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ABTOPCKWI KONJIEKTUB

3acaapckmii [lennc BiraanMupoBnd — TOKTOP MEIULIMHCKUX HayK, Mpodeccop,
npodeccop Kadeapsl nepmatoBeHeposornt @I'BOY BO «Cankr-IleTepOyprekuia
TOCYIApCTBEHHBIN TeAMATPUUCCKUIT MEOUIIMHCKUM yHMBEepCcUTEeT» MUH3IpaBa
Poccun, rnaBHBIN JgepMaTOBEHEPOJIOT M KocMeTojior Mun3sapaBa Poccun
B CeBepo-3anagHoM ¢enepaibHoM oKpyre. IloueTHbIN 4eH-KOPPECTOHAEHT
®DpaHIly3cKOro AepMaTOJIOrMYecKoro oobinecTBa M MTallbsIHCKON accouMalynu
JepMAaTOJIOTOB U BEHEPOJIOrOB, MOYETHBIN WIeH HallMOHAJbHBIX OOIIECTB MO Aep-
MaTtoBeHeposoruu Pecniyonuku benapycw, Pecnyonuku Kazaxcran, bantuiickoit
accoumanuu aepmatoBeHepoJjioroB JlatBuu, JIutBel, DcToHMM, MOCKOBCKOTrO
of01ecTBa AepMaToBeHEpoJoroB u kKocmerosioroB um. A.W. IlocnenoBa. Ynien
coBeTa AUpeKkTopoB EBporeiickoil akageMuu OepMaTOJIOTUM U BEHEPOJOIUMU OT
Poccuu (EADV) u EBporneiickoro odiiecTsa UCTOPUU A€PMaATOJOTUU U BEHEPO-
qgoruu (ESHDYV). I'maBHbIil penakTop MeXIyHAapOMHOTO HAYYHO-TIPAKTUYECKOTO
XypHana «JlepmatoBeHeposiorusi. KocmeTonorusi», HaydHbIid pelakToOp W YJieH
pPeNaKIIMOHHONW KOJUIETMM HAayYHO-TIPaKTUYECKOTO PEleH3MPyeMOro XypHasa
«BecTHUK mepMaToyioruy U BeHepoJiorun». ABTop U coaBTop OoJiee 300 HaydHBIX
pabot, B ToM uucie 17 MoHorpaduil 1 pyKoBOIACTB, 19 denepalbHbIX KIMHUYE-
CKMX peKOMeHIamuii, 8 m3o0peTeHUil B obiacTu aepMarojoruu. Jlaypear mpe-
mumn Michael Hornstein EBponeiickoil akageMun AepMaTOJOTUU U BEHEPOJIOTUU.
Jlaypeat noueTHo1 Mmenanu um. B.M. TapHoBckoro

CoimnkoB AKMAa AGIMKAXapoBU4 — JTOKTOP MEAULIMHCKUX HayK, CTapIlIuii mpe-
rmojaBaresb Kaenpbl MaToJIoTHIECKO aHATOMUHN ¢ KYpPCOM CYIeOHOM METUIIMHBI
®dI'bOY BO «Cankr-IleTepOyprckuii rocygapCTBEHHbBIN NeAUaTPUYECKUI MEIN-
LIMHCKUI yHUBepcuTeT» MuH3zapaBa Poccuu, Bpauy-aepmartosior, matroMmopdoor,
oHkoJjor. Unen EBponeiickoii akagemun nepmatosioruu n BeHeposoruu (EADV)
n EBporneiickoro obuiecta aepmartonornueckux ucciaenonanuii (ESDR). Astop
u coaBTop 0Oojiee 60 HayyHBIX paboOT, B TOM 4ucCiIe 6 M300peTeHuil B 00jacTu
JIepMaToJIOTUH, 5 Y4eOHO-METOIUYECKUX TTOCOOMi1, OMHON (peaepaibHON KIMHU-
yecKol pekoMeHaauuu, 3 MoHorpaduii u 3 pykoBonctB. HoMrMHaHT Ha mpeMuio
IIpe3unenra P® B o6sacTy HAyKU M MHHOBALMIA JUISL MOJIOABIX y4eHbIX 2018 T.
JlaypeaT nmpeMuu MOJOABIM YYEHBIM, MOJOIBIM KaHAMIAaTaM HayK BY30B M aKa-
JEMUYCCKNX WHCTUTYTOB, PACIIONOXCHHBIX Ha Tepputopuu Cankt-IleTepOypra.
Jlaypeat npemuu Michael Hornstein EBpormeiickoii akagemMuu nepMaToJIOTUU U
BEHEPOJIOTU N

OxyonkoB Buranmii AnekcanapoBud — JTOKTOP MEAUIIMHCKUX HayK, mpodeccop,
3aBenyoIrii Kadenpoil 1epMaTOBEHEPOJIOTMM U KOCMETOJOTMM MeauimHCKON
akagemuu AO «I'pyrma komnanuii “MEJICW”», Bpau-gepMaTOBEHEPOJIOT OTAEIC-
Hust «MEJICH Tlpemuym». ABtop 1 coaBrop 130 HayyHbIX cTateit, 11 meToguue-
CKUX pEKOMEHAAIMIA 1 3 M300peTeHn

Hacpipos Pycnan AoayjiaeBud — OOKTOpP MEIMIMHCKUX Hayk, Ipodeccop,
3aBenylolrii Kadeapoil MmaTojJorMyeckoil aHaTOMMU C KypcoM CyneOHON Memu-
uuHel @PI'BOY BO «Cankr-IleTepOyprckuii rocyaapCTBeHHBINA MeauaTprueCcKuin
MEIUILIMHCKUI YHUBepcuTeT» MuH3npaBa Poccuu, mpopekTop no HaydHoO#l pabo-
te. YUneH mpesmmmyma Poccuiickoro o6IecTBa MaTOJIOTOAHATOMOB, 3aMECTUTEITh
r1aBHOro penakTopa xkypHana «Ileguatp». ABTop 6ojiee 300 HaydHBIX pabOT, B TOM



bnarogapHoctu

yucje coaBTop 8 MoHorpaduii 1 pyKoBOACTB, 14 n300peTeHUt. ABTOp MOJOXKEHUS
0 COCYIMCTOM TeHe3e MH(MEKIIMOHHBIX 3a001eBaHU

PEAAKLIUOHHAS KOJINETUA

OnossinumzukoB VBan OuseroBuy — Bpau-gepMaroBeHeposior ['BY3 «JleHuH-
rpajacKuii 00JACTHOM LEHTP CHEUMATU3UPOBAHHBIX BUIOB MEAULIMHCKOMN TTOMOILLIW»

CanpikoB Acnan Mropesuuy — Bpayd-aepMaTOBEHEPOJOr MeaUIIMHCKOTO LIeHTpa
«XXI Bek»

Ckpek Cepreii BaagmciaBoBud — KaHIMIAT MEIMUIMHCKMX HayK, aCCUCTEHT
kadenpsl nepmaroeHeposorun @PI'BOY BO «CeBepo-3amagHblii TocygapcTBEH-
HBIII MeauUMHCKUI yHuBepcuteT nM. M.M. Meunuxkosa» MwuH3npaBa Poccun,
Bpay-I1epMaTOBEHEPOJIOT, OHKOJIOT

Tpemesckas AHacTacus AlleKceeBHA — Bpad-TICUXUATP, TICUXOTEPATIEBT, CITCII-
aJIMCT IO AKCTPEHHOM MCUXOJOTrMYECKOM MOMOIIM, PYKOBOAUTE/b TICUXOTEparieB-
THYecKoit ciyk0bl B CeBepo-3amagHoM pernoHe 1o JIeHUHTpaacKoi 0061acT

Yynpos Urops HukonaeBud — 1OKTOp MEIUIIMHCKUX HayK, IIpodeccop Kadeapbl
nmaronornyeckoir aHatomun PI'BOY BO «Cesepo-3amnaaHplii TocynapCcTBEeHHBII
MeInIUHCKMI yHuBepcuteT uMm. .M. MeunukoBa» Mun3npaBa Poccun

bJIATOJAPHOCTH

ABTOPBI BBIpPAXKAIOT CBOIO TTPU3HATEILHOCTh BpauaM KJITIMHUKHU KOXKHBIX 00JIe3He
®dI'BOY BO «Cankr-ITerepOyprckuii rocyIapCTBEHHBIN MTeAUaTpUIECKUA Mean-
LMHCKUM yHUBepcute™ Munsnpasa Poccuu E.C. Manbutosoit, E.C. BosbiakoBoii,
0O.K. Muneesoii, JI.H. JIpo3noBoii, komnektuBy I'bY3 «Jlenunrpanckuii obmacr-
HOM LIEHTpP CIelMaJIM3UPOBAHHBIX BUTOB MEIUIIMHCKOM ITOMOIIM» U JIMYHO 3aCIy-
keHHoMy Bpauy Poccuiickoit ®@enepanuu b.H. HukudopoBy, kanaunaty menu-
uuHckux Hayk, noueHTy FO.C. Eroposoii, O.[. Lsiranosoii, A.1O. I'ypkoBckoii,
I'.JI. Mapsexe, E.A. KampimmanoBoii, A.B. @enopuenko, O.B. T'ankunoii, JI.1. Kos-
nosoii, E.W. AnkeneBuu, a Takke KaHAWIATY MEIULIMHCKUX HayK, JOLIEHTY, Mpea-
cemaresio mpaBjieHrst MOCKOBCKOTO O0IIeCTBa IePMaTOBEHEPOJIOTOB U KOCMETOJIO-
roB uM. A.W. Ilocrenosa B.C. HoBocenony.



