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_ 1. UcTopusa pasButus
! y4YeHus o nopdhunpunax



Hay4yHoe n3ydeHue nopdpumpumn —naToriormnyeckmnx
COCTOSAHMN, ODYCNOBMNEHHbIX HAPYLLUEHNAMMU
nopdnpmHOBOro obmeHa, 61510 HavaTo bonee 130 net
Hasag, BCKOpe nocrie Toro, Kak NoABUIINUCH NepBble
cBefieHnst 0 nopdunpuHax Kak DNOXMMNYECKNX
coeanHeHuax. [1o mepe HakonneHUA KNUMHNYECKUX U
BNOXMMNYECKNX JaHHbBIX PaCLUNPANNCE NPeaCcTaBIIEHNS O
3aboneBaHnax aTon rpynnbl. B passutnm ydeHns o
NOPPOUPUAX MOXKHO BblOAENUTL YEThLIPE HanpaBneHns —
aMnMpuyeckoe (MoaroToBUTENbHOE ) DMOXUMUYECKOE,
KNUHWKO-DMOXNMMNYECKOE N COBPEMEHHOe (MccnefoBaHUS
Ha OpraHHOM, TKAHEBOM, KINETOYHOM 1 MOMNEKYNAPHOM
YPOBHSIX )

[lepBble KNMUHUYECKME ONMcaHna 3aborieBaHnsa Ha4Yanucb
eLle c 1871 roga 3agonro Ao onmcaHus nopdouUprHOB,
KOTOpble HepeaKo TpaKToBamnu Kak «CBeToBas ocnas (Bazin
A.P.E.,1860). Ero cBA3bIBanu ¢ 4encTBUEeM CONHEYHbIX NyYen
N OTHOCUIN K pOoToAepMaTO3aM, XOTH NopaKeHUA KOXun
HOCUIN ByNne3HbIN xapakTep. Y TONMbKo ¢ 18981 1915T
OTAENbHbIE aBTOPbI yXXe CBA3bIBASIN «CBETOBYHO OCMY» C
HapyLueHnem nopgupruHoBoro obmeHa. A 3atem
BO3HMKHOBEHMNE 3aboneBaHusa cB4A3bIiBanu ¢ HaxoXaeHnem



« C pasButmnem bmoxmmmm n BHeOPEHUEM
BMoxXxnMmMmnyecknx MeToaoB nccreagoBaHus
(CNEKTPOPOTOMETPUHECKIM,
Xpomartorpau4eckni n op.)Bblaenmnm
reMaTonopUpH, KoTopbin obragaeTt
dooTOoCEHCUOUNN3NPYIOLLMM OENCTBUEM, N3YHUITU
CTPYKTYPY U CUHTE3 NOPIPUPUHOB B XKUBOM
opraHname, YTo NO3BOSIUIO CBs3aTb 3aboneBaHne
C HakonfeHnem NopmuUprHOB. A B AarnbHeunLem
ObI1S10 N3Yy4EHO y4acTne NOPPOUPUHOB B CITOXKHbIX
npoLeccax metabonmama n bMoCnMHTE3a B HOPME U
natonorun. UiaenbcoH J1.M.(1973)coobumnn oo
3pPUTPONOSTUYECKOU KoNnponopdoupuu.

« B nocnenytouiem Obin n3y4yeH N3oMepHbLIN COCTaB
NOPMPUPUHOB, BblAeNeHbl UX pasfindHble N30MepbI,
YTO NMO3BOSINII0 CBA3AThb 3TO C pas3NNYHbIMU
KITMHNYECKUMMN NPOSIBNEHNAMMN 3aboneBaHus.

« [losiBUNuchL onncanms dopm 3aboneBaHus n
NONbITKW KnnaccudunuympoBaTb X MO KIMUHUYECKNM,



« OTOW NPOBIEMON LLUMPOKO 3aHUMAaINCb HE TONbKO
OepmMaToBEHEPOSIorn, HO N BUOXMMUKIN, NpodonaTornoru,
TepaneBTbl, HEBPONaTonorn n ap., YTo no3sonuso bonee
rny0boKO U3y4nTb KIMMHUKY 3aboneBaHus.

« B HacTtosee Bpema rnyboko n3yyeH natoreHes nopupun,
bnarogaps BO3MOXHOCTU UccregoBatb 0omMeH nopdomnprnHoOB
Ha KNeToOYHOM, TKaAHEBOM, OpraHHOM U OPYrnx ypOBHAX.

« Cnenyet ocobo nogvYepKHYTb BaXXHOCTb U3YYEHNIN TAKOM
NHTEPECHOW B HO30J10rM4YECKOM OTHOLLEHNN POPMBbI, KaK
no3aHAa nopdmpums, KOTopble ObINUM HavaTbl Yy HAC B 1956 roay
JlanteB B.A., BegpoBa H.A., Dean J, Perrot H. n op.) ITO
3ab0neBaHne SBSeTCA Hanbonee PacnpoCTpPaHEHHbIM, U
Oblifio onMcaHo B CBOE BpeMsl NoA PasnnyHbIMI Ha3BaHNAMN:
KOXXHO-OynnesHas dhopma nopguprmn — HOBOM BonesHw,
aKTUHWUYECKNI TpaBMaTU4ECKUIN BYnNesHbIn 4epmMaTos,
cumnTomMaTmndeckas nopdpumpus u ap.

« Bonpockl aTnonornun, natoreHesa, KNMHUKU N NnieYeHns
nopdpurpun ObINn NPegMETOM cneuuanbHOro 00CyXaeHUA Ha
MHOroYMCIEHHbIX cbe3nax n koHrpeccax (C.lletepbypr, Pum,
BawwuHrToH, TannuH, ®pendypr v ap.)



2. Mopdnpun n
nx
Knaccudpukauus




« [lopdompum oTHOCATCA K rpynne 3aboneBaHnn obmeHa
BELLIEeCTB, pa3BMUTME KOTOPbIX Yallie BCEro CBA3aHO C
HacrneacTBeHHbIMU AedekTamm B PpepMeHTATUBHbIX
cucrtemax bmocuHTesa remma. Hekotopble KNMHUYECKME
BapunaHTbl NOpdonupun cunTaroTca NpMobpeTeHHbIMU, Tak
KaK Y O0NbHbIX B KA4ECTBE BEPOATHLIX NPUYMH BOSIE3HM Ha
nepBbIn NiaH BbICTYNaKT pasfnnyHbie MHTOKCUKaLUN U
3aboneBaHua neyeHn. OoLWKM, 0ObEeANHSAOLLUM 3TU
3aboreBaHus MPU3HaAKOM, ABMAKOTCA HapyLLUEHUS
nopdnpmHOBOro obmeHa, B pesyrnsrarte KOTOpbIX B
Pas3NnYHbIX OpraHax U cuctemMax yBenmyimBaeTcs
cogeprkaHue nopdPOUprUHOB U1 nx NpeaLwecTBeHHNKOB
ANKun Mel)

«  lopunpusa» Kak TepMUHOMOrnYeckas kateropusa boina
BBeAEeHa B KNUHNYECKYIO NPaKTUKY 1. Waldenstrom B 1937
roay. TepMuH dqiopdpupusa» aBnsieTca cobmpatenbHbIM
NOHATMEM U 0ObEeOUHSET Pa3fUYHbIE MO KIMHUYECKOMY
TEUYEHMIO, BUOXUMUNYECKNM NPU3HAKaM N TUMY
HacnegoBaHus 3aboneBaHus. HapylueHus
nopdOUPUHOBOIro 0bMeHa Npn 3TUX NpoLeccax
pa3BMBaOTCS NEPBUYHO, HOCAT cneundonyeckmuin
XapakTtep, YeTKO o4YepUYmnMBarT KaXKayH KNMMHUYECKVIO



« Pasnunums B KNMHMYECKNX NPOSABIIEHUSAX U
BUOXMMNYECKUX HAPYLLEHUSX, FTEHETUYECKASA
OOYyCrioBNEHHOCTb UK Havario 3abonieBaHnNs B CBS3U
C 3HOOrEHHbIMU NPUYNHAMUN — BOT FMaBHbIE KPUTEPUN,
KOTOpble BbINN NONOXXEHBI B OCHOBY COBPEMEHHOW
Krnaccmdgoukaumm nopoupun.

