUTEIBLHOCTH
Jla€T BO3MOXKHOCTH BBISIBUTH NTOPAKEHHBIC MOJATBLHOCTH
1 KOJMYECTBEHHYIO CTENEHb CEHCOPHOro neduImra, a
Taroke auarHoctupoBats HCMH Ha pannel noximHIYe-
ckoii ctaanwm [2, 3, 6, 11, 12, 14].

Kowmruteke odononnumenvhvix memooos ucciedo-
6anusi C TENbI0 YTOYHEHHs Xapakrepa HeWpomaTthuu u
MOATBEPXKACHUS MO0 HCKIIOUCHUSI HACJIEICTBCHHON
TIPUPO/BI 3200JIEBAHUSI TOJKEH BKITIOUATh: KIMHUYECKUN
aHaJ M3 KPOBU M MOYM; HCCICIOBAHUE B KPOBH YPOBHS
TJTIOKO3bI, MOYEBHHBI, KPEaTHHHUHA, KaJIbIIUs, TIEUCHOUHBIX
(epmenToB, 6emkoBoro coctaBa; Y3U opranoB OpromHoi
MOJIOCTH, PEHTreHOrpa(uu OpraHoB TPYIHOH KIETKH,
TPYIHOTO M TTOSCHUYHOTO OT/AEIOB IO3BOHOYHNKA, AHAIIU3
kposu Ha BUY-nudexmuro [1-3, 11].

Cpenu 1OTIOTHUTETBHBIX METOAOB UCCIICIOBAHNUS B
muarHoctuke HMCH nanbonpIee 3Ha9eHIE IMEIOT HIICK-
TPOHEHPOPHU3NOIOTNIECKNE METOIBI, TAKHE KaK OIpesie-
nerne CIIU u snexrpomuorpadus (OMI'). Mexaynapos-
HBIM KOHCOPIIMYMOM T10 UCCIIEJJOBAHNIO HACJIEICTBEHHBIX
HEPBHO-MBIIIIEYHBIX 3200JI€BaHIH B KAUECTBE TOPOTOBOTO
3naueHust CIIM o aBuraTenbHBIM BOIOKHAM CPEIMHHOTO
HepBa IpUHAT Mmokasarens 38 m/c [2, 3, 15, 16].

Jlauubie OMI 1103BOJISIOT:

— TOATBEPAUTh Hanmu4ue Heifpomatnn, otanudge-
PEHIMPOBAB €€ OT IEPEAHEPOrOBOTO MOPAXKEHUS WIH
MHOMNATHH;

— ONPENETUTh AKCOHOHAIBHYIO WX JIEMUCITUHU3H-
PYIOLLYIO HEHPONATHIO;

— OIICHUTH CTENEHb JEHEPBALMH B TOPAKEHHBIX
MBIIIIAX;

— YTOYHHUTH THII MOPAXKEHHBIX BOJOKOH (CEHCOop-
HBIC WX MOTOPHEIE).

OMI -uccnenoBaHne UMEET BaKHOE THATHOCTHYEC-
CKOE 3HAUCHUE, T. K. B Psi/ie CIydaeB IO3BOJISET ONpese-

46

JUTh TOPAKEHHBIC BOJOKHA 10 Pa3BUTHUS KIMHUYECKUX
nposiBieHwi [2, 15, 16].

Hamnbonee nHpOpMaTHBHBIME METOIAMH JIOTIOTHH-
TENBHOTO HccienoBanmst npu auddepernnammmn HMCH
OT HEeHpONaTHil pa3IMuHON STHOJOTUH SIBIISIFOTCSL:

— MCCITeIOBaHNE JIMKBOpa (ompeneneHne Oenko-
BO-KJIETOYHOH ANCCOLHUAINH C IIENIbI0 YTOUHEHHS XapaKTe-
pa HelipornaTiu: ayTOMMMYHHast, cuaapoM [ miteHa-bappe);

— Ouoricuss HKPOHOXKHOTO HepBa (oOmamaer Ooree
BBICOKOH YyBCTBUTENBFHOCTEIO, 4eM DMI'; M03BOMISET BHI-
SBUTHh HA PAHHUX CTAJMSIX TaKHE MAaTOMOP(OIOTHIECKHE
M3MCHEHHMS KaK JEMUEITMHN3AIMS 1 aKCOHOTIATHSA);

— OMOXMMHYECKOEe  HCCleoBaHne  (TIO3BOJISIET
YTOYHUTH 3THOJIOTHIO HEHpomaTuu: nuadeTndeckast, mop-
(upuitHas, ypemmdaeckas u ap.);

— 0aKTEepHOIOrN4ECKOe, BUPYCOIOTHUECKOE, HM-
MYHOJIOTHUECKOE HCCIIE0BAHMs (IIO3BOJISIIOT BBISIBUTH
BO3MO)KHBIH ATHOJIOTHYECKUHN (aKTop).

Hugppepenyuanvuas ouaznocmuxa HMCH momx-
Ha MIPOBOJIUTHCS C COMAaTHIECKUMH U HEBPOJIOTHYECKUMHU
3a00JIeBaHUSIMH, NTPOTEKAIOIIMMHU C CUMITOMaMH HEHpO-
MaTHM, KOTOpasi B IAaHHOM ciydae OyleT HOCHTb BTOPHY-
HBIA Xxapaktep. Ha ceromusmnuii neHp M3BeCTHO Ooiee
300 pa3nmuuHBIX 3a00JE€BaHUM, OCIOKHEHHEM KOTOPBIX
ABIsieTcd HeliponaTua. HemanoBakHOE TMarHOCTHYECKOE
3HAUCHUE B CBSA3U C 3THUM HMMeEET OOBEKTHUBHBIH OCMOTP
00IBHOTO, B X0/I¢ KOTOPOTO JIOJKHO OBITH YICJIIEHO BHU-
MaHHE COCTOSIHUIO KO)KHBIX ITOKPOBOB, TTEUEHH, IOYEK,
SHAOKPUHHOW CHCTeMe, NepUpepuIecKuM ITuMpaTHye-
ckuM y3nam. IIpoBenenne Gpu3MKaIbHOTO MCCICAOBAHUS
C 1enpl0 HambOonbIIel OOBEKTHBU3AIMH TIPEAIONaracT
COBMECTHOE YJacCTHE TAKHUX CIEIHUAINCTOB KaK HEBPOJIOT,
TepaneBT WM CEMEHHBIM Bpad, SHAOKPHUHOJIOL, OKYJIMCT.
IIpu3Haky, XxapakTepHble sl HEMpOmaTuil pa3IndyHON
STHOJIOTHH, TIpeACcTaBIeHsl B Tadn. 3 [1-3, 11, 12, 17].