NPEAWCIIOBUE

Hoporne xomreru! B MemumumHe maBHO TPUHSATO PAacCMaTPHUBATH IOPAXKCHMUS
KOXM KaK OTpaxkeHHWe BHYTPEHHUX 00Jie3Hel. DTOT IIyOOKMi1 Moaxoa ObL1 chopMu-
poBaH 6oJiee Beka Hazana npodeccopom A.I. [TonoTeOHOBBIM, 1 3Ta aKTyaJabHOCTb
He udMeHmnach 10 cux nop. YueHuk Cepres [lerpoBuua borkuHa, ocHoBaTesb poc-
cuiickoit nepmarosioruu Anekceit I'epacumoBud [1o10T€OHOB TIPOIIIET TTOATOTOBKY
10 AEPMATOBEHEPOJIOTUH B JyUYIINX KInHUKax Bensl u Ilapmka, o0bequHUB 3HA-
HUS pa3HbIX LIKOJ AepMaTosoruu EBporbl, BHEC B OTE€UECTBEHHYIO 1€PMATOJOTUIO
nIen HepBr3Ma. MeXXIMCIUTUIMHAPHBIN MMOAXO0M K TTAIMeHTY, KOTOPBIi HAUMHAeT-
Cs1 C OLIEHKH €TI0 BHEIIHETO BUIA U COCTOSIHUSI KOXKHOI'O TTOKPOBa, HA CETOMHSIITHUIA
IIeHb SIBJISIETCS HamboJiee TPaMOTHBIM BeieHUeM OobHBIX. Ocoboe 3HavyeHUEe B
NMArHOCTHUKE COMATUYECKUX 3a00JIeBaHMI MMEIOT BBICHIITAHUS, JTOKAIM30BaHHbIE
Ha jguue. «/depmaronorus, — nucain A.I'. [TonoTreOHOB, — UMEET caMylO0 TECHYIO
CBSI3b C TIATOJIOTMEl BHYTPEHHUX M HEPBHBIX Oojie3Heill... be3 mpenBaputenbHON
MOJATOTOBKM I€pMAaTOJIOT B JIYUILIEM Cllydyae OyAeT TOJIbKO XKOHIJIUPOBATh y3eJKaMu,
My3bIpbKaMU, YEIIYSIMU U TIP., UTO ... B TAKOM M300MINH BCTPEUYACTCS B CIICIINATh-
HOI COBPEMEHHOM JIUTEPATYPE».

B Hamm gHM nepMaToIorus CUJIBLHO IIaTHYJIA BIIepe 10 CPAaBHEHUIO C IPYTUMU
MEIMLIMHCKUMHK HAIlpaBJICHUSIMH, ¥ BO MHOTOM OJjaromapsi HallluM 3apyOeKHBIM
KosuteraMm u3 EBporbl 1 AMepuku, rae ceifuac JOMUHUPYET AoKa3aTeJbHas MeIu-
nuHa. MTak, B mokasarenpHOI MenuiinHe (B EBporie 1 AMeprKe) HUKaK HE CBSI3bI-
BalOT 3a00JieBaHUS KOXHU ¢ 00JE3HSIMU BHYTPEHHUX OpPraHoB (Harpumep, racTpu-
TOM, SI3BO¥I KeaynKa, rermatutamu A, B, C, nucbakrepmosom u ap.). HecomHeHHO,
eCTh 3a00JIeBaHMSI KOXM, KOTOPbIe BOZHMKAIOT BCJICACTBUE 0O0JIe3HE BHYTPEHHUX

H3h EAHHUEN

lps A I NOADTEBHOBA

Ak

Tunyoxn I u 1L

05 1 1alapasns uepana. & U [HETAELE B Tosert.

Mpodeccop Anekcein Mepacumosud Mono-
Te6HOB (25 aHBaps 1838 r. — 31 gekabps
1907 r.)

TuTynbHas cTpaHuua KHurm «[epmartono-
TNYECKNe UCCNejoBaHNs U3 KIMHUKN JOK-
Topa A.l'. MonoTe6HoBa» (1886-1887)



[peamncnosue n

OpraHoOB, HO OHU MPOSIBJISIIOTCS JIMIIb HA TIO3AHUX CTaJAMSIX OCHOBHOIO 3aboJie-
BaHUs (MpUMeEpaMu MOTYT CIYXXWUTb Tpodudeckas si3Ba, nuadbeThyeckas CTora,
KOJIbLIEBUIHAS TpaHyJIeMa, JIUTIOUTHBI HEKpOoOHO03 TP caXapHOM nuabeTe, reprie-
TUGhOPMHBIN AepMaTUT JfoprHTa TIpyu LIeJMakKuu 1 T.1.). Ecin u3BeCTHBIN yueHbIN
A.T. IlonoTeO6HOB mocie oOyueHUs B EBpore mpuien K MHEHUIO O B3aUMOCBSI3U
KOXHBIX O0JIe3Hel 1 3a00JieBaHUIl BHYTPEHHUX OPraHOB, TO CAMU €BPOIIEHIIbI YXKe
JTABHO TIOMEHSIV CBOU U1V OTHOCUTELHO 3TOM CBSI3M B CTOPOHY JI0KA3aTEIbHOM,
HMKAaK He CBSI3AHHOI C BHYTPEHHUMU OpraHaMU MEIULIMHBbI.

Haneemcs, 4To Hal Tpyn MOMOXET BpayaM OCMBICIUTDL BOTIPOCHI T0KA3aTesIb-
HOW MEIWIIMHBI, TaK KaK BCEM W3BECTHO, YTO KOXa SIBJISIETCSI CaMbIM OOJIBIIM
MMMYHHBIM OPTaHOM U MOXET 00JIeTh U BbI3IOPABIMBATL CaMa.

Kputepuii ICTUHBI €CThb MTPAKTUKA, 1 HUUYTO TaK He yoexaaeT, Kak COOCTBEHHBII
OIBIT!
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TOProBOE€ HAMMEHOBAHNUE JIEKAPCTBEHHOTO TTperapara
JIEKapCTBEHHOE CPEICTBO, HE 3aperucTpupoBaHHoe B PD

aIpeHOKOPTUKOTPOIHBIN TOPMOH
AHTMOTEH3WH-TIpeBpalalonnii (hepMeHT
aneHo3uHTpudocdar

BUPYC UMMYyHOAe(DUIIMTA YeJIOBeKa

rpaHyjieMa KOJIbIEBUIHAS
NIe30KCMPUOOHYKIEMHOBAsI KUCI0Ta
SKEJTYIOUYHO-KHUIICYHBIA TPAKT

UHTEPJICUKUH

MexnyHaponHas cTaTUCTAYECKas Kiaccudukauus 6ojie3Hel U Mpo-
6yieM, CBSI3aHHBIX CO 3I0POBbEM, X MEPECMOTpPa
HECTEPOUIHBIA MPOTUBOBOCIIAIUTEIbHBIN MpenapaT
PUOOHYKJIEMHOBAsI KMUCJIOTa

CHCTeMHasl KpacHasl BoJlYaHKa

CKOPOCTb OCEIaHUsT SPUTPOIIUTOB
yIBTpapUOJIETOBBIC JTYIr

yabTpauOoNeTOBbIC JIyUu TUMA A
yabTpadurosieToBblie Tydu TUumna B
yiIbTpaduoseToBoe 00IyYeHe

(bakTOp HEKPO3a OMyXOJIH O,

LICHTpaJIbHasI HEpBHAs cUCTeMa

KaJbLMHO3, CUHIPOM PeiiHO, HapylleHue MepUCTaIbTUKUA ITHUILEeBO-
Jla, CKJIepoJaKTWIus, TeneaHruskrazuu (calcinosis, Raynauld’s phe-
nomen, esophageal dysmotility, sclerderactyly, telangiectasias)
JIEMKOLMTApHbIE aHTUTEHBI IJIABHOTO KOMILIEKCA TMCTOCOBMECTUMO-
cTu yesoBeka (0T aHm1. human leukocyte antigens)

MMMYHOIJIOOYIUH (OT aHIJI. immunoglobulin)

ITHEBMOHMSI, OpraHOMETaJINsI, SHIOKPUHOIIATHSI, M-TIPOTEMH U M3Me-
HeHus Koxu (polyneuropathy, organomegaly, endocrinopathy, myelo-
ma protein and skin changes)