= [lepBble knaccudukaunm (1922)6binu OCHoBaHbI Ha
KNMUHUKO -TeHETUYECKOM NpUHUKUNe, Takke C. Watson U
COaBT. (1951)BblAenunn 2 Tuna nopgoupUNHOBOIO
obMeHa —3pUTPONO3TUYECKOro N NEYEHOYHOrO, YTO
NO3BOSIUIMO BblAENUTL 2 TWUNa nopdupun. B
OanbHEWLLEM 3TK Krnaccnmkaumm OonoHANNCG no
Mepe HaKoNMeHUs 3HaHUM 1 BbiNKU BblOENEHDI
apuUTponoaTudeckas nportonopdunpus,
apUTPONO3aTUYECKasa KOMponopoupus 1
HacnegcTBeHHaqa Konponopdunpugd, naTteHTHbIe
doopmbl. B nocnegytowem mHorne doopmbl
00beagnHANNCL Noa 0AHUM Ha3BaHUEM, BblAENeHa



CoBpemeHHas Knaccudunkauma:
I IPUTPONOITNYECKME NOPDOUPUN

1. QpUTponoaTnyeckas yponopdoupus
(BpOXKOEeHHas apuTponoaTnyeckas
nopoupua, unu donesHs toHTepa)

2. QPUTPONOITNYECKAsA NPOTONOPAPUPUS:
- MaHuUMecTHaga gopma

-NnaTeHTHasa popma

3. QPUTPONOITUYECKAsA Konponopdunpus
11 ['le4eHOo4YHble nopdupun

1. ['lnppononopgunpusa (octpas
nepemMexatoLlas nopdoupuda, AOMUMHAHTHagA
nopdupua WBegCcKoro Tuna ):

- MaHudpecTHaa doopma
-NnaTeHTHasa dpopma



2. ['lpoTokonponopdupusa BapuratHas, Unm cMeLlaHHas
nopupuna, AOMUHaAHTHaA NoOpPPUPUA KXXHOAMPPUKAHCKOro
TMNa):

- KOXKHas doopmMa;
-ocTpasi dopma 6e3 KOXKHbIX NPOSABIIEHNN;

- KOMOUHKMpOBaHHasA hopMa C KOXXHbIMU U OCTPbIMM
NPOSABNEHNAMUN;

-NnaTeHTHada oopma.
3. Ypokonponopgupusa (o3gHAA KoXXHada nopdpupus ):

- MaHugecTHasa npnobpeTeHHas cnMmnToMmarnyeckas)
dopma (pasBmBaeTcsa Npv MHTOKCUKaLMSAX
rekcaxropbeH30510M, ONMyxonsax nevYeHu u gpyrnx
NaTONOrM4YECKNUX COCTOAHUSX;

- MaHudecTHasa HacneacTBeHHaa popmMa (pa3BmBaeTca y
Ny ¢ HacneacTBeHHOW Npeapacnofio)KeHHOCTbIO );

-naTeHTHaa HacrneacTBeHHaa oopma (BbISBMAETCH Y
POOCTBEHHUKOB OOSbHbIX).

4. HacnegcrtBeHHas konponopdupua.



111 HeknaccmnduumpoBaHHbIe NOPMOUPUN:
1. HeknaccuduumpoBaHHasa nevyeHo4YyHas

nopdupus.
2. 'enatoaputponoatTnyeckas nopdpupua.

3. HeknaccuduumpoBaHHaa ne4yeHo4Hasd
nopdupusa, nportekatroLwas ¢ KNMMHNYECKNM
CUHOPOMOM CBETOBOW OCIbI.

4. [TaTonornyeckne cocTosaHuUS,
CONpOoBOXAatoLLmecsa remopparm4ecknm
CUHOPOMOM U HapyLLEHUAMM NOPPUPUHOBOTO
obmMeHa Ne4YyeHOYHOoro Tmna.

Bce 3T popMbl CONPOBOXKOAKTCH
crneumnpnyecknMmm NsMeHeHNAMN PEPMEHTOB U
obmeHa nopdunpuHoB. TpaHcdhopmaLum ogHom
doopmbl B Apyryro He onucaHbl. MimeeTtca u
KIMUHUYecKas Kiaccudukaumsa, KOTOPYH Takxke



3. ObmeH nopdnprHOB.
[Mopdunpun Kak 6one3Hn oomeHa.




[Topd1pPUHLI ABNSAOTCA NPOMEXYTOYHLIMW NPOAYKTaMU
Ha NyTn BMOCUHTE3a BaXXHbIX OMOXUMUYECKUX
cybcTpaToB. B pasHbIXx COeAUHEHUSAX C XKEMNME30M,
MarHMuem, Kobanstom n gpyrumm MetansiaMmm OHU LUIMPOKO
pacnpocTpaHeHbl B )KUBOTHOM N pacTUTENBHOM MUPE.
CUHTE3 NOPOUPUHOB NPOUCXOOUT B KaXKOQ0W KNeTKe
XXMBOro opraHnama. 3T COeANHEHNS U UX
cneymndnyeckmne Komnrekebl NoABUMNCH Ha CaMblX
PaHHUX CTaAuUAX 3BOSTHOLMN XXU3HWN HA 3EMIE.

B >xnBom opraHname nopdunpuHbl MOryT ObITb B
cB0OOgHOM 1 cBA3aHHOM coCToAHMK. Obpasys
KOMMJIEKCbI C MOHaMWU Xenesa, NopdnpUHLI BXOOAT B
COCTaB MPOCTETUYECKUX FPYIIM CIOXHbIX OENKOB —
XpomMonpoTengos (fremornobuHa, MmornobuHa, katanassi,
nepokcuaasbl, LUTOXPOMOB) Kpome 3TOoro, CyLLEeCTBYIOT
KOMMJiekCbl NOPPUPUHOB C Meablo, BaHagMEM, LLMHKOM,
MapraHuem, KobansToM, HUKENEM, OSTIOBOM, antOMUHUNEM,
cepebpom, HaTpuem, kanmem. Hanbonee BaxxHOM
doyHKUMEN, BbINONTHAEMOU NOPPUPUHOBLIMU
KOMMJSIeKCaMu, ABMAETCH X y4acTme B TaKUX CITOXKHbIX
npoueccax Metabonnama, kak bnonornyeckoe
OKUCIIEHME, TPaHCMOPTMPOBKA KNCopoaa U OOTOCUHTES.



« B Kaxgoun xXnBoun Knetke nopdpunpuH coaepXKMTca B TOM
nnn nHom Buage. B Hopme nopdmnprHbl OOHapPYKMBaKOTCS
OaXke B TEX yYacTKax LleHTpasibHOU HEPBHOW CUCTEMbI, B
KOTOPbIX PU3NOMOrMYECKN OTCYTCTBYET LUTOXPOMHbIN
annapart. [1pu runokcum Konmy4ecTeo NOPPUPMHOB
YBENNYMBAETCSH, N OHU MOTYT BbIMOMHATL OYHKLMIO
LLUTOXPOMHOIO annapara, OCYLLECTBIAA OKUCITUTENBbHO-
BOCCTaHOBUTESIbHbIE MPOLIECChl B TKAHEBbIX U KITETOYHbIX
CTPYKTYpax pasfnmyHbIX OpraHoB 1 CUCTEM.

« Heobxognmbin ansa okMcrneHmnst MoNeKynsapHbIN KUCNopoa
TPAHCMNOPTUPYETCA OT OPraHOB AbIXaHNSA K TKAHAM
remorriobMHOM, NPOCTETUYECKOW rpynnon KOTOPoro
ABNAETCA XKenes3onopdPUprUHOBLIN KOMMEKCTEM.
MwuornobuH —ato remonpoTtena, PyHKL S KOTOPOro
COCTOUT B HAKOMMNEHNN KUCopoaa B KNeTkax MbiLuL,
OPUTPOKPYOPUHbLI ABMAKOTCS TakKXKe remonpotengamum,
NepeHoCALLUMU KNCNOPO, B TKaHSIX OE€CNO3BOHOYHbIX
XMBOTHbIX.



« Mexay obecrnevyeHHOCTbIO KUCNOPOAOM TKaHEN U
nopdPMPMHOBLIM OOMEHOM CYLLIECTBYET TECHAas CBSI3b.
MHormne brnokaTannTnyeckme nNpoLecchl NPUBOAAT K
obpa3oBaHuIO B KNeTKax NepPeKNcU Bogopoaa, CUbHOro
MyTareHa un KrneTo4yHoro s4a. YHMBepcarsbHbIM 3aLlUTHbIM
depmeHTOM, paspyLuatoLwnm Nnepekncb Ha Boay v
KMCNopoa, ABNAETCA KaTanasa, KoTopaga npeacraBnser
cobon koMnnekc xenesonopdunpunHa co cneunuieckmum
benkom. ['pynna cogepxallmx xenes3onopdoupuH
doepMeHTOB, Tak Ha3blBaeMbIX NepoKkcuaas, OKUCHAET
HeKOTopble CybcTpaThl MeTabonmama, UCrosib3ys
NepeKNChb Kak OKUCITUTENb.

« OpauH us atanos cuHTesa OHK 1 mHorne gpyrune
BMOXUMUYECKNE PeaKL MU OCYLLIECTBISIOTCA NPU y4yacTum
Npon3BOAHbLIX BUTaMnHa B 12, B cocTaB KOTOPOro BXOAUT U
ABMNAETCHA €ero akTMBHOW YacTblo KODaNbTOBbIV KOMMI1EKC
nopdonprUHONoaodHOro NUrMeHTa.

« MeTannonopdgupmHamm 9BNAKTCA TakKKe MHOIme
MUTMEHTbI XXKUBOTHLIX U pacTeHUN. B opraHname XXUBOTHbIX
N YyeroBeka MoryT ObITb MOPPUPUHBLI IK3OrEHHOTO U
9HOO0reHHoro npoucxoxXxaeHus. [Nepeble nonagaroT B
opraHn3mMm BMeCTEe C NULLEN, BTOPble 0bpa3yoTca 13



[pegnonaratoT, 4TO NOPOUPUHBLI CUHTE3NPYIOTCS B
neyYeHn Unn B No4XKenyao4Hou Xernese, TKaHAX HepBHOM
CUCTEMBI, B KINeTKax KOCTHOro moasra.