HeoOxoaumo Takke MMOMHHTH O TOM, YTO TP He-
KOTOPBIX 3a00JIeBaHUAX (HAIPHMEp, MHUCIIOMHAsT OOJIC3HB,
CapKOW03, LENUAKUs) MPOSBICHUSI HEHpPONaTHH MOTYT
MPEIIIECTBOBATh PA3BUTUIO OCHOBHBIX CHMIITOMOB, B CBSI-
3M C YEM IIPH IIOA03PEHUHU Ha BTOPUYHBINA XapakTep HEUpo-
MaTUX HEOOXOMMO TTOBTOPHOE COMAaTHUYECKOE HCCIIEI0OBA-
HHE C MHTEPBAJIOM B HECKOIIBKO Mecstes [6, 11, 17].

BwmecTe ¢ TeMm, HepaloHaIbHOE TPOBEICHHNE AU~
arnoctukn HMCH c¢ ucnonp3oBaHneM OOJBIIOTO KOJH-
YeCTBa JOMOJHUTEIbHBIX METO/IOB HCCIIEIOBAHUS BEJIET K
CYIIECTBEHHBIM M HEOTIPaBJaHHBIM PACXO/IaM U HE BCeTna
MO3BOJISIET YCTAaHOBUTh NpHUMHY Heliporaruu. Cy3uTh
cuextp muddepenimpyemerx ¢ HMCH 3aboneBannii u,
CJIe/I0BATEIbHO, 00BEM JOMOIHUTENBHBIX HUCCIEJOBaHNI
MO3BOJIMT TIIATEIBHO TPOBEACHHBIN aHAIN3 KIMHHUYE-
CKUX WM aHAMHECTHYECKHUX MAaHHBIX, KOTOPBIH IOJIKEH
BKJTIOYATh:

1. KnuHUKO-3TIEKTPOPU3HOIOTHISCKINA aHAIN3 C
YCTAQHOBJICHHEM OCHOBHOTO MEXaHHM3Ma MOBPEKICHUS
HEPBHBIX BOJOKOH (AKCOHOMATHSA, JAEMHEIMHHU3ALNS),
THUIIa TOBPEXJICHHBIX BOJOKOH (MOTOpPHBIE, CEHCOPHBIC,
BETeTaTUBHBIC) M KaJTHOpa MOBPEKICHHBIX BOJIOKOH (TOJ-
CThIC, TOHKHE).

2. Ucknrouenne 3a007eBaHMN MBIIII], HEPBHO-
MbImeqHoi nmepenaqan u LTHC.
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3. Muddepentmannss HMCH ot apyrux Tumos mo-
paxeHus nepudepraeckoil HepBHON CHCTEMBI (MOHOHEB-
pOIaTHH, TIIIEKCOTIATUH, PaJUKyJIONaTHH | JIp.).

4. BolsBIeHHE NPHU3HAKOB 3HAOKPHHHBIX, COMAaTHa
YECKUX, FeMaToJIOTHYECKUX, PEBMATOJIOTHYECKUX U JIp.
3a0o0JeBaHNi, a TaK)Ke MHTOKCHUKAIMH, Te(pHUINTa ITHTa-
HUA ¥ APYTUX PUYHH, CHOCOOHBIX BBI3BATh HEHPONATHIO

1 YCTAaHOBJICHUE TPUINHHO-CJIEICTBEHHBIX CBSI3EH.

Tabmwuma 3

Kimnnueckre npusHaky HeiiponaTuii pa3iinyHoON
STHOJIOTHU

Knnnnueckuit npusnax

OTHONOTUS HEHPOTIATHH

rI/IHepHI/IFMEHTaHI/ISI KOXH

POEMS-cunnpom
AIpeHONEHKOTUCTPOPHS
bonesnp Kactenpma

Komnbuesast spurema

Heitpoboppenros

HxTtnos Bonesns Pecyma
Anonenyst MHTOKCHKALMS TaJIHEM
AHruokeparoma Bonesnp @apbu
I'uneprpuxo3 POEMS-cunnpom

FeMoppaqueCKI/Ie BBICBIIIaHUA

Backynut

DOTOUYBCTBUTEIBHOCTD KOXKH,
OyJUTe3HbIe BBICHITAaHMS Ha
OTKPBITBIX YYaCTKaX KOXKH

Bapuerarnast nopdupus
Hacnencreenas xompormnop-

¢bupns

Karapaxra

Bonesns Pecyma
Bonesns @apou

Makpornoccus

Amuiionio3

‘VBenuueHue u >kenToBarasi OKkpa-
CKa
MuHpaaaIuH

Tamxkepckast 60JIe3Hb

CBHUHIIOBas KaliMa Ha JeCHaX

MHTOKCHKAITMS CBUHIIOM

TenmatocruieHoMeranus

Huppo3 neuenu
ITapaneomnactuueckuil
CUHJIPOM
Jlumdoma
Capkounos
Muenomuast 60J1€3Hb
POEMS-cunnpom