[nasa 1

W3MEHEHUA KOXW MPU 3AbOJIEBAHUAX
BHYTPEHHUX OPTAHOB

Koxxnbie 60J1e3HN HEe eCTh MOX, 00pacTalolINii TPaHUT.
A. I. [loaomebnos

3abojieBaHUsS] BHYTPEHHMX OPIraHOB MOTYT OBITh IIPUYMHON pPa3IMYHBIX
Hecreu@pUUECKMX M B OIpPEACNICHHONM CTelneHM creuubprIecKux M3MeHEHUI
koxu. K HecrieunduueckuM n3aMeHEHUSIM OTHOCSTCSI 3y, CYXOCTh, TPUOOPETECH-
HbII MXTUO3, HAPYILIEHUS] TUTMEHTALIMU, KeITyXa, JUCTPOMDUU HOTTEeM, Bblaae-
HIE BOJIOC W Ap. DT M3MEHEHUS KOXM, KaK IIPaBUJI0, pa3BUBAIOTCS TP CePhe3-
HBIX 3a00JIeBaHUSIX BHYTPEHHUX OPTAaHOB, HO MHOTIA NX MOXHO MCIIOIb30BaTh JJIST
paHHe# TMarHOCTUKM HAvyaJIbHBIX CTAAW UM CKPBITO MPOTEKAIOIIeH MaToJOrMu
BHYTpeHHUX opraHoB. Crenubuieckue M3MEHEHUSI BCTPEUAIOTCsI 3HAYMTEIbHO
pexe, HO UMEIOT OOJIBIIIOE TMArHOCTUYECKOE 3HAUYCHUE B KaXXIOM KOHKPETHOM
ciayyae. OOclegoBaHKMe KOXU y IALMEHTOB C CHUCTEMHBIMU 3a00JIeBAHUSIMU
SIBJISIETCSI CTOJIb XK€ HEOOXOMMMBIM, KaK U IOJHOe (pU3MKaJbHOE 00CIeIOBaHUE
IIepMaTOJOTMICCKUX OOIBHBIX. [lepMaToIorndecKue IMIpu3HakKl MOTYT OBITh CITell-
MOUIHBIMHA JUIST TOTO WJIM MHOTO 3a00JieBaHUs BHYTPEHHUX OPraHOB M TaKWM
00pa3oM MMEIOT OTMAarHOCTUYECKOe 3HauyeHue, JUOO0 SIBISIOTCS paHHUM WHIM-
KaToOpoM, YyKa3bIBalOIIMM Ha BO3MOXHOCTb ITOPaXeHMWsS BHYTPEHHUX OPraHOB.
B HEOTJIOKHBIX CUTYyaLMSIX, TAKUX KAK KPOBOTEYEHME WIM OCTpast ablOMUHAIbHAS
00J1b, KOXXHbIE CUMIITOMBI MOTYT IIOMOYb B IIPUHSITUU PELLIEHUsI O HEOOXOAUMOCTH
OIIEPATUBHOTO JIeUeHHUsI. B HEKOTOPBIX XpOHUIECKUX CIIyIasaX KOXKHBIC CHMIITOMBI
MOTYT OBITh pAHHUM WHINKATOPOM CKPBITBIX 3a00JIeBAaHNIT BHYTPEHHUX OPraHOB,
HarnpuMep paka (Tak Ha3blBaeMble ITapaHeoIlJIaCTUUeCKHe JepMaTo3bl). MHorue
XPOHUYECKHUE IePMAaTO3bI SIBJISIOTCS ITOJUTEHHBIMK 3a00JIeBAHUSIMU M CTAHOBSTCS
KJIMHUYECKU BBIPAXKEHHBIMU (IEPEXOOSIT M3 IeHOTUIIMYECKON cTaguu B (heHO-
TUIIMYECKYIO) IO BAMSHUEM pPa3JIMYHBIX BHEIIHUX M BHYTPEHHMX (haKTOPOB,
CcpeIn KOTOPEIX OTpeaeIeHHYIO POJIb NTPAIOT CUCTEMHEBIC 3a00JIeBaHUSI BHYTPCH-
HUX opraHoB. Cpenu BHYTPEHHUX (PAKTOPOB BaKHYIO POJIb UTPAIOT 3a00JIEBAHUS
XeaynpouHo-kuiieyHoro Tpakta (KKT), cBoeBpeMeHHOE BBISIBIEHUE KOTOPBIX
UMeeT O0JIbIIoe 3HaYSHME JIJI MAaTOTeHETUYECKOT0, a MHOIA U 3TUOJIOTUYECKOTO
JIEYEHUsI 1epMaTO30B.

W3MEHEHWA KOXW NPW HAPYLLEHWW NUTAHUA

[Mutanue — mpoliecc MOCTYIIEHUS, TTIePEBAPUBAHUS U YCBOCHUSI B OpPraHu3Me
BEILIECTB, HEOOXOAUMBIX JIJISI TIOKPBITUSI €T0 IHEPTETUYECKUX TPAT, MOCTPOCHUS U
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OOHOBJIEHUSI TKaHEel U peryiasiiuu yHKIM opraHu3ma. [luratenbHbie BelecTBa
(CMH. HYTPUEHTBI) — OpraHMYeCKHe M HEOpPraHUMYeCKHe BEIIeCTBAa, BXOISIINE B
COCTaB MUIIEBBIX TTPOIYKTOB 1 MCIIOJIb3yeMble OPTaHU3MOM YeJIOBeKa /ISl odecte-
YEHUSI CBOCH IESITEIbHOCTH.

ITuraTenbHBIe BellecTBa MTOAPA3ICISIIOT HAa MUKPOHYTPUEHTHI U MAaKPOHYTPU -
eHThl. MUKpPOHYTpHEHTAMMU SIBIISIIOTCS OCJIKM, SKUPHI, YTJICBOIBI, a TaKKe HATPUI,
KaJpllii, Kanuii, mapraHeiu, ¢docdop, cepa. MUKPOHYTPUEHTH IPEACTABIISIIOT
c000ii TIPUCYTCTBYIOILME B MUIIE MUKPOSJIEMEHTHI Maccoi oT nX10~2 go nx107?
1 MEeHbIIe (keae30, MOJTMONEH, MarHuii, IMHK, XJIOp, MeIb U 1p.), PeryIsipHOe
MOCTYIUIEHNE KOTOPBIX B OPTaHM3M C BOJOM /MM IUILIeil HEOOXOAMMO ISl TTOM-
JIepXKaHWs HOPMaJbHOM KM3HEIeATeIbHOCTH opraHu3Ma. OHU BXOISIT B COCTaB
¢depMEeHTOB, BATAMUHOB, TOPMOHOB U APYTrUX OMOJIOrMYEeCKN aKTUBHBIX BEILIECTB.
ITpaBuiibHOE NMUTaHUE BKJIIOYAET COAJIAHCHUPOBAHHOE ITOTPEOJIEeHME OCHOBHBIX
MUIIEBBIX MaKPOHYTPUEHTOB B COYCTAHUM C HEOOXOOMMBIMU IMMTATEIBHBIMU
MUKPOHYTpUeHTaMu. KiMHM4YecKre MposiBieHWsT 00JIE3HH, CBSI3aHHOI ¢ Hapylle-
HUEM TIMTaHUs, Yallle BCErO MOSBISIOTCS TpH Ie(UILINTE MUTATSIbHBIX BEIIECTB,
pexe — BCJEICTBUE HapyLIeHUsI HEOOXOAMMOIO OajlaHCa MeXIy pa3IMYHbIMU
MUTATEJIBHBIMY BEIIeCTBAMU, MHOTIA — C W30BITOYHBIM UX ITOTPEOJICHUEM.

HenocraTouHoe nmocTyrjieHre B OpraH1u3M HeOOXOAUMbIX IIMTATeIbHbIX BEIIECTB
yalle BCero OBIBAeT CBSI3aHO C IOJIOJaHUEM, aJKOIOJM3MOM M YIIOTpeOJIeHHEM B
MUIIY OPYTUX BPEOIHBIX cyOCTaHUMIT. B Tpyrmy prcka BXOOAT OO C Pa3IMIHBI-
MM HapylIeHUSIMM IUTAHMS, HEOOBIYHBIMU AMETUYECKUMU IPUCTPACTUSIMU WU
HaXoJsIIMecsT Ha MapeHTepaIbHOM MUTaHWU. [urepkaTaboImiyecKre COCTOSTHUS,
Takue Kak pak, BUpyc mMMyHoaeduiurta yenoBeka (BMY), GonesHu meyeHu u
MOYEK M HEKOTOPBIC Ipyrre OOJe3HEHHBIE COCTOSIHUSI, HAIIpUMep KapLUMHOMITHBIA
CUHIPOM, MOTYT OBITh IIPUINHON Ie(UIIUTOB MUTATEIBHBIX BEIIECTB, HECMOTPS Ha
OYEBUIHOE HOpPMaJbHOE ITOTPeOIeHUE MUIIU. BhIpakeHHBIN Ae(UIIUT ITUTATETb-
HBIX BEIIECTB MOKET pa3BUBAThCS ITPU MaJIbaOCOPOIINH, BBI3BIBAEMOIT pBOTOI, THa-
peeit, 3a0oneBaHusgMu KKT, TakuMu Kak KHUCTO3HBIM (PUOPO3, BOCTIaIUTEIbHAS
00JIe3Hb KUIIIEYHNKA, LIEJTMAKHs, a TAKKE TTOCIe XKeJTyI0UYHO-KUIIIEUHBIX XUPYPTH-
YeCKUX BMeIIATeIbCTB. HopMalibHOE yCBOEGHME MUTATEIbHBIX BEILIECTB MOXKET ObITh
HapyIIeHO 3a CUET COITyTCTBYIOIIMX FeHETUYECKMX 3a00JIeBaHUT OOMeHa BEIIECTB,
nedeKkToB (PepMEHTHBIX CUCTEM, OOJIC3HM TICYCHN U TTOOOUYHBIX 3((HEKTOB JIeKap-
CTBEHHBIX IIpernapaToB. HekoTopbie mpernapaTtbl MOTYT HapyllaThb YCBOCHUE ITUTa-
TEJIbHBIX BellleCcTB. [1oBBIIEHHAS MOTPEOHOCTh B HYTPUEHTAX MOKET BO3ZHUKATH B
IepUOAbl BHE3AIMTHOTO YBEJIMUEHUSI MACCHI Tejla, HAIIpUMEp IIpY YCUJIIEHHOM POCTe
WX BBI3IOPOBICHUH OT 00JIe3HU. DTU (haKTOPHI MOTYT IIPUBOAUTH K OTHOCUTEh-
HBIM Ae(pUIMTaM, 9TO, HaIlpuMep, HAOMIOAAeTCA Y MalleHTOB, JINTEIFHO HAXO-
ISIIMXCSI HAa MapeHTEePaJIbHOM IMUTAHUM, Y KOTOPBIX MOXKET BO3HUKATH Ne(PUIIMT
IIMHKA WJIW CeJieHa.