[TopdurpurHbI NpeacTaBnsloT cCOO0M MPOMEXYTOUHbIE
NPOAYKTbI Ha NMYTN CMHTE3a remma. B cocTaB
remornobunHa, mmornodbuHa. LiIntoxpomos, katanasbi,
nepokcmaas, pakTuyeckn BCeX CyLLECTBYHOLLMX B Npupoae
reMornpoTEMHOB BXOAUT NpoTonopdupuH LX. NopdunpuHbl,
B TOM YnCrie N NPOTonopdUpPUH LX, 00pa3syroTcs U3 OOHUX
N TEX Xe HavanbHbIX NMPOAYKTOB — rMuLUnHa U SHTapHOW
KNCIOTbl, UX CUHTE3 NPOTEKAET YEPE3 COOTBETCTBYIOLLME
NPOMEXYTOYHbIE MYTH.

MexaHn3m cnHTesa NnopdPrnprHOB BO BCEX KNeTKax
OOANHAKOB; 9TO HE OTHOCUTCS K CKOPOCTN 0Dpa3oBaHus 1
NpPO4OIMKUTENBHOCTU UX cyuwlecTBoBaHUA. [locnegHee
3aBUCUT OT PYHKLMOHANbHbIX CMOCODOHOCTEN KOHEYHbIX
NPOAYKTOB CMHTE3a NOPPUPUHOB —FEMOMNPOTENHOB.

B HOpManbHbIX yCroBUAX pasnnyHble NopPUpUHLI MOy T
BbIOENATLCA C MOYOMN, XXen4ybio U Kanom, YTo CBA3aHO C
domneTpaUMOHHON OCODEHHOCTBIO MOYEK U CNOCODOHOCTBLIO
NX BCaCbIBaTbCH B KULLEYHUKE.



HapyLieHne obmeHa nopdomnprUHOB NEXUT B OCHOBE
3aboneBaHumn, 06 beaANHEHHbBIX HA3BaHUEM dT1OPPUPUN».

[MopdounpuHbl NpeacTaBnsaoT cobon opraHNYeckmne coeanHeHUs
N3 rpynnbl TeTpanmpposioB. OCHOBY UX MOSEKYIbl COCTaBNsET
KONbLO NOP@UHA, BKIoYatoLLEee B CBOKO oYepenb 4 MUPPOSbHbIX
KonbLa, CoeaUHEHHbIX OPYr C APYroOM METUHOBbLIMU rpynnamu.,
[TopdnH B opraHn3ame 4yenoBeka He BCTpPeYaeTcA.

Y 300pOBOro YeroBeka B nria3ame KpoBu obHapyXmBaeTca
TONBbKO KONPOMNopUPUHLI (00 0,01 T/41) Apyre pakuum
NOPOUPUHOB UM OTCYTCTBYIOT, UK ONpPeaensoTCcA B CrnegoBbiX
Konn4yecTtBax. B aputpountax yposeHb npoTonopdupuHa
KoneobneTcs B LUMPOKUX npeaenax —oT 0,05-0,07 Ao 0,4-0,6T /1, a
coaepkaHue KkornponopgupuHa odbIYHO HE NPEBLILLIAET 0,02-0,04
r/N. YponopgvpuH B 3pUTpoLMTax nim He 06Hapy>KV|BaeTc;| Nnu
ero cpeaHun ypoBeHb COCTaBIAET He bornee 0,01 T A1.

CopepxaHue yponopdupuHa B Mo4e Yy 300POBbIX JoAen
konebnerca oT 040 40 MKr/yT. HopManbHoe KOnM4ecTBo B MOYe
COCTaBIAET 20-30 MKTyT. Ha cogepxaHue nopdpuHOB B Karne
BMUSET NOJ, BO3PACT U XapaKTep NUTaHWS, XXU3HEeOEeATENbHOCTb
KLeYHon bakTepurarnbHOWN onopbl 1 AencTBre Ha Hee
MeJMKaMeHTO3HOU Tepanun (0COBEeHHO aHTUONOTUKOB ), CKPbIThIE
Xenyao4Hble Unn KuwedHble KposoteveHud n ap. CogepxaHue
konponopdupuHa B Kane y 340pOoBbIX Nnogen no JaHHbIM MHOTUX
aBTOpPOB Koneobnercd oT 040 50 MKr/f, a npoTonopgupnHa —oT 0



« OueHuBasi pesynbsraThbl UCCNegoBaHNs HEOOXOAMMO
obpallaTb BHUMaHNE HE TOMbKO Ha KONTMYECTBEHHYIO
XapaKTEPUCTUKY MoSlydaeMbIX AaHHbIX, HO N Ha
Ka4yeCTBEHHbIN cocTaB MNOPPUPUHOB U COOTHOLLEHUSA
Mexay nx dopakumamu. No gaHHbIM BOSbLUMHCTBA
aBTOPOB Y 300POBbIX NTIOAEN COOTHOLLEHME MeXay Komnpo
— 1 yponopdunpmuHamMmm B CyTO4YHOW MOYe COCTaBMSET B
CPpedHEM 4,3+ 1,0, a Mexay NpoTO- U KonponopdupmHamin B
Kane — 2,2+0,5. Ecnn 3T COOTHOLLEHNS HapYyLLUEHbI, TO 3TO
CBUOETENLCTBYET O CKPbITLIX caABUrax nopdounpuHOBOro
obmeHa.

« OcHoBHbIe Nokasartenu NnopdoUpPUHOBOro oomMeHa B
bornbLUMHCTBE ffabopaTtopun N3y4atoT C NMOMOLLIbIO
cnekTtpodotoMeTpun. KonnmyecTBeHHbIN pacyeT Ha
3aKMYNTENLHOM 3Tane NPoBOAAT MO POPMYIe C y4eTOM
KOPPEKLMOHHBLIX KO3 PuumeHTOB. Heobxoanmo Takxke
onpenenAaTb CTaHOapTHbIE KPUBLIE COAEPXKAaHUSA
MeTabonnutoB obmMeHa NopPMPUHOB, YTOOLI N3DexaTb
OEVNCTBUA TaknxX aKTOpPOB, Kak MeETOAMKa NCCneaoBaHus,
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« Ha obmeH nopdpurpmHOB B opraHname MoryT BfinsiTb MHOIME
doakTopbl. BTopn4yHble unn cumntomaTmuyeckmne
nopdonpuHypun odycnosreHbl HapyLLEHUSAMN UX OOMEHa U
NOBbILLUEHHbIM BblAENIEHUEM UX C MOYOU U KarioM.
[TepBUYHbIE NOPPUPUHYPUK ODYCINOBMEHBLI NATOSTOMMEN B
pa3nnYHbIX opraHax n cuctemax opraHmama mopdpupum
BPOXXAEHHbIEe, MpuobpeTeHHble 1 Ap.). bonbLWMHCTBO
BTOPUYHbLIX NOPOUPUHYPUN BOZHUKAET KaK CrieacTeue
pa3nn4yHbIX opm aHemuin. B nocnegHue roabl
yBenuynnacb 3aboneBaemMocTb NOPPUPUHYPUAMU,
oOycnoBreHHble AencTBneEM CBMHLA, docdopa, Tanus,
doTopa 1 gpyrux TaXxenbiX MeTasnsos.

= laKxKe HapyllaeT nopdonpuHoOBbLIK OOMEH
rekcaxnop0beHs3on, rekcaxsiopaH, CEaOPMUT U Apyrue
XIopopraHnyeckme coeguHeHns, KoTopble, npexae Bcero,
OEUCTBYIOT TOKCUYECKN HA NEYEHD.

« OkasbiBaloT gencrteme Ha obMeH NopPMPUHOB N HEKOTOPLIE
MeOUKaMeHTbI: npenapaTbl 6apOuUTypoBOMN KUCNOTHI,
NpPOTUBOMAaNAPUNHbBIE, IPN3e0dYNbBUH, KOHTPALENTUBLI U
Aap.

« [lokasaHbl HeraTuBHbLIE BNUSIHUA HA 0OMeH NopdOUPUHOB
cyrnbdaTta MarHus, LiIMHKa, rinokoHaTa KanbLuus,



B rpynny BeLwecTB, NPOBOLMPYHOLLNX NEYEHOYHbIE
nopdOUPUN, OTHECEH arKorosib, CUHTETUYECKME
NpOTUBOMAaNSAPUNHbIE NpenapaTbl N NpenapaThbl
6apouTypOBOMN KUCNOTHI.