Jlnmpoanenonarus

[Tapaneoruiactuueckuii
CHHAPOM
Capxonzos
JInmorpanymnomaros
BUY-unpexnus

Knunnyeckuil aHanms WMeEIOLIEHCs y MalueHTa
CUMITOMATUKU MOXET MO3BOJIUTH OMPEICNIUTh aKCOHAIb-
HBII MU IEMUCTHUHU3UPYIONIMM TUI TOPaKEHUsl Tepu-
(bepUyeCcKUX HEPBOB, OJHAKO JOCTOBCPHBIMU JaHHBIMH
obnagart pesynbrarel DM -uccnenopanus. [1o qaHHBIM
OMI -uccneoBaHus aKCOHAJbHAS JieTEHEpalus MposiB-
JIIeTCS MpHU3HAKAMU JICHEPBAIUH, XapaKTepU3yrollencs
BO3HUKHOBEHHEM CIIOHTAHHON aKTUBHOCTH (MOTEHIIHUA-
JIbI QUOPWILISIIMN U TIOJIOKUTEIBHBIX OCTPBIX BOJH), HITH
pEUHHEPBAIIUY, BBISBISIEMON MO YBEIMYEHUIO JIUTENb-
HOCTHU U aMIUIUTY/bl MOTEHINAIOB ICHCTBUS ABUTaTeIb-

HBIX €IMHUII, a TaKKe PeAyKUIHeH MHTep(epeHINOHHON
KpUBOH. JleMUENNHU3UPYIOINN TUIl NOpPAXKEHUs IEpHU-
(hepuuecKUX HEPBOB XapaKTEpU3yeTcs NPH IPOBEICHUU
OMI -uccnenoBanusl peaykuueil WHTEp(PEPEHINOHHON
KPUBOW C YBEJIMYEHHEM [UIUTEIBHOCTH IOTEHIMAIOB
JEWCTBHS ABUTATEIBHBIX CAWHUII, TPEUMYIIECTBCHHO 32
CUET HE OJHOMOMEHTHOTO IIOCTYINJICHUS HMMIIYJIbCOB K
Pa3IUYHBIM MBIIICYHBIM BOJIOKHAMH B OTCYTCTBHHU CITOH-
TAHHOW aKTUBHOCTH U YBEIMUCHUS AMIUTUTY/IbI MOTCHIIH-
aJIoB JICHCTBHA JBUrAaTEIbHBIX eqUHUIL. [IpomexyTouHbIE
topmer HMCH neMOHCTpHPYIOT HaIHMYUe OTHOBPEMEH-
HO OMI -IpH3HAKOB JEMHUETHHU3AINN U aKCOHOTATHH.
X-cuemnennas ¢opma BIIMT xapakrepusyercst mpome-
JKYTOUHBIMH HEHPO(PU3NOIOTUUECKUMH TIOKA3aTEIIMH,
HE TIO3BOJIAIONIMMH OAHO3HAYHO OIPEICIUTh THI I0-
BpEeXKACHUS epudepruecknux Hepsos [1, 11, 16, 18-21].

B GompmmmaCcTBE cnydaeB auddepenHuanpHas -
arsoctuka HMCH c 3a6omeBaHUSAMHI MBI, HEPBHO-MBI-
megnoi nepenaun u [{HC He npencTaBnseT KITMHUYIECKOH
CJIOXHOCTH, OfIHAKO B PAJE CIydaeB TpeOyeTcs MmpoBese-
nue JJHK-muarnoctuku u/vau DMI-ucciaenosanus. Oc-
HOBHBIC KpuTepun An(pQepeHIINaTbHON JHarHOCTUKU
HMCH c 3a00neBaHUSMH MBIIII ¥ CITUHHOTO MO3Ta Tpe/I-
crasiena B Taomn. 4 [1, 3, 11, 15, 22].

[Mpu mudpdepenmmarnun HMCH ot apyrux THIIOB
TOpakeHHsT TIepUPEpUIeCKO HEPBHON CHCTEMBI BaKHOE
3HAUCHNE UMEET pacIpe/ieIeHNe CUMITTOMATHKHI U THII Te-
yerns 3aboneBanus. B moms3y HMCH cBuperenscTByeT
CUMMETPHYHOE PaCHpeiesIeHHE TOPAKEHUS U OUCHDb MEI-
JIEHHOE TIPOrpeCCUPOBaHIE 3a00JICBaHMS Ha MIPOTSKEHUN
HECKOJIBKHX JIET U Aaxe necstwietuit. [Ipn Hammanm 1an-
HBIX CHMITOMOB HEOOXOIMMO 00CIEeOBaHUE POACTBEH-
HHUKOB OOJBHOTO C IIETBIO BBISIBICHUS BO3SMOXKHBIX TPH-
3nakoB HMCH [11, 12, 14, 17].

BrsiBeHne NpU3HAKOB SHOKPUHHBIX, COMaTHYe-
CKHX, T€MaTOJOTHYECKUX, PEBMAaTOJIOTHYECKUX 3a0oie-
BaHMH, a TaKXKe MHTOKCUKAIWH M APYTUX MPUYHH, CIIO-
COOHBIX BBI3BaTh HEHPONATHIO MOKET OBITH YCTAHOBICHO
0 IaHHBIM aHaMHEe3a, KIMHUYECKOTO 0CMOTpa 1 n1adopa-
TOPHBIX Hcce0BaHUM. B citydae, eciau y nauueHTa ecTb
3a0omneBanne, CIocoOHOE BBI3BATh HEHPOIIATHIO, JTOTION-
HHUTEJIbHBIC METOJbI NCCIIEJOBAaHNSI HEHPOIaTHN HE Tpe-
Oyrorcsa. B cimyuae HesscHOW MPUYMHBI HEWPOIATUH HEOO-
XOJMMO MPOBECTH KOMIIJIEKCHOE 00CIIEN0BAHUE C LIENBIO
MIOATBEPKICHNS WM UCKITIOYCHUS 3a00JIeBaHUM, Hanbo-
JIe€ 4acTO COIPOBOKIAIOUIMXCSI pa3BUTHEM HEHpomaTuii:
caxapHbIM AWabeT, ypeMus, aJIKOTOJHM3M, 3a00JieBaHHA
TIEYECHH, TUIIOTHPEO3, B -neduumTHOE COCTOSAHME, TIa-
panporennemusi, BUU-nndekys, HapyleHHe MHTaHUS
[1-3, 11, 12, 14, 17].