CHUHIpPOMBI U30BLITOYHOTO MUTAHUSI OOBIYHO Pa3BUBAIOTCS TIPU HapyIIEHUU
IUETHI WA ITPOTEHHOTO MOBHIIICHHOTO IMPUeMa MUTATEIbHBIX BEIIECTB. Y Tallu-
€HTOB C PUCKOM BO3HUKHOBEHHUS Ae(UIMTA OTHOTO ITUTATEIbHOIO areHTa MOIYT
OJIHOBPEMEHHO MOABIIATBLCS IPYTHUE COYETAHHBIE NEDUIIMTHI.

OOcnenoBaHNe TAIMEHTA C MOJO3PEHUEM Ha HEIOCTATOYHOE IMUTAHUE JOJIK-
HO HayMHAThCS C aHaMHe3a 3a0oJieBaHUs: OCOOCHHOCTH OUETHI, YIOTpeOJeHue
aJIKOTOJIsI, TIPUEM JIEKapCTBEHHBIX MpernaparoB, TiepeHeCeHHbIe 0OJIe3HN, HATMIue
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ceMeliHbIX 3a00sieBaHui. [1pu poBeaeHM TTOJHOTO (GU3MKATIBLHOTO 00CIeI0BaAHUS
cJieyeT BBITIOJTHUTD TIIATeJIbHOE MCCIIeNOBaHUE KOXH, 0c0O00e BHUMaHUE HYKHO
00paTUTh Ha COCTOSTHUE BOJIOC, HOTTEH M CAMBUCTBIX 000JI04eK. B OGONBIIMHCTBE
cJlyyaeB KOXHbIE CUMIITOMbI HEIOCTATOYHOTO MUTAHUSI Pa3HOOOpPa3HbI, HECTIeIU-
(buuHbl U OOYCIOBIEHB KOMOWHUPOBAHHBIM AC(UIIMTOM PA3JTUYHBIX BEIIECTB;
WHOTIA MMEIOTCS OTHOCUTENIIBHO M30JUPOBaHHbIE A€(PULUTHI TOTO WM HHOTO
MUTATEeJIbHOTO BellecTBa (MUKPOSJIEMEHTa, BUTAMUHA U T.M.), YTO MOXKET OBITH
CBSI3aHO C HapyllleHWeM abcopOLUM UM MeTabou3Ma B CBA3M (DEPMEHTHBIMU WK
reHeTUYeCKUMU (haKkTopamu.

[lepmatonoru4eckue cUMNTOMbI 60Nne3Hu
He,0CTaTOYHOr0 NUTaHMA

WM3MeHeHus Bosoc:

ajorrenus (puc. 1.1):

— TOJIOJAaHUE Y B3POCIIBIX JIIONEH;

— aHOpEKCHUs;

— nedUIuT OMOTUHA;

— Oynaumusi;

— IeUIIUT He3aMECHUMBIX KUPHBIX KHCIIOT;
neduIuT XKeesa;

— Mapasm;

— MHTOKCHUKALIMS CEJICHOM;

— MHTOKCHMKAlIMSI BATAMUHOM A

— ButamMuH D-pe3uctenTHbIi paxuT I Tuna;
HU3MEHEHHE CTePKHS BOJIOCa:

— IeUIUT MeIn;

— nedunur ButamuHa C;

M3MEHEHHE 1[BEeTa BOJIOC:

— KBaIIXOPKODP;

— neduIUT MapraHia;

Puc. 1.1. Anoneuus. Ouddy3Hoe BbinafeHe BONOC Ha BCEX 30HAaX BONOCWUCTOI 4aCTy rooBbI



— neUIUT ceyieHa;

— MHTOKCHUKALIWS CEJICHOM;

— ngeduuut ButamuHa B,
DommuKyIgpHBI THTIEpKepaTo3 (puc. 1.2):

. )IC(I)I/IL[I/IT HE3aMCHUMBIX )KUPHBIX KHMCJIOT,
e TOJIOJAHUCEC,

o Te(ULINT BUTAMUHA A,
o eULIMT KOMIUIEKCAa BUTAMMHOB IpYIIbI B;

[nasa 1. iameHeHNs KoXu npu 3a60/1eBAHNAX BHYTPEHHNUX OpraHoB

Puc. 1.2. ®onnukynsapHblil runepkeparo3. OonnukynapHble nanynbl, NOKPbITbIE POrOBbIMU YeLLynKamu

B 06/1aCTW nneya

Puc. 1.3. I3MeHeHne HOrTeld: MeNaHoOHMXMS 1 OHUX0AUCTPOdus Y pebeHka
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o nepuuuT BuTamMuHa C;
 neduunT BuTamMuHa E.
H3meHeHus Horreit (puc. 1.3):
o QaHOPEKCHUSI;

o KBALINOPKOP;

o IeULUT cesieHa;

o MHTOKCHUKAIIUS CEICHOM,;

o MHTOKCUKALIMSI BUTAMUHOM A.
KoXHbIe CUMITTOMBI:

o Ne(ULINT OMOTUHA;
 KBaIlIMOPKOP;

» MapasMm;

o NepULUT BUTAMUHA A;

o MHTOKCHUKAIIVSI BUTAMUHOM A.
* KCEpOo3.

I'mmormurmenTanus (puc. 1.4):
o Ne(ULINT OMOTUHA;

o NepULUT MEU;
 KBaIlIMOPKOP.
I'unepnurmenranus (puc. 1.5):
o KAPOTUHEMUST,

» U30BITOYHBII IIPUEM XKeje3a;
 KBAIlIMOPKOP;

* JINKOIICHEMMST,

« nedbuuuT BUTaMHUHA B,.

Puc. 1.4. TunonurmenTauns. KpynHble o4aru runonurmeHTaunm B 0611acT HUKHEN 4acTi CrvHbl
M NOACHNLbI
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Puc. 1.5. Tunepnurmentaums. Oyaru runepnurmMeHTaLMm B aHOreHUTANbHOM 06MacTh U HA 6OMbLINX
MOJOBbIX ry6ax ¢ 3aX040M Ha CNU3UCTYHO 060104KY BYIbBbI

Puc. 1.6. CeGopeiHblit aepMaTuT. PUTEMATOCKBAMO3HbIE 04Yari BbIChINAHWA Ha KPbINbSX HOCA,
B 06/1aCTV YCOB, Ha LUeKax



113MeHeHNs KO NPY HapyLLEHUN MATAHWS

Jlepmatur:
« cebopeitHblii gepMatut (puc. 1.6):
— neUIUT TUPUIOKCUHA;
— Jneduuurt pudodaaBuHa;
« iepuopudULIUaIbHbIN AepMaTtut (puc. 1.7):
— JIeULUT OMOTHHA;
— nepUIUT He3aMEHUMBIX KUPHBIX KUCJIOT;
— JIe(ULUT LIUHKA;
o aKpaJbHBIN AEPMATUT: TeUITUT IINHKA;
o (boTomepMaTUT; Ae(PULIUT HUALIMHA;
o IPYTHE NePMaTUThI:
— nedumur domara;
— Je(ULMT MapraHia.
IMypnypa (puc. 1.8):
o nepuuuT BuTamMuHa C;
o neurmt BuTammHa K.