« [laHHble 0 NnpoBoUUpPYHOLLEM AEUCTBUM ArnKorons Ha

HapyLUEHHbIN NOPPNPUHOBBLIN OOMEH Aat0T BO3SMOXHOCTb
NpaBUIbHO OLEHUTbL POSb 3TOrO BELL,ECTBA B NaToreHese
no3gHen KoxxHowu nopdompun. Ankoronb He obnagaet
npu3HakaMmm NCTUHHOIO NeYeHOYHOro NOPAPUPMHOreEHa,
NO3TOMY B YCIOBUAX XPOHNYECKOU N OCTPON ankorosibHou
MHTOKCMKaLIMM OH HE MOXXET BbI3BaTb rMyboKnx
Ka4eCTBEHHbIX HapyLleHn nopdpmpmnHoBoro oomeHa. B
9TOM 3aKN4aeTcHa NpUYMHa Toro, 4To abcontTHOE
BOONbLUMHCTBO anKOrosfimkoB U NUL, ANTMTENbHOE BPEMS
YyNnoTpebnsoLWmnX ankorosb, He CTpagarT No3gHEN KOXHOW
nopdupunen. Ankorosnb ABAAETCSH NPOBOLMPYHOLLNM
neYyeHoYHbIM NOPPMPUHOreHOM, MO3TOMY 3TO
3aboneBaHue y nuu, ynotpebnsatowmnx ankoronb,
NpoTeKaeT bonee TaXeno.



4. ApUTPONOITNYECKne

nopdupum.
(3TUOJOIUSA, NaToreHe3s, KIIMHUKa )




» B npaktuke aputponoatudeckue nopdpupumn
BCTPEYaloTCs 3HAYUTESBHO PeEXE, YEM
ne4yeHouYHble. Kak npaBuno, npotiecc
Ha4yMHaeTCcHa B paHHeM AeTCTBE 1 00yCnoBneH
reHeTU4YeCcKkMMmn pepmMmeHTonaTUaMM.
OCHOBHbIe HapyLueHUS NOPOUPUHOBOIO
obMeHa NponcxoaaT B Sputpobnacrax
KOCTHOro Mmo3sra. B aputpouunTtax
nepmngepnyeckon KpoBu —NoBbILLEHHOE
cogepxaHue nopmUpPUHOB



« A)BpoxageHHas 3puTponoaTuveckKas
nopc¢pupus GonesHb NoHTepa)

« OTO 3aboneBaHvie Bnepsble BblAENWUN H. GunterB 1911 roay. K
HacTosILeMy BpeMeH B MUPOBOU NiuTepaTtype onnmcaHo
OKOJ10 100 Crlyda€eB 3Toro 3abonesaHus.

« KnunHMKo-reHeanornyeckme nccriegoBaHnsa nokasanu, 4to
9T0 3aboneBaHne perncTpmpyeTcsa B CEMbSIX TONbKO cpeau
BpaTbeB N cecTeEpP OQHOro NOKOSIEHUS. Y poanuTenen
BOrbHLIX HE OOHapYyXMBAETCHA HU KITMHNUYECKNX, HU
BroxmmMmmnyeckmx npmu3HaKkoB OOME3HN, TAKXKE KaK y JeTeun
bornbHbIX. Yalle Bcero 60rne3Hb Ha4MHaeTCs B 1-5 NeT.
3aboneBaHne HacrneagyeTcs Kak ayToCOMHO-PELIECCUBHOE,
BoribHbIe C 3TON opMON NOPOUPUN FTOMO3UTOTHBI, TOraa
KaK UX poanTENN U YacTb KITMHNYECKN 300POBbIX
POACTBEHHUKOB reTePO3UTOTHbI NO OTHOLLEHUIO K
naToNnorn4yeckomy reHy. Y nocnegHux gencrame
PEeLIeCCUBHOINO MyTaHTHOIO reHa NOfIHOCTbLIO NOAAaBMNSAETCS
HOpManbHbIM JOMUHAHTHbLIM.

= Y OONbHbIX BPOXAEHHOMN 3pUTPONOITUYECKON Nopdupuen
MMeeTCsi reHeTU4Yeckn obycrnoBneHHbIN AepuunT
KOCUHTETa3bl yponoprpunHoOreHa 111, KoTopbin
COCPEAOTO4EH B I'IaTOJ'IOFI/IL-IeCKOVI nonynsauuy



BblaensatoT WwecTb OCHOBHLIX MPU3HAKOB,
XapaKTepPU3yLLX BPOXOEHHY 9PUTPONOITUYECKYO
NopdOUPUIO:

- Pa3Butre noBbILLEHHON YYBCTBUTENBLHOCTN K CONTHEYHOMY
CBETY B paHHEM OETCTBe C NoABNeHneM ny3bipen Ha
OTKPbITbIX y4aCTKaxX KOXM.

-OT1cyTcBMe abgomMuHanbHbBIX U NEPBbLIX CUMITOMOB,
TUMWYHBIX AJ19 OCTPOWN NepemexatoLeincs noppupun.

- BblaeneHne moyun, okpalleHHOW B KpacHbIN LBET, KOTopas
COOEPKNT B N3DOLITOYHOM KONMYECTBE NOPOUPUHBI, Cpasy
Xe nocrne poxageHus.

- Po3oBaTto-KopnyHeBOE OKpallunBaHue 3y0oB.
- [1oBbILLIEHHO pPa3BUTbLIN BOSTOCAHOM NOKPOB.
-YBenunyeHume cerneseHkKn ¢ reMmosiImTu4eckon aHeMmmen.

[TposiBNsOTCS € BO3pacTa 1 roga nnbdo Bce npusHaku, nnbo
OTAENbHbIE N3 HUX.

OOMHaKOBO YaCTO BCTPEYAKTCA U Y MY>KUYMH, U Y XKEHLLVH.

CambIn nepBbi NPU3HAK — KpacHas MoYa, YTo 3acTaBnseT
poauTernien obpaTuTbCs 3a MEAULIMHCKOW NOMOLLIBHO.



[MTopaxeHus1 KoXKn BO3HUKAKOT paHHEN BECHOW NOcne siBNeHnmn oodLLemn
cnabocTn n cHMXeHna auypesa. Ha nuue, yWHbIX pakoBUHAaX, Tbifle
KWCTEW U CTOM, Ha npeanevybax 1 roneHsax nocrie NHCoNALnUmM BoO3HMUKaEeT
3y N NOKPACHEHWNE KOXMN, NO3AHEE — OYyNnNesHble 3fIEMEHTbI C CEPO3HbLIM
NN CePO3HO-reMopparm4ecknm cogepxmmbimM. B ny3bIpHON XXUOKOCTH
ObHapy>kuBatoT crnefbl NopUpnHOB. Koxka YyBcTBUTENbHA K
MexaHN4YeCKMM BO3ENCTBUAM, KOTOPbIE CMNOCOOCTBYIOT NOABNEHNIO
ny3bipen, aposun. [Npu npucoegMHEHNN BTOPUYHON MHPEKLNK
NOABNAKOTCA NY3blPpU, KOTOPLIE N3BAIBMAOTCSH U 3aXXMUBAOT C
obpa3oBaHuemM pyouoB. Pybubl yalle BUAHbI HA NULE U ThiNe KUCTEN.
Koxka HepoBHasi, OLLYLLIEHNA CTArMBAEMOCTU, @ KUCTU npunobpeTtaroT
KOrteobpasHbIn BuA.

Y yacTtn 60MbHbLIX NPU XPOHUYECKOM TEYEHNN 3ab0oneBaHNns
pa3pyLlaloTCs YLIWHble PaKOBUHbI, HAcTynaeT MyTUNsumMa KOHUEBbIX
doanaHr ¢ HapyLueHnemM pyHKUNK KncTen. Anctpodus HOrTeBbIX
NNacTUHOK (@edopmauus, yToniieHmne, NOoMyTHEHUE U MOTYT
oTTopratbcs). [1pu R-rpadpum —UCKpUBNEHUE U 3a0CTPEHUE ANUPU30B
doanaHr, ocTeonopos, YacTuyHas UM NosiHagd KOHTPaKTypa CyCcTaBOB B
OucTanbHbIX OTAenax KOHeYHOCTEN.

Bo3MOXXHbI py6Libl KOHBIOHKTUBBI, MTOMYTHEHNE POrOBULbI U XPYCTarnuka,
pa3BuBaeTca cumbnedapoH. ObLiee ncroueHmne, cnaboe pusnyveckoe
pasBuUTne, brieAHOCTb KOXN, TMNeprnurmeHTaums.

Okpacka 3y60B —OT pO30BO-KENTOW 40 NypnypHO-KopuyHeBoun. Koctu
CKereTa Takke bypoBaTo-KOPUYHEBOIO LIBETA. DTO BCE pesyrnbraTt
OT/TIOXEHUSA NOPPUPUHOB.



[MNepTprxo3 Bbipa)keH Ha nuue (06 ) y HUX ryctblie 6poBu
N ANWHHBIE pecHUUbl. CeneseHka yBennyeHa,
pa3BMBAETCSH aHEMMUS.

B nepudepunyeckomn KpoBu —NOUKUMOLUTO3, aHU30LUTOS3,
cdepouunTos n TpombounToneHus, aedonumnt porImeBon
KMCMOTbl U HEOOCTATOYHOCTb AernaporeHasbl rmoKo30-6
doocdhaTta SpUTPOLINTOB.

[1pOrHO3 COMHUTENBLHBLIN, MPU NEeYeHUN NONy4YNTb CTONKUA
KNMUHUYECKUN 9CPAEKT He yaaeTcs.

B Mou4e, Kane, aputpoumTax 1 B nnasme —BbICOKOE
cogeprkaHue ypo-, Konpo- u npotonopdpupuHa.
LomMmuHupyet yponopdunpmH, 0COOEHHO B KOCTHOM MO3re u
ceneseHke.