CormmacHo pexoMmenmanusMm VccrmemoBarenbekon
rpynnel BO3 1mo u3y4eHHIO HEpBHO-MBIIIEYHBIX 3a00-
JeBaHUN Kpumepuu nocmanosku ouaenoza HMCH:
OIHOBPEMEHHOE HAIN4YNE 4 TOJIOKHUTEIbHBIX ITYHKTOB
KIMHUYECKUX TPHU3HAKOB M | TOJOXXUTEIBHOTO ITyHKTA
71a00paTOPHBIX MPU3HAKOB MIIM TIEPBOTO M BTOPOTO ITyH-
KTOB JTa0OPaTOPHBIX MPU3HAKOB (B JAHHOM CITydae MOXET
UMETh MECTO DPAHHSSI AMATHOCTHKA HA CTAIWU JIOKIIH-
HUYECKHUX TMPOSBICHUH). J(MarHocTudeckue KpUTEPHH
HMCH npencrasnens! B Tadn. 5 [2, 3, 11, 23].
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Tabmnua 4

Kputepnn nuddepennnansroit quarnoctuka HMCH, Muonatwii 1 mopaxeHus IepeTHIX pOTOB CIITHHOTO MO3Ta

[Ipusnak HMCH

Muonaruu 3aboseBaHus IEPESIHUX POTOB

Hauano u Teuenue 3aboire-
BaHUS

Ilocrenennoe, oueHb
MEJUICHHO TIPOTPECCHPYIOIIEe

[TocTenennoe, ocrpoe niu

ITocrenennoe, nogocrpoe
TOJI0CTPOE

CummeTpu4HOE ¢

AccuMeTpuyHoe,
Yaie cMMMETpHYHOE C

Pacmipenenenne MblmedHON MIPENMYTIIEeCTBEHHBIM BapradenbHOe, BOBICUCHHE
[IPEUMYILECTBEHHBIM BOBJICYE-
cmaboctn BOBJIEUCHNEM AUCTAIBHBIX KaK JUCTAIbHBIX TaK 1
HHUEM IPOKCUMAJIbHBIX OT/EIOB
OT/IENIOB TIPOKCHUMANIBHBIX OT/ENIOB
Atpodpu Bripaskennsle, pa3zBuBaroTCs YMepeHHO BbIPAKEHDI, pa3BU- Boipakensl, pa3zBUBaoOTCS HA
P Ha PaHHUX CTaAUIX BAIOTCSI Ha MO3IHHUX CTAAMAX PaHHUX CTAAMAX
[TceBnoruneprpodus OTtcyTcTBYeT MoskeT npucyTCTBOBaThH OTtcyTcTBYeT

CyXO)KI/I.]'H)HBIe pe(bJ'IeKCLI CHIKEHBI WITN OTCYTCTBYIOT

CHIDKEHBI TPOMOPIHOHATEHO

Yacto CHHWIKCHBI, HHOT /1A

. COOTBETCTBEHHO MBIIICYHOM
MBIIICYHON CI1ab0CTH

ComyTcTByIOIINE TPU3HAKU KHA(OCKOIHMO3, CEMEHHBIN

AHAaMHE3

crnaboctu
DacuuKyIsaIuu Penxo OTcyTCTBYIOT Pe3ko BeIpakeHbl
Kpamnu He yvacto Penxo Yacro
Hapymenne
Py Yacro OTCyTCTBYET OTCcyTCTBYET
YyBCTBUTEITLHOCTH
AKTUBHOCTb MBILIEYHBIX B HOpMe MM HEe3HAYUTEIIBHO
[ToBbimena B Hopme
(bepMeHTOB MIOBBIILICHA
B HOpMe, cHIDKEHME Ha
CIIU (m/c) CHM)XeHa WK B HOPME B HOpM™E PME,
MO3JHUX CTaJUsIX
[Tpu3Haky neHepBanuy, CHIKEHNE aMIUTATYAEl 1
JlanHbIe peHepBaIiH, CHIKEHHE JUTITEIFHOCTH MTOTEHITHAIIBI [TpusHaky neHepBayy 1
OMI -ucnenoBanus AMIUTUTY/BI JEUCTBUS IBUTATENBHBIX peHepBanuu
M-orBeTa €IUHUL]
ehopmarys CTom [Ipu3Haku nmopaxeHus
Hetop i Ilopaxenue p P