Puc. 1.7. TepuopucpnumansHblil gepmatut. MHOXECTBEHHbIE nanysibl, 3pUTEMATOCKBAMO3HbIE NATHA
B 06/12CTN HOCOTY6HOr0 TPeyrosibHI1Ka

Puc. 1.8. Mypnypa beiitmaHa. MoHeTOBMAHOE reMopparm4eckoe NATHO TeMHO-60PA0BOr0 LiBETa B 06/1a-
CTV npegneybs
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WM3meHeHus opajbHOI U TTepuopaibHOM 00acTeii:
o OyJIMMMST HEpBHa,

o KBallIMOPKOD;

o nepunuT pudbodaaBuHa;

o NUHTOKCUKALIUA CEJIEHOM,;
 1eduuuT BUTaMUHA B;

o MHTOKCHUKAIINSI BATAMUHOM A;

o 1eULUT BUTaMKUHa B ,;

o necuunT BUTamMuHa C;

o IeULIUT LIMHKA.
OdTanbMoJOrn4ecKre OCI0XKHEHUS:
o TeULINT OMOTHHA;

o NeuUT BUTAaMUHA A;

o necuumT BuTamuHa C.

benkoBo-3HepreTMyeckas He0CTaTOYHOCTb NUTAHUA

BenkoBo-3HepreTmyeckas HeIOCTATOYHOCTh MUTAHMA (protein-energy malnutri-
tion, PEM) — Goie3HeHHOE COCTOSHME, OOYCIOBJIEHHOE HETOCTATKOM ITHMIIEBBIX
BELLIECTB WM KAaJTOPUHUHOCTU nMuTaHus. KinHudyeckue nposiBIeHUsI 3TOr0 COCTOSI-
HUS 3aBUCSIT OT CTEIIEHHN OEJIKOBOI U KAJIOPUITHOM HEIOCTATOIHOCTU (aIMMEHTap-
Hasg IUCTpodUs Pa3IMIHON CTEIICHH, KBAIlTMOPKOP, Mapa3M).

benkoBo-aHepreTuyeckasi HEIOCTAaTOYHOCTb MUTAHUS MOXKET BO3HUKATb Y
B3pPOCJIBbIX JIIOAEW, CTpadalolIUX TSIKEJbIMA CUCTEMHBIMU 3a00JIeBaHUSIMU, HEKO-
TOPBIMM PACCTPOMCTBAMM ITMTAHMSI, TAKMMU KaK HEpPBHAsI aHOPEKCHSI, a TaAKKe Y
MalMEeHTOB MIPEKJIOHHOIO U cTapyecKoro Bo3pacra. OHa onucaHa y 25—50% B3poc-
JIBIX JIIOJIEH, TIOJIydalolMX AUaiu3; Y NalMeHTOB, MOABEPTIIMXCS OapuaTpuieCcKoi
xupypruu (bariatrics — 00J1acTh MEIUIIMHEI, 3aHUMAOIIASICS Pa3pabOTKOI METOIOB
NpOGWIAKTUKA U JICUCHUST OXUpeHUs ). M3MeHeHUsT KOXM Y B3POCIBIX TTaIlieH-
TOB ¢ OEJTKOBO-3HEPTETUUECKON HEAOCTATOUHOCTBIO IMMUTAHUS OOBIYHO BBIPAKCHBI
¢71a00 1 HeceIn(UIHEI, Yallle BRISIBIISIIOTCS KCEPO3 WU IIPUOOPETEHHBIN UXTHO3,
TUTIEPIIUTMEHTALINS KOXU JINIA, peXe — IUCTPOMUIeCKIe N3MEHEHMS 1 BHITIAJIC-
HHE BOJIOC.

Mapasm anmuMeHTapHblii — TsKenass (popma anumeHTapHoi auctpoduu. [Mpu-
YUHOI SIBJSIETCS TSKeaash M IJIMTeabHasl 0eJIKOBO-KaJlopuiiHass HEAOCTaTOYHOCTh
BciencTBue rooganus. [Ipeapacmonararommum ¢hakKTOpOM CITYKUT Te(ULINT IIMTHKA.
Mapasm yanie BCEro pa3BMBAeTCs Yy TOJIONAIOLIMX AETEM U TIXKEI0 OONEIoNrX
B3pOCJIBIX JIFONEH; XapaKTepu3yeTcs 3alepKKOi (PU3NIEeCKOro pa3BUTHUS, HapyIIe-
HUSMH TTATMEHTALIMU KOXKHU, KUIIIEYHOTO BCACBIBAHUS M TICUXUYECKIMU PacCTPOii-
crBaMy. Mapa3M B TUMIMUYHBIX CJIydyasiX pa3BUBaeTCs y JeTei mMiajalie OJHOro rojia.
Koxa y aTux maumeHToB cyxas, TOHKasl, Bsljlasi, MOPILIMHUCTAS; BCJAEACTBUE OTCYT-
CTBUSI MOJAKOXHOM XKUPOBOW KJIETYATKU YEJTOBEK BBITJISAUT UCTOIIEHHBIM. Bonockl
pacTyT MemJIeHHO, OHU TOHKME, HEXHbIE, JIETKO JOMAlOTCS U BBIAEPTrUBAIOTCS,
OBICTPO BO3HUKAET ayonelnnsi. Hortu aucrpoduyHbie, MONepeIHO UCUYepUYCHHBIC.
Wcue3HoBeHrEe MOAKOXHOIO XXUpa Ha JMIE AeJaeT JIMLO pPeOeHKa CTapueCcKUM,
MIPUOOPETAIOIINM CXOACTBO C MOPIOil 00e3bssHBI (monkey face). MHorma mosiBisi-
FOTCSI SI3BBI KOXU.
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Ksammopkop (kwashiorkor Ha sI3bIKe KOpeHHOro HacejneHusi ['aHbl O3HauaeT
«30JIOTOM MaJIbUMK», WJIM «KPAaCHBII MaJIbuMK») — CHHAPOM HapyIICHUS TTHATa-
HUSI, UMEIOIINI XapaKTepHbIe KOXHBIE M3MEHEHUsI, OOYCIIOBJICHHBIC TSDKEIbIM
OCTKOBBIM TOJIOHAHWEM TIPH OTHOCUTEJBHOM YBEJIMYEHWHU TTOTPEOICHUST YIJIEBO-
n0B. CUMITOMBI KBalllMOPKOpa BO3HMKAIOT B BO3pacTe Mexmy 6 Mec ¥ 5 romaMu.
I'nmaBHBIE NTpU3HAKKM — 3alepXKKa (pU3NIECKOro ¥ YMCTBEHHOTO pa3BUTHS peOeHKa,
OTEKM W MBIIIeYHAs cIa00CTh. 3aboieBaHNE HAUMHAETCSI MOCTeTIeHHO. PebeHOK
TepsieT AaIlleTUT, CTAHOBUTCSI allaTMYHBIM, MajoNoOABMKHbIM. OTeKM BHaydale
TTOSIBIISTIIOTCS HA THIJTBHOM ITOBEPXHOCTH CTOIT, 3aTEM PACIIPOCTPAHSIOTCST Ha TOJICHb,
Oenpa, Aroguibl. B TSOKeIbIX CilydasiX OTEKM CTAHOBSITCSI I'€Hepall30BaHHBIMU.
B KpyInHBIX CKJIagKaxX M Ha Illee BO3HMKAIOT YYacTKM JenurmeHTanuu. Hapsmy c
IeTUTrMeHTalnell HaOMomaeTcsl TUIIePITMIMEHTAIIUST KOXN ¢ HEpOBHBIMM KOHTY-
paMM, KOTOpbIE pacIoyiaraloTcsi MPeuMyIleCTBEHHO B MecTax HaBjieHus. Bomochl
CyXHue M TYCKJIbIE, MOTYT CTaHOBUThCS KopmuHeBbIMU. Kozka BHauaje KpacHas, a
3aTeM MypIypHas WIM KOPUYHEBAaTO-KpacHasl, OTMeYaeTcsl BbIpaxkeHHast 3Kcho-
Jmanms. Jlerkue ciydan KBalllMOPKOpa y MAllEHTOB CTapUYeCKOro BO3pacTa MMEIOT
MPU3HAKK IPUOOPETEHHOIO UXTUO3A.

MAJIbABCOPBLIUA

Manbadcop0onus sIBJIsIeTCS] OCHOBHOI IMMPUYMHON HEAOCTaATOYHOTO TOCTYIUICHUS
B OpPTraHW3M THUTATEIbHBIX BEIIECTB, COUETAIOIETOCS C TTOBBIINIEHHON KCKpelnei
KUPOB ¢ hekanusiMu (cTeaTopeeit). ManbabcopO1IMsi MOXET MPUBOAUTD K pa3ainy-
HOM CTeTIeHW HeI0CTaTOYHOCTU OEJTKOB, MMHEPAJIIOB, MUKPO3JIEMEHTOB, KUPOpaC-
TBOPUMBIX BUTAMUHOB, YIJIEBOJOPOAOB U BoAbl. BaxkHoii mpuumnHoii Maababcopo-
LIMU SIBJIIETCS IuUapes, KOTopask MOXeT BO3HUKATh MPU Pa3IMYHBIX COYETaHHBIX
3a00JI€BaHUSIX, XapaKTEPU3YIOLINXCS MTOPaXKEHUEM BHYTPEHHMX OPraHOB U KOXKMU:
AHTMOHEBPOTUYECKUIA OTEK, KAPLMHOMI, MAaCTOLIMTO3, TJIIOKarOHOMa, ITaHKPEaTuT,
pak KMIIIEYHWKA, SI3BEHHBIM KOJUT 1 6osie3Hb KpoHa. B aTux ciryyasix BeI3BaHHAsI
3a00JIeBaHUSIMU BHYTPEHHMX OpPraHOB MajbaOCOPOLIMS MOXKET OBbITb MPUYMHON
Pa3IMYHBIX HeCIeM(PUIecKnX U3MEHEHUI KOXM, TaKUX KakK 3y, CyXOCTb, TIPH-
OOpeTeHHbIII UXTHO3, HAPYLICHUS MUIMEHTALMM, XEJITyXa, AUCTpOoUM HOITEi,
BBITIaJICHUE BOJIOC U JIp.