B mMo4e 3a cyTKu BblgensaeTca 40 140-160 Mr
yponopdupmHa, kKonponopMupuHa —0030-52 Mr CyT.
Takoun BbICOKMN YPOBEHb NOPMPMPUHOB XapaKTepeH
TOJIbKO A119 3Ton popMbl nopdmpun, n He bbIBa€ET Npu
neyeHo4HoU. CoaepxaHume konponopdupmHa I B Karne
MOXET AOCTUraTb 135 Mr/CyT., CyMMapPHbIN YPOBEHb
NOPPUPUHOB (YPO +KONPO HIPOTONOPMPUPUHbLI)B
apuTpouuTax 7742 HMorsb /1 1 B Nna3me KpoBU — 1267
MORNb /1.



« B)I9purponoaruyeckasa nporonopdupus.

OHa 6biia onucaHa B 1953-1954rt (Kosenov W., Treib A.). OTNNYUTENbBHbIE
0COBEHHOCTU 3TOM NOPUPUN: BbiPpaAXKEHHbBIE CUMMTOMBI
doToceHcMbunmsaumnm, BLICOKOE coaepkaHue npotonopdupnHa B kane
N Hann4yme onoopecUmpyoLLNX 3PUTPOLIUTOB B NepNdEpnYecKon KpoBu.
[locnegHee aBTOPLI NPEANOXNNU B Ka4eCTBe AMarHoOCTUYECKOro Tecta
ana andpdoepeHumaumm ot nonnMmMopdHbIX doTtoaepmaTo30B
HEN3BECTHOW 3TUONOrMn. 3TO — F’EHETNYECKN 0DYCroBEHHOE
3aborieBaHue (OnMcaHo HECKOMbKO CEMEN ) C BbICOKMM YPOBHEM
npoTtonopdupuHa B sputpoumnTax. Hacnenyerca no ayToCOMHO-
OOMWHAHTHOMY TUMY U NPOTEKAEeT B MaHU(PECTHOU U NaTEHTHOU popMax.
K HacTosWweMy BpeEMEHN B MUPOBOW NUTEpaType onnucaHbl 6onee 300
B6onbHbIX. 1o cpaBHEHMIO € ApyrMmMn hopmammn nopdompumn
9PUTPONOITNUYECKAA NPOTONOPPUPUA HE UMEET YETKO OHEpPUYEHHON
KNMUHUYECKOW KapTUHbI U NPOTEKAET NO TUMY COMHEYHOU KpanuBHULLbI,
NPYPUro-3Kk3eMaTo3HbIX POTO4EPMATO30B 1 CBETOBOW OCMbl, NO3TOMY
BMOSHE BO3MOXXHO, YTO BonbHbIE HAbNOAATCS AepMaTonoramu ¢
apyrumm guarHosamu. [epBble npuaHaky 00Me3HM NPosIBASOTCA B
[OeTCKOM Bo3pacTe (3-8 net u boree) vaile y Myx4umH. OHa
XapaKkTepunsyeTcs XpOHUYECKUM PELNONBUPYIOLLMM TEYEHNEM,
obocTpeHne B BECEHHE-NETHEE BPEMS 1 NMOBTOPSIETCH E€XKEMOAHO,
OCOBEHHO NOCEe COMHEYHOro 00Ny4YeHus. Yny4dleHne — 0CEHbIO 1 3UMON.
Peunane HaumMHaETCs C OCTPOM CTagmmn cpasy Xe nocne obnyyeHus
COSTHLEM, HO ecrnn BONbLHOW YCTpaHAET 0bnyYeHUe, TO SABMEHNS 3TU
ncyesarT 1 HacTvnaeT pemuccus. NoBbilueHHasa YYBCTBUTENbHOCTb K



= KOXHble nposABNeHNsa MOXHO pasgennTb Ha 2 rpynnbl: 1)
CUMMTOMbI OCTPOM N NOAOCTPON cTaaum 6ornesHn,
pa3BUBaIOTCA Cpasy Xe nocrie MHCONAUUn; 2) CTONKNe
BTOPUYHbIE UBMEHEHUSI KOXKIN, KOTOPblE OOHapyXMBatoTCH
y 60nbHbIX NOOOW cTagmun, gaxke Npu PEMUCCUMN.

« [lepBas rpynna CMMNTOMOB COCTOUT U3 OLLYLLIEHNS
AOKEHNS 0BITyYEHHbIX y4aCTKOB, MHOrAa — 3yad, YYBCTBO
noKkanbIBaHUS UK NOLWMNbIBaHUA, 6onun. Y aeTten —nnav,
aBuraTenbHas peakuus n HepBHoe BO3byxaeHne. 3aTem —
anpdy3HbIN OTEK Yepes 2-3 Yaca nocne obry4vyeHums,
MaKCUMYyM —4yepes 5-104., 3puTemMa, ypTukapornogobHslie
9rIEMEHTbI. Y OTAENbHbIX OOMBbHbBIX — TONbLKO
CyOBbEKTUBHbIE OLLYLLEHUA.

« B ganbHenwem noasnsarnTca 3Kk3eMonoaobHble
N3MEHEHUA KOXU, Nypnypa, Ny3blpu (TMNa CBETOBOU OCbl ).
[TosiBnsoTCA OYNresHble 3NeMeEHThI C reMopparnvyeckum
COLEPKNUMbIM, HANOMUHAIOT nennarpound, rnybokue
aKCKopuauuu.



BTopun4yHble AepmMaTonormvyeckme npmusHaky NpoaBnsSTCS
y OONbHbIX B MEpMoL PEMUCCUN: KOXKa BOKPYT pTa W rnas,
Ha KPbITIbAX U CMIMHKE HOCA, Ha Thlfle KUCTEWN YTOJILLEHA,
rpyboBaTa v ynrioTHeHa. Y oTaenbHbIX O0NbHLIX TaKne
N3MEHEHNSI ObHapPYXXMBAKOT Ha 3aHEN MOBEPXHOCTM KOXU
LLIEN, HA NOKTEBbLIX crmdax 1 Ha Tbine ctorn. HocorybHble
CKNnagKku noavyepKkHyTbl, BOKPYr pTa —paauanbHbie
bopo3abl. Ha rybax — runepkepatos, TpelwuHsbl. Y
NoNoBUHbLI DOMNbHBIX —aTpodunyeckne pyobLbl OKPYrnow
U npogosiroeaTton PopMbl (MMEET 3ePHUCTbIN BUA).
PyOLbl HAaNOMWHALIOT OCMEHHbIE METKN. IMeloTcs
HapyLleHnsa NMrmeHTaumum B BuUAe orpaHnMYeHHbIX CBETIIO-
KOPUYHEBBIX NATEH Ha OTKPbITLIX Y4acTKax KOXu, boree
Bblpa)keHbl B fieTHUM nepuog. OTCYTCTBYIOT MNOMNYSTyHUA Ha
HOITSIX KUCTEW.

BblOenatoT HECKONBbKO KNMMHUYECKUX dpopm
9pPUTPONOITUYECKON MPOTONOPPUPUN: CTEPTAS,
ypTUKaponogobHas, oTeYHO-3pUTEMATO3HAaS,
ak3emonogobHas, bynnesHo-remopparmyeckas.

FMTRAFLIAAS FINIA ATARM FNALIAAAA AARLIIATANL LILILA












= [TUMNYHBIM DNOXMMNYECKUM MPU3HAKOM ABMSETCH
NoBbILLEHHOE coaepXXaHme NpoTonopdPUpPuHa B
spuTpoumnTax (4000-15800 HMonb M ).

« [aKKe OTMe4daeTcs MoBbILWEHHbIVN YPOBEHb
npoTonopdupuHa B nnasme, KonponopmupmHa —B
apuTpounTax. YpoBHU npoTonopdupuHa um
KonpornopdupuHa rnpsiMo 3aBMCcUMbI OT OCOBEHHOCTEN
KIMMHUYECKNX NposiBNieHnin 3aboneBaHus.

« buroxmmmnyeckmun cuHgpPom naTeHTHOM oopMbl
3PUTPONOITUYECKON NpoTonopdmnpun Habnogancs B
Pa3fINYHbIX COMETAHUSIX MPU3HAKOB 3TOro 3aboneBaHus:
NOBbILLEHHOE coaepXaHmne NpoTonopdupuHa u
KonponopdupuHa TOMbLKO B 3pUTpoLuTax;,; rnoBbILLEHHOE
cogepxaHue npotonopdupmHa n KkonponoppupmHa
TONMBLKO B Kare; NoBbILLUEHHOEe coaepXaHue
npoTonopdUprHa U KoNponopupuHa B 3putpouuTax u
Karie; NnoBblLLeHNEe YPOBHSA NOPPUPUNHOB
NpenmMyLLEeCTBEHHO 3a CYET dopaKkumm NpoTonopdupuHa B
nasme KpoBu, apuTpounTax 1 Kkane. bonbLioe 3HayeHue
B AWArHOCTUKEe NaTeHTHOU POPMbI SPUTPOMOITUYECKON
npotonopdmunpun UMeeT onpeaeneHne KoadduumeHTa
COOTHOLLUEHUS MPOTO- M KONpPOoNopgrpuHa B Kane (5,6+1,43



«» B)Idpurponoatudeckas konponopdupusa

= OTa popma BblerneHa Kak caMmoCTodATENbHas B 1964 rogy
L.Heilmeyer N R.Clotten. DTO reHETUYECKN OByCrioBneHHas
dpopma ¢ BO3MOXKHbIM @y TOCOMHO-4OMUHAHTHBIM TUMOM
HacnegoBaHusa. OHa xapaKkTepunsyeTcsa pe3knm
yBennyeHmem cogepkaHnsa nopoupuHOB B 3puUTpoLinTax
3a cyeT KonponopdupuHa. 3TO CO34aET NOBbILLEHHYIO
4yBCTBUTESTbHOCTb KOXM K COMNTHEYHbIM fyyaM.