LCHTPAJIBHBIX JIBUT aTeIIbHBIA

CepJIeYHON MBIIIIIBI N
HEHpPOHOB

Tabmuma 5
Huarnoctuaeckne kpurepun HMCH

JlaGoparopHble mpH-

Knuanyeckue npusHaku
3HAKH

1. CnaGocTh ¥ aTpoduu MBI

2. CHI)KEHHE U BBINAJCHUE CYXO-
JKHJIBHBIX pe(IeKkcoB

3. HapymieHus: 4yBCTBUTENBEHOCTH
4. CTporo CUMMETPHUUHBIH Xapak-
TEp CHMIITOMOB

5. IlocTeneHHoe pa3BuTHE 3200~
JIeBAHHUS

6. MenieHHOE porpeccupoBaHue
7. CemeliHblil aHaMHE3

1. JHK-auarsoctuka
2. OMI-uccnenoBanue
3. buorncus HepBOB

Juaenocmuxa paznuunvix munoe HMCH MoxeT
MPEJICTABISITh JOCTAaTOUYHbIE TPYAHOCTH BBUJAY BBIpa-
JKEHHOTO BHYTpHUCEMEHHOro monuMopdusmMa u Maio
Pa3IUYUMBIX (EHOTHIIMYECKUX W KIMHUYECKHUX OTIH-
yuii. Hanbonee pacnpocTpaHeHHBIMU ¥ COCTaBIISIONIN-
mu 10 80 % Bcex popm HMCH ssnsitorcs HCMH 1 n
II TunoB, o603HauaBIIMECs paHee KaKk HeBpaJlbHas aMH-
orpodust win Gonesnp Illapko-Mapu-Tyra (BLIMT).
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BUIMT — rpynma 3a6oneBaHUN, TPOSBISIOMINAXCS CXO-
HOU KJIIMHUYECKOW KapTUHOM, HO UMEIOIINE Pa3IUuuHbIe
TEHETHYECKUE U MOJICKYJsipHble AedexTsl. HecMorps
Ha TGHETHYECKOEe MHOTrooOpasme, KIMHUYCCKue u (e-
HOTUMHUYECKUE MPOSBICHUS pPa3JUYHbIX BapHaHTOB
BIOMT nocTarodHo CX0XH, OZHAKO MOTYT TaK)Ke OTME-
YaThCS Pa3NUINA KINHUYECKIX CHMIITOMOB B TIpeeax
OIIHOW CEMBU Y HOCHUTEJIEH OJHOIO U TOIO XK€ IaToJIO-
TUYECKOTO T'eHa, YTO MPEJCTaBISIETCS OMNpeJejeHHbIe
TPYAHOCTH B JIMAarHOCTUKE JAHHOW IpyIIbl 3a0oyeBa-
Huii 2, 3, 11, 22-24].

OCHOBHBIMH  KJIMHUYECKIMH
BUIMT 1 tumna siBasitorcs:

— cnabocTh 1 aTpo(Uu MBI, TPEUMYILECTBEHHO
B JJUCTAJIbHBIX OTACIaX HMXHUX KOHCYHOCTIAX, pacrpo-
CTpPaHSIOIINECS TI0 MEpE Pa3BUTHS 3a00JICBaHUS HA JIUC-
TaJbHBIE OTJEJIbI BEPXHUX KOHEUHOCTEH;

— MHHAMAJBHOE WM YMEPEHHOC CHIKCHUE UYyB-
CTBUTEIBHOCTH TI0 TUIYy «HOCKOB» H «IIEPYaTOK», 3aTpa-
THBAIOIIEE BCE CEHCOPHBIE MOAATIHHOCTH;

— M3MeHeHHUe OPMBI CTOIIBI, OOBIYHO B BHJIE BBICO-
KOTO CBOJIa («(ppuapeiiXoBCKasy MoJiasi CTOMa) K MOJIOTOY-
K00Opa3HOU nedopMaliuy MalbICB;

MPOABJIICHUSIMHA
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— IIOCTENEHHOE Hauajo U OYeHb MEAJICHHOE MPO-
I'PECCHPOBAHNE C Pa3BUTHEM BBIPAKEHHOTO JIe(eKTa B
teueHue 1-2 necsarunerut [2, 7, 8, 17, 22, 25].

Hecmorps Ha 3HaYUTENBHOE KIMHUYECKOE U (e-
Hotunuuyeckoe cxoactBo BIIIMT 1 u 2 tumnos, cymie-
CTBYIOT ompeaeseHnbie paznuuus. Tak, gns BMIIIT2
XapaKTEPHBIM SIBISAIOTCS:

— Oonee mo3mHUN ae0I0T 3abosieBaHHs (4acToO
BO 2-M JECATHJIETHH; B OTACJIBHBIX CIydasx — Ha
6—7 necsATUICTHN);

— OonplIasi CTENEHb BBIPAXKEHHOCTH CJIa0OCTH
U aTpoduu MBI HUKHUX KOHEYHOCTEH, TOrna Kak
c1ab0CTh 1 aTpod¥s MBI KUCTEH BRIpaXeHA MCHEE;

— MEHEe BBIP@XCHHBIC NPHU3HAKH HaPyLICHHS
YyBCTBUTEIBHOCTH U MOJIOH CTOIIBI;

— JIOCTaTOYHO JUINTEIbHAs COXPAHHOCTH IPOK-
CUMAaJIbHBIX CYX0XKHMIIBbHBIX Pe(IEKCOB HAPSAY C BbIIla-
JICHUEM HJIM CHU)KCHHEM JUCTAJIbHBIX CYXOXKHIbHBIX
pediiexcos;

— OTCYTCTBHE YTOJIIIIEHUSI HEPBHBIX CTBOJIOB;

— JIOCTaTOYHO YacTOe Pa3BUTHE CUMIITOMA Oec-
nmokoWHwIX Hor [1, 2, 11, 22, 24-26].

Pasnuunble reHetnueckue Bapuantsl BIIIMT 1
U 2 TUIOB KJIMHHUYECKU MaJiO0 Pa3InuUMBI.

Konesnw Jlescepuna-Comma (HCMH 11l muna) —
mpeacTaBisieT co00H MHTEPCTUIHATBHBIH THIIEPTPO-
¢uueckuit HeBpuT. [laToMOpdomornuyeckoil 0CHOBOM
3a00IeBaHUS SIBISIETCSl TUIEPTPO(DUS JIEMMOLHTOB,
paspacTaHue COEAMHUTEIbHONW TKaHHU, OTIOXKEHHE
MYKOTIOJJTOOHOTO BEIIECTBA MEXJYy HEPBHBIMH BOJIOK-
HaMHM, 49TO BEICT K YTOJIICHUIO HEPBHBIX CTBOJIOB,
MHOTAA M 3aJIHUX KopemrkoB. KimHMYeckn oTmedaer-
cs BbIpaxkeHHas cxoxecTb ¢ BIIIMT. Xapakrtepusyert-
Csl KIMHUYECKHM U TEHETHYECKUM IOJIMMOP(PU3IMOM.
HaunbGonee wacto ne0IOT CUMITOMOB BCTpedaeTcsl B
TEUYECHHE MMEePBbIX JIET XXU3HH, IPOTEKAET B BUJIE THIIEP-
TPO(pUIECKOTO HEBPUTA C BBIPAKEHHBIM CHIKEHHEM
CIIN (menee 10,0 m/c), TOBHIIIEHHBIM YPOBHEM Oei-
Ka B JUKBOpE, CKOJIMO30M, paHHEH MHBaIUIAU3ALHCH.
3aboseBaHnEe BCTpPEYACTCS B YETHIPEX T€HETHYECKHX
BapHUaHTaXx:

— I-1i gapuanm — HACIEAYeTCS ayTOCOMHO-J0-
MUHAHTHO, XapaKTEpPU3yeTCs HaJIHMYMEM TOUYKOBBIX
myTtauuil B rene PMP 22 na xpomocome 17pll;

— 2-1l 6apuanm — HACJIENyeTCs ayTOCOMHO-/0-
MUHAHTHO, sBIIsieTcsa amienbHbeiM mis HCMH 1B
THUIIA, XapaKTePU3YETCsl HATMUYNEM TOYKOBBIX MyTallUi
B rene MPZ na xpomocome 1q22;

— 3-u sapuanm  —  HACIEAyeTCs  ayTOCOMHO-
JIOMHHAHTHO, siBiisieTcs ayuteabHeIM 11t HMCH 1D tumna,
00yCIIOBJIEH TOYKOBBIMU MyTarusiMu B reHe EGR 2;

— 4-ii gapuanm — HacleayeTcsi ayTOCOMHO-pe-
LIECCUBHO, OOYCIIOBJIEH TOYKOBBIMH HIOCEHC-MYyTa-
IUSIMA TeHa, JIOKaJW30BaHHOTO Ha XxXpomocome 19
ql3.1-13.3 [2, 11, 22-24].

Hacneocmeennasn neiiponamus ¢ npedpacnono-
oiceHHocmbro K napanuyam om coasnenus (HHCIIC)
XapaKTepHU3yeTCs Pa3BUTUEM PEUUAMBUPYIOMIUX -
MEJMHHU3UPYIOIINX MOTOHeponaTuii, 00yCIOBIIECH-
HBIX MMOBBIIICHHONW YyBCTBUTEIBHOCTHIO Nepudepuye-
CKUX HEPBOB K MHAJIEKBaTHOW KoMIpeccuu. B ocHoBe
pa3BuTHs 3a00JeBaHUS JEKUT Aeienus rena PMP22,
KOJUPYIOLIEro cuHTe3 Oenka 22-ro nepudeprnyeckoro
MUENIMHA, KapTUpoBaHOTro B jokyce 17pll1.2-12. T'en
PMP22 taxxe orBeTcTBeHeH 3a pa3Butue BIIIMT 1A
THUMA, B OCHOBE KOTOPOH JISKUT AYTUIMKALUS JaHHOTO
reHa. Monekynsapubiii Mmexann3m kak HHCMC, tak u
BUIMT 1A Tuma, oqMHAKOB M CBSA3aH C HapyUICHUEM
CHapUBaHUs TOMOJOTHYHBIX XPOMOCOM M OOMEHOM
HEPBHBIMH y4acTKaMH XpPOMOCOM B Meilo3e. B ocHo-
Be MnaroreHes3a mnapes3oB u napanudeit nmpu HHCIIC
JICKUT TpexoAsiiee HapylIeHHe IPOBOJUMOCTH IO
nepudeprudaeckiuM HEPBHBIM BOJOKHAM I10J] BIHSHUEM
MHAJEKBAaTHON koMmmpeccuu. KinHuyeckue npossie-
Hus HHCIIC neGroTHpyrOT B IIMPOKOM BO3PAaCTHOM
nuama3zoHe ot 10 mo 68 mer. MyX4uHBI 3a00JI€BafOT
pasblle, uyeM okeHIUHBL. «Kputuueckuil Bo3pacT»
ne6rora HHCIIC umeer nBa nuka: B Bo3pacTte 20-29
n 40-49 netr. OMHOBPEMEHHO C pa3BUTHUEM Mapajinya
MOTYT HaOJI0aThCs YYBCTBUTEIbHBIE PACCTPOICTBA,
MposiBISIOMUEcs 00IIMU N napecre3usmu. Kiiman-
yecknu HHCMC npexncTaBieHsl caeayonuMy BapuaH-
tamu: 1) MmaHudecTHble (OpMBI MOHOHEHWpoONaTHi u
IJIEKCONATUH B BUJAE PEUUIMBUPYIOLIUX Mapandel,
pa3BUBAlONIMECS TOJ BIUSHHEM HHAJACKBAaTHON KOM-
npeccuu; 2) GeHOMEH «OTIC)KHBAHUSI—OTCIKHBAHUS,
MpEeICTABIAIOMNE cOO0H 3MU30/bI KPATKOBPEMEHHBIX
HapyLICHUI YyBCTBUTEIBHOCTH II0J BIUSHHEM CTa-
THYECKMX Harpy30K M HHAJEKBaTHOM KOMIIPECCHUH;
3) >nu30/bpl KPATKOBPEMEHHBIX Mapaluydei, NposBis-
IOIHecs B BUIC YTPAThl B T€UCHUE HECKOIBKUX CEKYH]
(MUHYT) IBW)KEHHH B TOM HWJIM WHOM JBUTATEIbHOM
CEerMeHTe, MOJBEPTIIeMCs HHAIEKBATHOW KOMIIPECCUHT
[1-3, 14, 17, 22, 23].

Heeponamus ecnedcmeue 6poxcOenHol 2uno-
MuenuHuzayuy Pa3sBUBACTCS BCIEACTBUE HapyIICHUS
MPOIYKIINU MUEINHA IBAaHHOBCKUMHU KJIETKaMH, B OC-
HOBE KOTOPOTO JIEKAT MyTallMH B T€HAX, KOAUPYIOMNX
oenxn PO m EGR2. Knimanueckas kaptuHa 3a001eBap
HUsl cxoJHa ¢ 6one3Hpio [exepnna-CoTrra, HO Xapak-
TepusyeTcsi Oosiee TSIKENBIM TedyeHUeM. Y OOJIBHBIX
C POXJACHHUS OTMEUAIOTCSA BBIPAKEHHOUN CTENEHU MBI-
[IeYHasi THUIOTOHHUS, ABIXaTelbHas HEIO0CTaTOYHOCTb,
c1abocTh, HApYIIEHUS TTIOTAHMS; YaCTh OOJIBHBIX TaK
¥ HE HAauYMHAIOT XomuTh. IIpu mccnenoBanuu O6uomnra-
Ta HepBa OOHAPYXUBAIOTCS BOJOKHA, MOJHOCTHIO JI-
[IEHHbIE MUETUHOBOM o0osouku [2, 11, 18, 24].