OcHoBHbIe npuauHbl MaTbabcopobimu (Owens S.R., 2007):
XeJaTHhIE CYOCTaHLIMM B Kejayake: (puTaTbl (COJIM MUOMHO3UTONTEKCcadoCc-
¢dopHOI MM PUTMHOBOI KMCIIOTHI);
HEIOoCTaTOYHAsl aKTUBHOCThH IMUILEBAPUTEIbHBIX (DEPMEHTOB: OOJIE3HU MOM-
JKEJTYIOYHOM XeJie3bl (ITaHKPeaTUT, MyKOBUCIIMIO03);
¢opmupoBaHue AeheKTHBIX MULIEIT (HOBOJIAT. micella, yMEHBITUTETHLHOE OT
JIaT. mica — KpouIKa, KPyIMHKa);
00CTPYKTHBHAS XKeJTyXa, IIMPPO3 TIEUCHU;
JINCOAKTEePUO3;
pe3exIus Keaynka (HeaocTaTouHast CEeKpelrsi COJSTHON KUCIIOTHI);
CHHPOM CJIENON NeTIN (CTPUKTYPbL, XMPYPruyecKue ciellble MeTIN, CKIEPO-
nepMus, TnabeTIecKast SHTePOIaTus );
KUIIEYHbIN pedioke (kuiredHasi huctyia, 3HaYUTENbHAS PE3eKIUS YacTh
TOHKOM KUIIIKHU);
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araMMarjo0yJIMHEeMUsI;

nedekTHast hepMeHTHAsI WJIM MOTOpHasi QYHKIIMS KUILIEYHUKA:
— IedUnuT Tucaxapumassl;

— LIeTaKus;

— DHTEPOIaTUIECKUI aKpOoAepPMATUT (Ie(PUIIUT LIMHKA);

— mesuiarpa (060Je3Hb XapTHYMa);

HapylleHUe BcachblBaHUSI:

— pe3eKlusl KMIIeYHUKA U orepaiys 00X0IHON KUILKM;

— Oosie3nb KpoHa;

— TNEPHUIIMO3HAsT aHEMMUS,;

¢ B3aMMOCBS$I3b C JIMM(PaTUUECKOI CUCTEMOM KUIIIEYHUKA:

— nuMdaHTUdKTa3us;

— TyOepKyJe3HbIi ME3eHTEepUaIbHbINA aJeHUT;

— 0ose3Hb XOIKKMHA;

HealeKBaTHBIC TPAHCITOPTHBIC MEXaHU3MBI KPOBU: a0CTaTUTIOTIPOTEMHEMUST;

* pyTHuc:

— Y3eJIKOBBIM MOJIMAPTEPUNT;

— KpacHasl BOJTYaHKa;

— aMUJIOWI03;

— MacTOLMTO3;

— caxapHbIii 1uabeT;

— cuapoM 30JTHHTepa—DJUTMCOHA;
— DHTEPOIIaTHs SKCCYNaTUBHAS;
— TUNEPTUPEO3;

— TUMNOTUPEO3;

— cunapoM Kponkariita—KaHanbl;
— JIepMaToreHHast SHTEepPOITaTHsI.

Koxnble W3MeHeHHs], 00yCJIOBJIE€HHbIe Majabadcopomueii. KoxxHbie mM3MEHEHMS,
BBI3bIBacMbIC MaJIbabCOPOIIMEil, MOTYT OBITh HeCIEIM(MDUICCKUMU, SIBJISTIOLIMMUCS
cJIeICTBUEM UCTOLIEHUS WIIM OOIIIEro 3a00JIeBaHusl, U crielu(PUIeCKMMU, 0O0YCI0B-
JICHHBIMU Je(MUIIMTOM HEKOTOPBhIX BUTAMMHOB WM MMHEPAOB, HANpUMEpP IpU
neduurTe IIMHKA WK BUTaMUHA A.

« Hecrremmdpnueckme KoxXKHBIe U3MEHEHUS:

— M3MCEHEHMS KauyeCTBa KOXU,

— HapylIeHNEe TeKCTYPHI 1 3JIACTUMHOCTU KOXKU;

— M3MEHEHMSI KayecTBa U pocTa BOJIOC;

— IUcTpoUur HOITEH;

— 3yn;

— TIPUOOPETEHHBIN UXTHO3;

— HapyIICHUS LIBeTa KOXM;

— 9K3eMOITOA00HBIE U TICOpUa3(MOPMHBIC U3MEHEHUS KOXM.
M3meHeHMsT KOXM, BO3HUKAOIIME MPpU AeUIIUTE OmpeneeHHbIX BEIeCTB,
TaKMX KakK:

— He3aMEHHMBbIE XXUPHbIE KUCJIOTHI;

— BuTaMuHbl A, D, K, B,, B,, B;, B, B},, C;

— MUKPOBJIEMEHTHI — 3KeJie30, IIMHK, cepa, Medb, CeJiecH, MapraHell.
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Hecneuudmueckue KoXHbIe CUMNTOMbI Manbabcopouumn

N3veHenne KayecTBa KOXH. bJeqHOCTb, CYXOCTb, YTOJIIEHUE, IIETyIICHUE,
HEpPEeIKO COYETAIONINeCs] C 3YAOM, SIBIISTIOTCS Hecreu(puIecKUMU TMpU3HaAKaMu
Ka4yeCTBEHHOT0 M3MEHEHUS KOXMU Y TTALIMEHTOB ¢ MaJibaOCopOLIMeii, XPOHUYECKIMU
3a00J1€BaHUSIMU TIOYEK WUIM TIeYeHU. DT CUMIITOMBI YaCTO COYETAIOTCST C UCTOHYE-
HUEM BOJIOC U HOTTEM, a TAKXKE C TUTIEPIIUTMEHTALIMEH.

Hapymenue TekcTypsl W 3JacTHYHOCTH Koxku. [lo Mepe HcCTolleHUsT YenoBeKa
KOXa MCTOHYAETCS BCIEACTBUE MCYE3HOBEHUS KoJulareHa, 3ToT 3¢hdeKT ycunmpa-
eTCsI 3a CUeT YMEHbIIEHUsI MOAKOXHOU KMPOBOM KIETYaTKU. DJIACTUYHOCTb KOXU
PE3KO CHUKAETCS, CKJIAIKKM KOXMU TTOCIe PACTSKEHUsST K HOPMaJIbHOMY COCTOSTHUIO
He BO3BpalllaloTCsl.

W3MeHennsi KauecTBa M pocta BoJoC. M3MeHEHUs1 BOJIOC M HOTITE SIBJSIOTCS
YaCThIM CUMIITOMOM MajbabcopOimu. [IpuynHbl 3THX U3MEHEHUI, KaK MpaBuio,
OCTalOTCSI HESICHBIMM, MHOTAA Y MallMeHTOB OIpeaesieTcs nehuuuT oeka, xeesa,
LIMHKA 1 (POMeBOIl KUCIOTHI, HE MCKITI0YaeTcsl MHOTO(aKTOPHbBIN TeHE3 TUCTPO-
¢uit. HapyieHus nutaHus NPpUBOIAT K 3aMeIJICHUIO POCTa BOJIOC, UX OoJjiee Jier-
KOMY BBITIAICHUIO M MI3BMEHEHMIO 11BeTa (OHU CTAaHOBSTCS cepbIMU). J{nameTp KopHs
BOJIOCA U TIPOIIOPILIMS BOJIOC B CTaIUM aHareHa yMeHbIIalTcs. Bo3MoXXHO mosBIIe-
HUE TYyLIKOBBIX Boyioc. ToTaibHOE MapeHTepabHOE MMUTAHUE MOXET COUYEeTaThCs C
IMOTepeil BOJIOC M MUTMeHTaluelt octarommxcs Boxoc. Paxur 11 Tuma, 3aBucsammii
oT BUuTamuHa D, coueTaeTcs ¢ ToTajabHON ajonerueid. [1pu BeipakeHHOI OETKOBO-
SHEPreTUYEeCKON HETOCTATOYHOCTH (KBAIlIMOPKOP) BO3MOXKHO YepeoBaHUe OeJIbIX
U YEPHBIX MpsIaeii BOJIOC.

Juctpodun worreii (puc. 1.9). Ilpn HapylmeHNM NMUTAHUS U MalbaOCOPOIMN
3aMeUISIETCSl POCT HOITEM, OTMEYaroTCsl MCTOHUYCHME M ITOBBIIICHHAS JIOMKOCTD
HOTTEBBIX IUTACTUHOK, B HUX MOSIBJISIIOTCS TPEIIMHbBI, Pa3BUBAIOTCS pa3HOOOpa3HbIe
nucTpoduu. Bo3aMOXHBI MHOXKECTBEHHBIC IMIMEHTAIIMM HOTTEBBIX ILIACTUHOK.

'\I P '.I 3 .II ] N
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Puc. 1.9. OHnxoanctpodoms. OHMXOAMCTPONS 1 TMNEpPKePaTo3 rpsizHO-60/10THOMO LIBETA BCEX HOMTEBbIX
NIAaCTUHOK J1IeBO 1 NpaBoil KNCTen
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Benblii IBeT HOrTeli, 0OYCIOBJIEHHBII HEIOCTATKOM CeJIeHa, YacTo HabJogaeTcs
TIPY TOTAJIBHOM ITapeHTepaTbHOM MTUTAHUM.