»  JPUTPONOITUYECKAA KOMNponoppupua He
COMNPOBOXOAETCA NaTonormen BHyTPEHHMX OpraHoB U
HapyLweHnemM remornoasa. [1o KOXXHbIM CUMATOMaMm
MOKEHWe, 3y, 3puTemMa 1 OTEK KOXW NOCIe CONMHEYHbIX
00nyyYeHuin) ee NpakTU4ECKN HEBO3MOXHO
andodepeHLUmpoBaThb OT 9PUTPONO3TUYECKOM
npoTonopMUPUN N NPYPUTro-3K3eMaTO3HbIX
dooToaepmMaTo30B HEN3BECTHOU aTUonorun. Ipu aton
doopme B 5 -10 pa3s yBennyeH nopoupuH B apmuTpoumTax,
NpenMyLLECTBEHHO 3a CYET dppakunm KonponopdupuHa,
TaKXe BbISBMAIOTCA B KPOBU S3PUTPOLUTBLI C KPAaCHOU
dontoopecueHumen. lnarHo3 yctaHaBnmMBaeTcs Ha
OCHOBaHWUM NOBbLILLEHNS KOMponopduprHa B
IDUTDOLINTAX. MDY HODME —B MoYe v kane. [lonvckaeTcd




5. [ledeHoYHble Mopdupun

« OHW pacnpocTpaHeHbl bonee WNPOoKOo, YEM
aputponoaTmnyeckmne. Cpegm HUX
BblOensieTcd NO3OHSAA KOXXHasA, ocTpast
nepemMexatroLasicd, CMeLlaHHaga unum
BapuratHas, noppunpun n HacneacTBeHHas
Konponopaupus.



« A)llo3aHaa koxHas nopdupua T1KIM)

« OHa aBnsaetca dopmon Hanbdonee ANCKYCCUOHHOW U
MHTEpeCHON B HO30rpadn4eCcKoM OTHOLLEHUN.
BrnepBble NpeanoXxun ato Ha3eaHue B 1937 roay
. Waldenstrom.

= OTO XPOHMYECKOE 3aborneBaHme, CBA3aHHOE C
HapyLueHnemM obmMeHa nopdunpuHoB. B nocrneaHue
rogbl YacToTa peructpauum ysenmynnace. Npobnema
nopdupmn B HacTosiLLee BpeMsi npuobpeTtaer
bornbLUOe 3HAa4YEHME, TaK Kak OXBaTbIBAET MHOIMe
coumanbHO-TUrmMeHn4YecKkme Bornpochkl: BlIMAHUE Ha
OpraHn3m 4yernoBeka NpodeccnoHarnbHbIX BpeOgHOCTeN,
ObITOBbLIX PaKTOPOB, BpeAHbIX MPUBLIYEK UT.A., YTO
BbI3blBAET 3HAYUTENbHbLIN MHTEPEC MHOTUX
KNMUHULIUCTOB N UccregoBaTeneun.



» Yalle nopaxarTca MyXX4YMHbI B BO3pacTe 30-50
NeT, XXeHLWWHblI COCTaBNAKT 5-6%, AETN —MeHee 1%.
Yalle boneroT Xntenun ropodos (75-80%), OCOBEHHO
C pa3BUTOU XMMNYECKOWU MPOMBbILLINIEHHOCTbLIO. JTO
B OCHOBHOM LLUOdbepbl, TPAKTOPUCTHI,
aBTOMEXaHWKU U T.MN., NOCKOSbKY OKa3blBalOT
BpeaHOoe BIUAHUE UCTOYHUKN CBETA, TENNA,
3arps3HeHns atMmocdepbl Ha MPOU3BOACTBE U
OCODEHHO XMUNYECKNE (PaKTOpPbI, BbI3blBalOLLNE
HapyLleHne pyHKUn neyeHn. imeet 3HavyeHme
KOHTaKT C HedoTenpoaykTamu, beH3nHOM,
CONHEYHOoe o0bny4eHmne, BETEP ,NPU HapPyLLEHNN
pexmnma nutaHusa. Takke HEBNaronpuATHO BIUSIOT
Ha 0bMeH NopdPNPUHOB COMN TAXKENbIX METAIIIOB.
[Tpn 3TOM 0CODOE 3HaYEHNE NMEET
npenpacnofioXXeHHOCTb K TaKOMY HapyLUEHUIO:
BPOXOEHHbLIN AEeMEKT PEPMEHTOB NpWU



= TaKXe yKasblBalOT Ha POrib rekcoxXriopaHa, an- u
Tpu-xnopdeHona, rekcoxrnopbeHsona.

« [lo3TOMY 3TU Npodeccuun, cBA3aHHbIE C
00ny4YEeHMEM COSTHLIEM, NMEPEOXTTaXXOAEHNEM,
TsShKenonu usmnyeckon padboTon 1 BO3AEUCTBNEM
BPeaHbIX XUMUYECKUX (PaKTOpPOB, cneayeT
cUMTaTb Kak rpynnbl NOBbILLEHHOIO pUcKa
(NOACOOHbIE, CTPOUTENbHbIE, XXeNe3HOAOPOXHbIE,
CerbCKOX034MCTBEHHbIE pa3Hopaboyue)
OCcobeHHO BaXXHO B pa3BuUTUK Nopdpmpum
Hann4ymne BPOXOeHHOW NpeapacrnonoXeHHOCTH.

« 70-75% 60onbHbIX K1 B npolwunom nepeHecnu
bones3Hb boTknHa, 3aborneBaHua XXKT, TpaBMbl
roNoBbl, KOHTAKT C BEH3NHOM, ankorosin3m u T.A4.



« OpraHusauyms npaBUbLHOIO pexuma Tpyaa n Bceu
XXWU3HM Urpaet o4eHb 60sbLUYH Ponb B
npodounakTnke atoro 3abonesaHnsa. Heobxogmmo
co3faHue NpakTU4YecKnx pekomeHaaunm, nagaHue
namMaTok Ans 6onbHbIX. Ocoboe 3HavyeHune
npmnobpeTaeT NICKOPEHEHNE BPEOHbIX MPUBbLIYEK
(@ITKOronn3m, KypeHume, HapkomaHus ),
OoKasblBalOLNX NarybHoe BNmsiHUe Ha opraHnu3m
YyeroBeKa B LIeNoM U ABNAKTCSH CEPbEe3HbIMU
NPOBOLUMPYIOLLMMN daKkTopamMun B pasBuTm
NO34HEN KOXKHOW nopdumpun.

« Ha passutme n tedeHue NKI'1 okassiBaeT BnnaHue
KnnumMat U ce30Hbl roga. Bo3HMKHOBEHME
3aborneBaHUa U ero peunanBbl BO3HUKAKOT B
NEeTHNE UMM 0CeHHNE MecsLbl, OCOBEHHO Mpw



Beigensatot Tpu Tuna INKI' no nx revenunto:

- OCEHHUU (40,1%), bonee bnaronpuUATHLIN,
koraga ['NKI'1 BO3HMKaeT 0CeHbIO Unn BECHOWU,
HO 0OOCTpPEHNE eXxXerogHo ognH pas B
aBrycre unmn ceHtaope;

- OCeHHee-BeCeHHWUU (34,4%)— OBYyXga3HbIN,
00OCTpEeHUs ABa pasa B rof: BECHOWU U
OCEHbIO;

- BHECE30HHbIN, KOTOPbIN UMEET ABa BMAaaA:
a)4acTo 000CTPALLNNCA, MHOTOga3HbIN,
4-5pa3s B rog, peEMUCCUN KOPOTKNE U HE
3aBUCAT OT MHCONAUMN,; ©) TOPNUAHbLIN,
npoTeKkarLLnn NodTn 6e3 pemmccun.



Q1unonorusa n naroreHes NKI oo koHya He BbisicHeHbI. Cpeau
NPUYMH, BbI3bIBaOLWNX NOPPUPUN —3TO Te, KOTOPLIE HapyLlakoT
obmeH nopdpumpmHOB. B 0CHOBE pasnuyHbIX opM nopgprpmn
NEXNT reHETUYECKNN MEXAHN3M, T.e. CYLLIeCTBYET BPOXAEeHHas
HEeMNONHOLUEHHOCTb PEPMEHTOB (3H3MONAaTUSA ), y4aCTBYIOLLUX B
bnocnHTe3e NOPPUPMHOB B OpraHn3me.