B Tabun. 6 npencrabiieHa cpaBHUTEIbHAS KITMHH-
KO-TCHETHYECKas XapaKTEPUCTHKAa OCHOBHBIX THIIOB

HMCH [1-3, 6, 11, 15-19, 21-26].
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Tabnuua 6
CpaBHHTeIbHAS XapaKTEepUCTHKa OCHOBHBIX TuioB HMCH
Cpennue
ToKazaTenu
Bospacr Havanbubie CyXOXUJIbHBIE
3aboneBanue I'en CKOPOCTH
Havana CHUMIITOMBI pediexcsl
NPOBEICHUS
HMITYJIbCa
1 2 3 4 5 6
JleMuenMHn3upyonre HeHPOIaTHH ¢ ayTOCOMHO-JJOMHHAHTHBIM THIIOM HACJIC[IOBAHHS
HCMH 1 tuna
(memMueNnMHU3HPYIO-
i Bapuadt BIIIMT)
1A PMP22 (17p11) 1-1 nexana Crnaboctb He BrI3bIBatoTCA 15-20 m/c
JICTAJIBHBIX MBI
1B PO (1g22) 1-1 nexana Te xe He BrI3bIBatoTCA <20 m/c
1C LITAF (16p13) 2-9 nexana Te xe CHIKEHBI 16-25 m/c
1D EGR2 (10g21) 2-s1 nexKanga Te xe He BeI3BIBaroTCs 2642 m/c
Hii’;giﬂiﬂe CHmxeHa
HHCIIC PMP22 (17p11) 3-1 nexana AR B HOpME B 30HaX
(hoxampHOU
KOMIIpECCHHU
¢J1a00CTH MBIIIIIL
bosests PMP22 (17p11) IlepBeie roznbl BoIpaskeHHas
Jexepuna-Cora EGR2 (10g21) P A P He Bb13BIBatoTCS <10 wm/c
8 023 JKU3HU CJ1a00CTh MBIIIII]
AKCOHaJIbHbIC HEHPOIIATHHU C 2y TOCOMHO-JIOMHUHAHTHBIM THUIIOM HACJICAOBAHUS
HCMH 2-tumna
(akconanbHull
BapuanT BIIIMT)
Cnabocts
2A MFN 2 (1p36) 1-2 gexanpl | OUCTANBHBIX MBI | He BBI3BIBAIOTCS >38 Mm/c
HOT
Crnaboctp
2C 12g23—g24 1-a nexana JCTAIEHBIX MBI He BrI3bIBaroTCst >50 m/c
HOT 1 MBI
TOJIOCOBBIX CBS30K
2D GARS (7pl4) | 16-30 sier Caabocrs CHIDKeHEI >38 m/c
JICTAJIBHBIX MBI
2E NF -68 (8p21) 10-30 ner Te xe CHUXKEHBI >38 m/c
2F 7gll 15-25 ner Te xe CHIXKEHBI 42-58 m/c
Cnaboctb
2G 3gl3 17-50 ner MTPOKCUMAIIBHBIX He BrI3bIBaroTCA >38 m/c
MBIIIII]
Kpammu, cmabocts Hopwma nmn
21 (J) PO (1g22) 37-61 ner CHIKEHBI
MBIIII HOT CHIKEHBI
AKCOHaJIbHbIE HEHPOTIATHHU C ayTOCOMHO-PEIIECCUBHBIM HACIEAOBAHUEM
HCMH 2-tuna
(akconanbHubll
BapuaHT BIIIMT)
2A Jlamun A/C (1g21)| 4-24 ner Crabocr, CHUXKEHBI >38 m/c
JIICTAIIBHBIX MBI
2B 19g13 28-42 ner Te xe He BoI3bIBaroTCS >38 m/c
AXWIIOBBI HE
Cnaboctb i‘jigf:;::i;
2C 8g21.3 4-8 net JUCTAJIbHBIX MBIILIILI, >38 m/c
OKHBJICHBI;
MUpaMUIHbIC 3HAKH
MaTOJIOTUYECKUE
peduiekcsl
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[Tponomkenne TabauUIBI 6

1 | 2 | 3 | 4 | 5 | 6
JleMHEeTMHU3UPYIOIINE HEWPOIATHH C AyTOCOMHO-PEIICCCHBHBIM THUIIOM HACJICIOBAHHUS
HCMH 4-tuna
4A GPAPI1 (8¢13) | 1-1 nexama Crabocts CHWKeHBI <38 mlc
JIACTAILHBIX MBIIIIL]
Cnabocthb
4B MTMR (11g22) | 2-4 ner JIHCTATIBHBIX He BbI3BIBAOTCA <38 m/c
MIPOKCHUMAITLHBIX
MBIIIIT
CnabocThb
4B2 SBF2 (11p15) 1-2 mexasbl JCTATIBHRIX He BeI3BIBaroTcs 15-30 m/c
MBIIIIL, CHUYKEHHUE
YyBCTBUTEIHHOCTH
4C KIAA1985 (5¢23) | 5-15 ner Sanyf;ffg fpHt CHWKeHbI 14-32 m/c
4D NDRGI (8g24) 1-1 nexana 3arpyaHeHus pu He Br13bIBatoTCs 10-20 m/c
xXo1b0e
AE EGR2 (10g21) | C poxnenus Mplmeunas He BrI3bIBatoTCA 9-20 m/c
TUIIOTOHUS
Ilepuaxcun 1-3 ner MotopHblii
AF (19g13) 3anepkka MOTOPHO- He BLISBIBAIOTCS OTBET HE
r'0 pa3BUTHS perucTpupy-
ercs
bonesm PO (1g22) 2 roma Cradoctn He BrI3BIBaAIOTCS <10 mM/c
JNexepuna-Cotra JIACTAJILHBIX MBIIII]
I;IEJI;IS OCIITT;I/I;I PMP22 (17p11) Mpblteunast
A . EGR2 (10g21) | C poxaenus He Br3pIBaroTcs <10 m/c
BPOXKIEHHOH TUIIOTOHUS
TUIIOMHUETNHA3A-1IHH
He BrI3BIBarOTCS
HCMH X tuma Konnexenn 32 2-s1 nexkanga Crabocts C IMCTAIBHBIX 3040 m/c
X gl3) JIMCTAIBHBIX MBIIIIL]
OTIEIO0B
HCMH ¢ 19p12
. He BeI3BIBatOTCS
[IPOMEXKYTOYHOM 10g24 Crnaboctp
1-2 nexanbl C JUCTaIbHBIX 25-50 m/c
CKOpPOCTBIO 1p34 JIMCTABHBIX MBITIII] OTLEIIOR
MIPOBEICHUS PO (1g22) A