Onuxoducmpoguu — aucTpodryeckre U3MEHEHUsI CTPYKTYPhI, (DOpMBI, 1IBeTa
HOTTEU BCJICACTBUE SHIOTCHHBIX M 9K30TeHHBIX (PAKTOPOB. DTa ITaTOJIOTHS SIBIISI-
eTCsl KaK CaMOCTOSITeJIbHOM HO30JIOMMEl, TaK U KJIMHUYECKUM IIPOSIBJICHUEM pa3-
JIMYHBIX IEPMAaTO30B, a TakKKe MH(MEKIIMOHHBIX, HEPBHO-TICUXMUYECKUX, SHIOKPUH-
HBIX, BPOXIECHHBIX, HACJCACTBEHHBIX M IPYruxX 3abojeBaHUil. Jluctpoduueckoe
M3MEHEHUE HOI'TEBOM IJIACTUHKM — JOBOJIBHO YacTasl aTOJIOTHsI, OHA BCTpeYaeTCst
y 25% nacenenus. Ha nosio oHunxoauctpoduil MpUxXoauTcs: npubansutenabHo 50%
naToJyioruii Horreil. OHuxoaucTpodusMu crpagaior 30—88% GONBHBIX IICOPUA30M,
14—45,7% nauneHToB ¢ 3K3eMoii, 35% c anoneuueit, 13—24% ¢ KpacHBIM IIJIOCKUM
muxeHoM. OHHMXOOUCTPODUM YACTO COIPOBOXKIAIOT MHGEKINMOHHBIE O0JIe3HUN
(poTaBUpPYCHYIO MH(EKIINIO, CKAPJIATUHY, KOPb, KPACHYXY, BETPSIHYIO OCIY U JIp.).
K ToBpexXaeHMI0O HOTTEM MOXET TaKKe IPUBECTH BO3ICUCTBUE (DM3NMYECKUX W
XUMUYECKUX (DAKTOPOB MPOMU3BOACTBEHHOM Cpelbl, MHTOKCUKALIMU (MBIIILSIKOM,
TaJuTMeM, aJKorojieM), MaHUKIOp/TIeUKIOP.

Hedopmaliyst HOITeBbIX IUIACTUH YacTO SIBJISIETCS YaCThIO CUMIITOMOKOMILIEKCA
00J1e3HEl BHYyTPEHHUX OPTaHOB, YTO MOXET UMETh OOJIBIIIOE TUArHOCTUIECKOE 3HA-
yeHUe. B KauecTBe TIprMepa MOXHO TIPUBECTH CUHAPOM KEATHIX HOTTel. [laHHBIM
CHHJPOM BKIJIIOYAET TpUamy MPU3HAKOB: AUCTPO(MUIO U KEITYI0 OKPACKy HOTITE;
TaTOJIOTHIO TMM(AaTUIECKON cucTeMbI (aITa3uio, TMM@aHTUIKTa3no, TuMdenemy,
JTUM@aHTUUT) U Kakoe-JI1M00 3abojieBaHME BHYTPEHHUX OPraHOB (4allle OpraHoB
IbIXaHUS, 3I0Ka4eCTBEHHbIE HOBOOOPA30BaHMUS).

IIpu nedyeHUU OHMXOOUCTPO(UI YYUTBHIBAIOT MX BO3MOXKHYIO B3aUMOCBSI3b C
3a00JIeBAaHUSIMI BHYTPEHHUX OPTaHOB (JICHKOHUXMU, IJIATOHUXUU Y OOJIBHBIX IIUP-
pO30M TIeUeHM, OyJIABOBUAHBIC YTOJIIECHUS HOITEBBIX (hajaHT TMpHU 3a00JIeBaHUSIX
JIETKUX), HEPBHOI CUCTEMBI (M3MEHEHUSI HOTTe BILIOTh 0 MX OTCYTCTBUSI IIPU Opra-
HWYECKUX ITOPAKECHUSIX HEPBHOM CUCTEMBI, HEBPUTAaX, HEPBHO-TICUXMYECKUX CTPEC-
cax), 0oJle3HSIMM KpOBHU (KOMJIOHMXUU IIPU aHEMMU, SPUTpeMuH). MoOryr mMeThb
3HAYeHUE TaKKe PaCCTPOMCTBO Meprudepruueckoro KpoBooopaiieHus (Ipu 00Je3HI
PeitHo, BapKO3HOM CMMITOMOKOMILIEKCE, OOJIMTEpUPYIOLIEM SHIAPTCPUNTE, aTe-
POCKIIEPO3e, INIOCKOCTOIMHN ), THIIOBUTAMUHO3BI (TIe/IJIarpa, HeIoCTaTOYHOCTh BUTA-
MWHa A), HapyIIeHUs TIMTaHUSI, 0COOCHHO BIIEKYIINE 3a COO0I IeUITUT OEJTKOB.

OHuxomuCTpoUU HE OIAaCHbI ISl XKU3HU, HO, JIOKAJIM3YSICh Ha OTKPBITHIX
y4JacTKax, 3HAUMTEJIbHO yXyAUIAOT Ka4eCTBO XW3HU, BBI3bIBAsI TICUXOJOTUYECKNE,
9CTeTUYECKUE U (DYHKIIMOHAIBHBIE TIPOOJIEMBI.

Jlunuu bo—Peiins (puc. 1.10) — nornepeyHble 3amajamllive JUHUM HOTTEBBIX
TUTACTUHOK, BBI3BAaHHBIC BPEMEHHBIM IIpeKpallleHHeM pocTa HOrTd. [lpmumHamu
JuHuil bo—Peiinst MOryT OBITH TpaBMBI, IJIOXOE TTUTaHUE, JIMXOpaJo4YHbIe 3a00Jie-
BaHMsI, JICKApCTBEHHAsT CCHCUOMIIM3allNsI, HapylIeHUsI KpOBOOOpaIlleHHsI, TIcOpras,
9K3eMa, Iy3bIpyaTKa, IpUOOBUIHBIN MUKO3, KpacHast BOJTYaHKa, CKapJIaTUHA, KOPb,
ITHEBMOHMUSI, TTIOBPEXIECHUE MAaTPUIIbI TOKCMHAMMU.

Koitnonuxus (710XKK00Opa3HBIII HOTOTh, BOTHYTHIM HOTOTbH, OJIOAIICOOpA3HBIM
HOroThb) — Jne(eKT B BUIEC BOTHYTOCTH HOTITEBBIX IUIACTUHOK. KoiitoHuxus Jalie
BCETO cOoYeTaeTCsI ¢ Kene300eUIIMTHON aHeMuel, MHOTIa BOZHUKAET Y IMAllieHTOB
C TeMOXPOMATO30M, KOPOHAPHOI 00JIe3HbIO U TUnoTUpeo3oM. Koinonuxus y nereit
WHOT/IA SIBJISIETCS] BAPMAaHTOM HOPMaJIbHBIX HOTTEH, OHA MCcUYe3aeT B TeUEHME ITePBBIX
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Puc. 1.10. Jlunun bo-Peiing. OHuxoancTpodms B BUAE rOPU3OHTANbHBIX MCHEPYEHHbIX NIMHWA HA HOT-
TEBbIX MNACTUHKAX

JieT xxu3Hu. KoMIOHUXYS 4acTo SIBJISIETCS CUMITTOMOM JeUIINTa XKejie3a 1axe mpu
OTCYTCTBUY aHEMUU.

Junuu Myepke (Muehrcke’s nails) — BapuaHT JneiikoHuxuu. IlposiBasieTcs
MOTEPEYHBIMU OEJIBIMU TIOJIOCAaMU, OOBIYHO TApHBIMM, WAYIIUMU TapajijiebHO
JIYVHOYKE HOITs (MHOIZa IepeceKaloT BCIO MOBEPXHOCTb HOITEBOM ILJIACTUHKU).
JpyruMu BapraHTaMu MTOAOOHOM JEHKOHUXUM SIBJISIIOTCSI HOTTU Teppu ¥ HOITH
«monoBuHa Ha monoBuHY» (half-and-half nails). Jlunuu Myepke xapakTepHbI
JUUISI TUTIOAJIbOYMUHEMHUM, a TakKXKe ISl He(pOTUIECKOro CUHAPOMA, TJIOMEepYJI0-
HedpuTa, O0JE3HN MeYeHU, HAPYIIEHNW MUTAaHUS U y TTAIIMeHTOB, MOJYJYaloIInX
XUMHOTEPAIMUIO.

Hoemu Teppu (Terry’s nails) — jieiiKoOHUXYsI OOJIBIIIEH YACTH HOTTEBOM IJIACTUH-
KU € y3KOi1 p030BOi1 TIOJIOCOH B €€ AUCTaIbHOM YacTu. [TopaxkeHHbIe HOITU UMEIOT
BUI MaToBoro ctekia. Hortu Teppu Habmonatorcs y 80% mauyeHToB ¢ LUPPO3OM
MEeYeHU, XPOHUYECKOW CepIeYHON HEIOCTATOYHOCTHIO M CaXapHbIM OUabeTOM
B3POCJIbIX JIIOIEH.

Hoemu «nososuna na nososuny» (half-and-half nails, Lindsay’s nails) — meiiko-
HUXUsI IPOKCHUMAJIBHOM 4acTU HOITSI 3a CYEeT OT€Ka HOITEBOIO JIOXa U CYXKEHUS
KaIlWIISIPOB, AUCTaJIbHAS YaCTh HOITS OCTAeTCsl 3MOPOBOI, MMEET PO3OBBIN 1IBET.
HorreBas muiactunka He HapynieHa. Jluctpodusi oTMedaeTcst y aiueHToB ¢ 3a00-
JIEBaHUSIMU ITOYEK M a30TeMUEH.