CTonKMe N3MEHEHUS B CTPYKTYPE SH3NMATUYECKUX CUCTEM,
OTBETCTBEHHbIX 32 CUHTE3 NOPPUPUHOB B NeYEeHN, cnenyet
CYMTaTb OCHOBHbIM MOPJONOrnM4YeCckKUmM M3AMeHEHUEM B 3TOM
opraHe y Bcex 060mnbHbIX Kl ®yHKUMOHAIBHBLIM OTpaXXeHUeMm
9TUX UBMEHEHNU ABNSAETCHA HaKoNMeHne NopPPUHOB B
renauToumTax, 3KCKpeLms Ux B Xendb 1 nocneayoLlee
BbiBegeHMe ¢ Mo4voun U karnom. ['lpn aTom MoXXHO npeanonaraTb 3
BapuaHTa natoreHeTU4YeCKUX MEXaHN3MOB:

1. HApyLWEeHUda NopPUprUHOBOro obMeHa MOryT pa3BnBaTbCS B
YCITOBUSAX OTCYTCTBUS Bblpa)XeHHbIX NaToOMOPMOSIormnyecknx
N3MEHEHUN B NEYEHN;

2)HapyLeHna nopgppuHOBOro obmMeHa MoryT pa3BMBaTLCA B
YCIOBUSAX pasnmnyHbIX NaTOMOPONormniecknx U3sMeHeHnu
neyYyeHmn, cOopMUpPOBaBLLMNXCA No4 AENCTBUEM PA3TTNYHbIX
renaToTponHbIX aKkTopPOB;

3)HapyLueHne nopunpnHOBOro 0bMeHa, Kak 1 BCIKOe Apyroe
anctpodnyeckoe N3MeHeHue B renaToumTax, MoOXXeT
CnocoOCTBOBaTb DA3BUTUIO LMPDO3a. OCODEHHO NPY Hann4ium




« [lpn obcyxaoeHnn natoreHesa Kl Henb3sa He cka3aTb O
ponu npodeccmnoHanbHbixX daktopoB. OaHaKo, HEMNb34
cuntaTtb Kl npodeccrnoHanbHbIM 3a00reBaHNEM, B TO XKe
BpEMSI HENMb3A UCKIMOYaTh BUAHME NPOdeCCMOHarIbHbIX
BpeOHOCTEWN, KaK AOMONHUTENbHbLIX (aKTOPOB B
natoreHese 1K1

« VI3OoaBHa cynuTanochb, YTO arkorosb ABMAETCH
renaTtoreHHbIM akTopomMm, T.e. 0bnagaeT TOKCUYECKNM
OEVNCTBUEM Ha NeYeHb, Bbi3blBad €€ NopaeHue, u He
Clly4YanHo B ninTepaTtype cyLiectsoBan 1 4o CUX rnop
COXPaHUIICA TEPMUH «@lnKOTOJIbHbIU LIUPPO3 NeYeHn»,
MHorouymcneHHble uccrnegoBaHus nokasarnu, YTo ankorosb
cam no cebe He NPUBOANT K NaTONOrMYEeCKNM N3MEHEHNAM
neyeHu. INpn XpoHNYECKOM YroTpebNeHNN ankoross
HapyLlaeTca yCBOSEMOCTb NMUTaTenNbHbIX BELWECTB U
pa3BMBaETCA OXKMPEHNE NeYeHN (Knposasd AUCTpous )
npucoeanHsaeTcs renatnt. CYnTaeTcs , YTo ankorosnb
CNOCOOCTBYET pa3BUTUIO LIMPPO3a, Tak Kak OH MPUBOAUT K
HeypaBHOBELLUEHHOMY NMUTaHMIO. ANKOrosb cam no cede He
OKas3bIBAET BIUSHUA HA NeYeHb, HO OTArOLLAET yXe
NMeloLLIEECS NOPaXXEeHUE NeYeHn. bonbLUIMHCTBO DOMbHbIX
LIMPPO30OM He ABMAIOTCA ankoronvkamu, a npeobnagatoilee
4YMCNO ankoronukoB He 3aboneBaeT LMppPO30M, Jaxe Npu



[TKT1 cBA3bIBAeTCA C CONAMU TAXKENLIX METanNoB
(MbILWbAK, CBUHEL, KobankT, ypaH, pocdop, pTop)
KOTOPbI€ BbI3bIBAOT HAPYLLUEHUA B OODMeEHE
nopdounpuHoB. [NoaTtomy yvalue 6onetoT MNKT1
BOOUTENN, aBTOMEXaHWUKU, KpACUNbLLNKN,
nabopaHTbl, pPabOTHUKU XMMNYECKON
MPOMBILLINEHHOCTU (OCODEHHO KOHTaKT C OU- U TPU-
XJ10ppeHOonom)

13BeCcTHa poSfib MHOTMX MEOUKAMEHTOB
©apbuTypaTtbl, aHTUManNapunHble npenaparsl,
rpn3eoqyrnbBMH, MNPOU3BOOHbLIE MbILLBbAKA,
doeHoTuasuH, cynbdpaHunamuabl,
aHeCcTe3npyroLme cpeacTtsa, 3CTPOreHsbl,
KOHTpaLuenTuBbl ), KOTOPbIE MOTYT UrpaTthb
NPOBOLMPYHIOLLYIO POSib B BOSHUKHOBEHNN U



[1KI'l Hepeako coveTaeTca ¢ MaHUAECTHLIM UMK
naTeHTHbIM CaxapHbiM AMabeToM, YTO, BO3MOXXHO,
naToOreHeTU4YeCcKn CBA3aHO, MOCKOMbLKY Npu caxapHOM
anabeTte HabnoaalTcs HapyLueHUs obMeHa NPou3BOAHbIX
YKCYCHOW KNCIIOThI, T.€. TEX METADONNTOB, KOTOPbLIE
y4yacTBYIOT B BMocuHTE3E NOPPUPUHOB.

MHoroyncneHHble gaHHble CBMOETENLCTBYIOT O
cywecteoBaHuu npu NKI1 HacnegcTBeHHOU
npenpacnonoXeHHOCTU, AN peanusaunm KOTopou
TpeOdyloTCA AONONMHUTESNbHbIE TOKCUYECKME dpaKTopbI
BHELLUHEW cpeabl U KOTopada HacneQyeTca Kak
HecLenneHHbIN C NONOM AOMUHAHTHbLIU NPU3HaK.
HacnencteeHHaa npenpacnonoXeHHOCTb MOXET
onpenenaTb «cneynuiecknn» xapakrep 0encTems
HecneungnyecKkmnx renaTtoTokCnyeckmnx pakTopos,
cnegcTBUEM Yero aBnseTcd pasButue «cneundunyeckoros»
NOPPUPUHOBOTro renartnuTa ¢ KNMMHUYECKUM 1
BUNOXMMUYECKM CUHOPOMOM NO3AHEN KOXHOM Nopdonpumn.



« CoBpemMeHHble gaHHble CBUAOETENLCTBYHIOT, YTO
ona [NKI xapaktepHa pasnnyHas nokanmsaums
depMeHTHbIX JedEKTOB B cUCTEME DMOCUHTE3A
remma. Hanbonee tsxenoe Te4yeHune
3aboneBaHusa Habnogaetcsa npu 6brioknpoBaHUM
yponopdupunHoreH-I-nekapbokcasbl, bonee
nerkoe —npu HapyLweHuax B pepmMeHTaTUBHOW
cucteme rentakapbokcnn-nopdonpuHoOreH-111-
aekapbokcunasa n yponoppupuHoreH-I111-
KOCUHTETa3a.

= laKxKe ycTaHOBMNEHO Hann4uune y oonbHbIX MKl B
nevyeHn ged ekt pepmMeHTa
yponopupuHoreH-I77-aekapbokcasbl, a Takke
aHarorn4yHblv ged ekt yCTaHOBIEH B



« KnunHu4yeckasa xapakrepUucTuka nposasnexHuin MK
xapakTepusyeTtca TPeMSA BeayLumMum
AepMaToNnorM4yeCKMMm CUMNTOMaMu:

NUrMeHTauus, Nny3bIipyU U rMNepTpuUxos.
[TurmeHTaumsa oObIMHO BO3HUKAET Ha OTKPbIThIX y4acTKax
KOXU (ML, LLIeA, BEPXHAA YacCTb rpyaun, Thin KUCTEN ), OHA
HOCUT AN PY3HbIN XapaKTep,; LBET - OT 3eMITUCTO-CEPOro
00 KPpaCHOBATO-CUHIOLLIHOIO 1 OPOH30BOro OTTEHKA. OTO
3aBUCUT OT MHAMBUAOYAlbHbIX OCODEHHOCTEN DOMBHOIO,
COMyTCTBYHOLWMX 3a00eBaHnUin U OT BIIMAHUS BHELLHUX
dpakTopoB (KNnUMaTUYecKux, MpogPeccUoHarnbHbIX 1 ap. )
BHayane oHa HOCUT KpacHOBaTbIN OTTEHOK, OCODEHHO Ha
rpyan, KOTOPYH pacLUeHMBAlOT Kak COCyOQUCTYIO peakLuto
KOXW B OTBET HA TOKCMYECKNE NPOAYKThbI HAPYLLEHHOIO
obmMmeHa nopdupnHOB. Takas peakumnsa BO3HUKAET TOSTbKO
Ha MecTax 00ry4yeHus, n ee pacueHnBatoT Kak
dooTogepmaTtos, KOTOpbIN YCTPAHAETCH, ECINN HET
obnyyeHuns. OHa ycunmBaeTcs JIETOM 1 cHe3aeT 3UMOW.
3aTeM NMrMeHTaumsa ctaHoBUTCA bornee MHTEHCUBHOMN,
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lMurmeHTauunn bonee Bbipa)keHa y OPOHETOB,
MeHbLLUe —y ONOHAMHOB.