Pasnuunsie renerndeckue tunsl HMCH kinuHu-
YECKU MOTYT HE pa3iuyarbCsl B CBSI3M C HAJUYUEM 3HA-
YUTEIHHOTO MEX- U BHYTPHUCEMEWHOTro moaumopdusma
u nudepeHIPYIOTCS TOIBKO Ha MOJICKYISIPHOM ypPOB-
He. B nmoBcenneBHoil npaktuke JAHK-quarnocruka Bo3-
MOXKHA JIMIb JIJIS OTPaHUYEHHBIX JIOKYCOB HECKOIbKUX
TeHOB (B OCHOBHOM, AYIUTHKAIMS W JEJCHHS JIOKyca
17 xpomocomsl reHa PMP 22). B ¢Bs31 ¢ 3TUM BO3HHKa-
0T OOJIBININE TPYIHOCTH KaK KITMHUYECKOH BepupUKaImm
JIMarHo3a, Tak U e€ro MOJIEKYJISIPHO-TEHETHUECKOTO MO/~
TBEPXKACHUS. ATUINMYHOCTD KIMHUYECKUX MPOSBICHUN
HMCH wu necoBepuenctBo metonoB JIHK-auarnoctuku
SIBIIAFOTCS HamOoJlee YacThIMU MPHYUHAMH ONTHOOYHOM
nuarHoctuku. bonee gem B 40 % ciydaeB ycTaHOBIEHUE
HAaCJEACTBEHHON MPUPOJIbI MOTOPHO-CEHCOPHON HEMpO-
MaTUU TPOUCXOANUT Ha MO3JHUX CTAAMIX 3a00yieBaHUS,
YTO MPUBOJINUT K HA3HAYCHUIO HEOOOCHOBAHHBIX TUATHO-
CTUYECKUX U TEPANIEBTUUYECKUX MEPOIPUATUH, a TAKKE
HakoruieHuto HMCH B oTnenbHBIX CEMBAX U yBeJHYe-
HUIO 00IIEeTo Tpy3a HACIEICTBEHHON aTOJIOTHHU B TIOITY-
naumu 2, 3,5, 6, 11, 23].

4. BuiBoabI

B 3akmoueHne HEOOXOOMMO OTMETHTb, YTO JOCTa-
TOYHO BBICOKAsl PacIpOCTPAHEHHOCTh OTAECNIBHBIX (HOpM
HMCH wu wacto mo3mHss AWATHOCTHKA, OOyCIAaBIMBAIOT
HEOOXOIMMOCTb JAIBHEHIIET0 U3yHIEeHHs SMUIEMUOIOTHI
HMCH B OTaenbHBIX TEPPUTOPUATEHO-3THIYECKUX PEru-
OHAaxX M COBEPIICHCTBOBAHMUS KOMIUIEKCA KJIMHUKO-TEHETH-
YECKUX HMCCIIEJOBAHMMN, ONTHMAIBHBIX ISl HCCIEAYEMOTO
peruona. Pannss nuarnoctika HMCH mosBomuT cBoeBpe-
MEHHO TPOBOJIUTH TEPANEBTHUCCKUE U PeadHINTAlHOHHBIC
MEPOTIPUATHS, CHOCOOCTBYIOIIME 3aMEAJICHHIO TEMIIOB
MPOrPeCcCHpOBaHMs 3a00IEBaHMS, a TAKKE MPEIyIpexIe-
HHE JAaHHOH MaTOJIOTUH B MOCIJIETYIOIINX TOKOJICHUSX.
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The choice of treatment strategy in patients with generalized periodontitis is caused by different reasons,
but the high preventive efficacy of the drugs is one of the most significant and promising sides in the evaluation
of treatment. At conducting a series of cross-sectional study was found a strong relationship between C-reactive
protein (CRP) in acute phase in serum and severity of periodontal diseases.

Aim. To define and carry out a comparative assessment of the content of C-reactive protein and cytokine
spectrum in oral fluid of patients with generalized periodontitis of I and Il severity as a result of local application
of bioflavonoid «Kvertulin-gel» and antiseptic «Holisal-gel».

Methods. Depending on the use of local drugs, patients using simple randomization were divided into two
groups: I — 30 persons whose used «Kvertulin-gely and Il — 30 persons, where «Holisal-gel» is used as applica-
tions on gums with antiseptic, antimicrobial and analgesic effects.

Results. The use of «Holisal gely» in the form of local pharmacotherapy corrected concentration of in-
dividual indicators compared with similar data in patients where used «Kvertulin-gely. Thus, the content of
y-IFN in oral fluid for patients of Il group was 12.7 %, p1> 0,05, IL-1 — 3.3 %, p1> 0.05 and TNF-0. — 8.0 %
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