Meecosckue noaocku — 3TO OJWHOYHBIE WM MHOXKECTBEHHBIC ITOTIEPEYHBIE
OeJible JTMHUU, KOTOPbIE IMOSBISIOTCS B HOITEBOM IJIACTUHKE M CMELIAIOTCS TUC-
TaJbHO IO Mepe pocTa HOrTsl. OHM CUYMTAIOTCS OTJIMYMUTEbHBIM TMPU3HAKOM
OTpAaBJIEHUSI MBILIBIKOM, HO MOTYT BO3HMKATh U B CBSI3M CO MHOTMMU TSDKEIbIMU
CHUCTEMHBIMU 3200JIEBAHUSIMH.

Onuxonusuc (onycholysis) — OTIeJICHNE TUCTAITBHON YaCTH HOTTEBOM TIACTUHKU
oT nomJjiexaniero joxa (puc. 1.11). HoroTe 00bIYHO IMTafKuii, IUIOTHBIN, Oe3 BocHa-
JINTETHHBIX U3MEHEHUI HOTTEBOTO JIoxKa. OHMXOJM3UC MOKET COUYETaThCS CO CIEIY-
IOLIMMU 3200/1€BAaHUSIMU: aMWIOUI03 M MHOXKECTBEHHAsI MKeJIoMa, aHeMUsI, OPOH-
XO03KTa3bl, KapIIMHOMA JIETKUX, 3PUTPOIIO3THYECKas: MOophUpHsi, TUCTUOIUTO3 X,
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Puc. 1.11. OHuxonusuc. B auctanbHom otene 60MbLIOTO NabLa I8BOIA CTOMbI OTMEYABTCS OTAENEHNe
HOITEBOW NNACTUHKN OT MaTpuLbl. XKenToBaTbli OTTEHOK CBA3aH C NOMagaHueM Bo3ayxa B OTAeNeHHOe
NPOCTPaHCTBO

nepucdepruyeckasl UIEeMUs, JieTripa, KpacHasl BOJIYaHKA, HEBPUT, TeJijarpa, ByJib-
rapHasi Iy3bIpyaTKa, IUIeBpaJbHbII BBIIIOT, MO3AHSS KOXHash mopdupus, Icopura-
TUYECKUI1 apTPUT, PEaKTUBHBIN apTPUT, CKIIepoaepMusi, cuuiuc (BTOPUIHBIN U
TPETUYHBII), 60JIe3Hb IIUTOBUIHOM XKeJIe3bl.

Hoemu muna «b6apabannsix nasovek» (CMH. HOTTU [UIIMOKpaTa, «4acoBbIe CTeK-
JIBIIIKW», clubbing) — cocTosiHue, IPUBOJSIIEE K YBETUUSHNIO KOHUYUKOB IMaJIblIeB
PYK M HOT, a TaK3Ke K 0JIECKY HOT'Te#l ¥ MX U30THYTOCTH 110 JutnHe. CUHIPOM TTajIbleB
l'unmokpara BkIIo4aeT aABa Mpu3HaKa: «9acoBbIe CTEKIIBIIITIKI» (HOTTH [ UTmokpara,
ungues Hippocraticus) 1 0yJaBOBUAHYIO AedOpMalLMI0 KOHIEBBIX (DaJlaHT TajblieB
mo tumy <«bapabaHHbIXx mamouek» (finger clubbing). Horrm I'mmmoxpara (aHTI.
clubbing, «OynaBOBUIHBIC MMAaNIbIIbl», MAJbIBI B BUAEC <«UaCOBBIX CTEKOJ») OBLIU
OoInMcaHbl eme B V B. 10 H.3. y OOJBHBIX, CTPAdalOIIMX OT SMITMEMbI ILICBPHI.
B nacrosiee Bpemsi manblbl [UWMMmokpaTa CYMTAIOT OCHOBHBIM TPOSIBICHUEM
runeprpoduyeckoil ocreoaptponatuu (cuHapoMa Mapu—bambeprepa) —
MHOXECTBEHHOTO OCCH(MUIIMPYIOIIETO MEePUOCcTo3a. DTa AUCTPO(PUS MOXKET OBITH
HaCJIEACTBEHHOM, MAMOINATUYECKON WU MPUOOPETEHHOM, CBSI3aHHON C pa3ind-
HbIMU 3a0osieBaHMsIMM. [lopaxeHue HOrTeil ObIBaeT OMHOCTOPOHHUM U IBYCTO-
poHHUM. OTHOCTOPOHHSISI [1ATOJIOTUsSI COYETAETCSI C TeMUIUIETME U COCYAUCThIMU
MopaXKeHUSIMU, TBYCTOPOHHSIST BOBMOXHA ITPU HEOILIACTUIECKUX TTpolieccax, 3a00-
JeBaHUAX JieTkux, cepana, KKT, a Takke mHPEKIIMOHHBIX, SHIOKPUHHBIX, COCY-
IUCTBIX U TTOJTMCHUCTEMHBIX OOJIC3HSIX.

A. Seaton 1 coast. (1989) cucreMaTn3npoBaIu OCHOBHBIE TIPUYMHBI OyJIaBO-
BUIHOI1 aeopMaliny MMajbleB U TUIIepTPOGUUECKON 0CTe0apTPOIIATHUL:

» He-KapAMOoTOopaKaJIbHbIE: MIUOIIaThIecKas (cemeiiHast) hopma, CIipy, mopTaib-

HBII ¥ OWJIMAPHBIN 1IMUPPO3BI TIEUEHU, BOCIIATUTEIbHBIC 3a00I€BAaHUS KUIIIEU-
HUKa (HecreluMdUUIecKuii I3BeHHbIN KOIUT, 60osie3Hb KpoHa), 6epeMeHHOCTb;
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« JIETOYHBIE 3200JIeBaHMST: OPOHXOTEHHBII paK U KapLurHOuU I, (pubpoMa IIeBpHI,
Me30TeJIMoOMa, MeTacTa3bl paka WIM CapKOMBI B JIETKWX, dMITMEeMa TLUIEBPHI,
abclecc JIETKOro, OpPOHXO3KTa3bl, MYKOBMCLIMIO3, XPOHUUYEeCKUil (Hubdpo3s-
HBII TyOepKy/e3, uanonaTuieckuii Gpuopo3npyIomnii aTbBEOIUT, acOecTo3,
apTeprO-BEHO3HbIE LIYHTHI;

* TIATOJIOTMYECKHME IIPOLIECCHl B CPENOCTEHUU: JeiioMUOMa M pakK IMINEeBOIA,
SI3BEHHBIN 330¢haruT, axaaa3usl MUIIEBOIa, TAMOMA, paK IIIMTOBUIHOMN XeJe3bl
U TUPEOTOKCHUKO3, JIMM(OMa, MUEJIOICIKO3;

« 00JIE3HN cepala: BPOXACHHBIE TOPOKHU, TMPOTEKAIOIINE C TUMOKCEMUEN;
MH(EKIMOHHBIN SHAOKAPAUT, MUKCOMA IIPEICEPAMSI.

Onuxomadesuc (onychomadesis) — TIpOKCUMaJbHasl OTCJIOWKA HOITEBOM ILjIa-
CTUHKM OT Jioxa (puc. 1.12). [puunHoil auctpodrn MOryT OBITH HAPYIIEHUS TUTA-
HUSI, TpaBMbI (B TOM YMCJIC HOTITS), ByJIbrapHasl Iy3bipuarka, 0oJjie3Hb KaBacaku,
Tcopras, OHUXOMUKO3 CTPENITOKOKKOBAsI MH(MEKIIUM, THE3IHAST AJIOTICIIsT, HaCJIe -
CTBEHHAs MPeAPaCIIOIOKEHHOCTb.

Onuxoducmpogus, ionodHast peiikam Kpwiiu (onychodistrophia schindalamoi-
des), KaK mpaBWJIO, BCTpeuyaeTcsl y MOXuibix atoaeil. [IposBiaseTcs mponoiabHO
pPACIIOJOKEHHBIMU MHOXECTBEHHBIMM IapajlleIbHbIMU Oopo3mamMu (puc. 1.13).
Haunbonee yacTto BO3HMKaeT MpW caxapHOM IuadeTe, HapylIeHUsX (GyHKINU
IIMTOBUIHOM XeJie3bl, HaIIIOYeUHMKOBOM HEJOCTATOUHOCTH, Ne(UIITE BUTAMM -
HOB TpynIsl B.

OHnuxopexcuc — pacllielUIeHue HOTTEBOM IUIACTUHKU B IIPOAOJIbLHOM HallpaBJie-
HUU OT CBOOOIHOIO Kpasl 3a CYET MOBbILIEHHOI IoMKOCTH (puc. 1.14). HabmonaeTcst
mpu Ticopuase, 0one3Hu Jlapbe, KpacHOM ILIOCKOM JIMXEHE, SHIOKPMUHOIIATHM,
3a00J1eBaHMSX TTICYCHU.

OHnuxowu3uc — pacuierjieHue HOTTeBOU TUIACTUHKHU B TIONEPEYHOM HarllpaBJie-
HUU Mapajuie]IbHO CBOOOAHOMY Kpalo HOrTsi. Habmiomaercs mpu sK3eMe, Ype3Mep-
HOM YBJICUeHUU MAaHUKIOPOM, Y MY3bIKAHTOB, UTPAIOIINX Ha CTPYHHBIX MHCTPYMEH-
Tax, PU KOHTAKTe C MOIOILMMU CPEICTBAMMU.

L ™

Puc. 1.12. OHuxomagesuc. MpokcumanbHas 0TCoKa HOrTeBOM NACTUHKM OT 10XKa