Y XeHLNH YacTo KpacHoBaTO-Oypas
nMrMmeHTauns obiBaeT B nepmopdbutanbHom
obnactu.

[TurmeHTauma bonee BbipaXxeHa y 60sbHbIX,
paboTalowmnx Ha OTKPLITOM BO3yXe U Ha
NpeanpUaATUSX XMMNYECKOM NMPOMBbILLIITEHHOCTMW.

IHoroa nurmeHTaumns dbiBaeT, Kak MOHOCUMITOM.
B nanbHenwem nurMmeHTaunus CTaHOBUTCS
HepaBHOMEPHOW, BO3HMKAIOT Yy4aCTKU
aenurMmeHTaumm, HanoMuHatroLe BUTUNUIO.
IHoroa gaxke pasBuBaeTCHd atunndHaga gopma
[TKT1-cknepo-BUTUNUTMHO3HaA.



» [ly3blpHada peakymsa —knaccudeckmnm
Npu3HaKk noppupunmn, Ho BHa4arne BoO3HUKaeT
nerkas paHMMOCTb KOXU (L0, ThiJT
kncten ) axe nerkaqa TpasmMa Bbi3blBaeT
nosBreHne apo3nn. OTmevaetcs
cBoeobpa3sHbI aNMaepMorna,
00yCcrnoBneHHbIN rIyooKMMM 0OMeEHHO-
ONCTPOPUIHECKUMN UBMEHEHNAMU B CaMOU
KOX€e, YTO CBA3aHO C OTITOXEHUEM
nopdupunHa B Koxe. Kak npaBuno, 3Mmmou
Ny3bIPU OTCYTCTBYOT. BEeCHOU 1 NeTom
ny3blpHaa peakuusa yesenndmeaercq. Y
OTAENbHbIX OOMNbHbLIX B 3aBUCUMOCTU OT
panoHa rnpoXxmnBaHmst obocTpeHne
HacTynaeT OCEeHbIO.



[Ty3bipn pazmepamm OT MPOCAHOro 3epHa 40 ropPOLUMHBbI U
KpynHee. [1y3blpy noABNSATCA Ha BUANMO HEN3MEHEHHOM
KOXXe, OKpYrnowu nnu osanbHOM doopMbl, BOKPYT NY3bIPpA HET
BOCManeHuns, NOKPbILLKWU MIOTHbIE, COOEPXMUMOE BHa4Yare
Cepo3Hoe, a 3aTeM MYTHEET, CTAHOBUTCA FTHOUHbIM.
Hepenko cogepxmmoe nysbipen cepos3Ho-
remopparunyeckoe. BHavane ny3bipy NoABAAOTCA B MECTaX
TpaBMbl, @ B AafbHEWLLIEM CIMTIOHTAHHO, CaMOMNMPON3BOSLHO
BCKpbIBatoTcs. Ha mecTax ny3bipen obpasyroTcs 3po3um ¢
HenpaBUIIbHbIMW O4EPTAHUSMU, 3aTEM —aTpodus,
ocobeHHO Ha nuLe (ocnenosuagHas ).

Jlokanusaunsa — Tbin KUCTEWU, NNLO, YLLIHbIE PAKOBUHbI, LLIEA,
pexe —Ha npeanneydbsix, rybax, B/4 ronosbl. Y XXEHLMH
ny3bIpy pacrosiaratoTcd aTUnUYHO —Ha rofieHax, beapakx,
CMNUHE, T.€. Ha 3aKPbITbIX y4aCTKaxX KOXMW.

[Ty3blpHaa peakumsa onnuTca oT 7-10 AHEW OO0 2-3 MeC. U
3aBUCUT OT KnumMaTto-reorpauyecknx qoaktopos, Bo3pacTa
nap.

ﬂpm I'IpI/ICOG,EI,I/IHeHI/II/I BTOPUYHOWN MHAPEKLINN pa3BMUBaETCH
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[MnepTpuxos Bctpevaetcay 70% 6onbHbIX K. OnncaH un
Y MY>KYUH, U Y XKEHLUWH. IHOrga oH ObIBAET rnepBbIM
NPU3HaKOM MOPAOUPUNA.

[ToMnMO aTnX Tpex OCHOBHbIX CUMINTOMOB cCJieqyeTt
OTMETUTb, YTO KOXa NPeXaeBPEMEHHO CTapeer,
YCUInMBarTCA CKiagakm, BOSHNKaAOT MOPLUNHBI. BonbHbIE
BblMMAOAT CTapLie CBOUX NET, NHOrAa rnoABJIIAOTCA CULLS
rhomboiedea.

Pa3BuBaroTCAa MUNMYMNOAO0OHbLIE 3NEMEHTDI
OenecoBaToro LuBeTa, NMOTHbIE, Yalle B 0bnacTu ObIBLUNX
ny3bIpen 1 3po3un,

Hortu TepstoT brneck, gaedpopmMumnpytoTcs, CTaHOBATCS
MaTOBbIMUW, pa3BMBAETCH NOAHOITEBOU rMNepkepaTos.
BHayane nameHsaeTcda oguH HOroTb, a 3aTEM — OCTallbHbIe.
YacTo HOrmM NMEeKoT BMA YacoBOro CTekna, MHoraa oHu
OoTCnavBaloTCH.

Hortn vyalle Bcero MsMeHsItoTCA B JIETHUW Nepuoa.



KaTtTunmyHbiMm epmMaTonorm4eckum nposBreHUAM
OTHOCAHATCH

cknepogepmonoaobHas, CKNnepoBUTUNUTMHO3HASA,
CKneponuxeHonaHas, menaHogepmmnnopdupus,
NHPUNBTPaTUBHO-ONSILLEYHAs!, UK Tak HasbiBaemas nopdounpus
MO TUMY KpaCHOM BOMNYaHKU, U, HAKOHeL,, NOPPUPUHOBLIN
XennuT, yto coctaBnseT B oowen rpynne MK 8-9%. 3Tn
doopMbl CNOXHbBIE B AMArHoctTnyeckom nnaHe. Hanbonee yacto
BcTpeyvaeTcs cknepogepmononodbHas MNKI1, kotopas
Xapaktepuasyertcqd

a) nopaxeHnem OTKPbITbIX YHaCTKOB KOXW, ECIN NalJibLEB PYK -
CKInepoaakTuIiinAa n ga>xe MyTuiAaung;

6 )BblpaXXxeHHOW OUCXPOMUEN, T.e. YepeaoBaHNeE rmnep- u
OenurMeHTauumn ¢ ynsioTHEHMEM KOXN, a 3aTeM aTPOPUNEN;

B) AN PY3HbIM NopaXeHnem ¢ TUNNYHbIM A5F cKnepogepmMun
BOCKOBUOHbIM 651€CKOM KOXXM, 6ENoBaTO-KENTON OKPAaCKOW.
HOrga nopaxeHne MMeET BUA CKI1epoaepmMonogo0HbIX
ondaLwek unu Nonoc;

r)0bOCTPEHNSAMU B BECEHHE-NETHUW NEPUOA C BbICbINaHUEM
Ny3blpen Ha NOPaXXeHHbIX y4aCTKax KOXW;

1) TErKON NOBPEXAAEMOCTbIO KOXKMN Ha OTKPbITbIX y4acTKax
KOXKW;

e )Hann4neMm BbICOKOro coaepkaHns yponopdpuHoB.




= Y OONbHbIX C TshKenon dpopmon andodysHom
CKIepoaepMmm MoryT BbISIBAATbLCS HApYLLUEHUS
nopdoNpPUHOBOIro obmeHa, Ho No TUMy BTOPNYHOM
NopPUPUHYPUMN B OCHOBHOM 3a CHET (ppaKkunm
KonponopdupuHa.

« [lpn cknepogepmonogobHon doopme MKl oTcyTcTBYIOT
NCTOHYEHME ryD 1 cyxeHne prta. NopaxeHnst HanoMunHarT
ONAOAY3HYO CKIepoaepmMuio, U BCTpeyaeTcd aTa
aTunmnyHas doopma y ogHon TpeTtn 6onbHbIX MK,
CknepogepmMmonoaodHble UBMEHEHUS KOXKU pa3BUBaOTCS
yaLle y 60nbHbIX Npu dopMUpoBaHUn rryoboKo
3anerawLwmx nysbipen. 3axxneneHme c obpasoBaHNeEM
pyOL OB NPMBOAUT K Pa3BUTUIO CKNEPOOEPMOMNOA0OHbIX
N3MeHeHNN. Takne N3aMeHeHN4a Yalle NnoKanuayrTca Ha
HWXXHEW YaCcTU LLEN, KoXKa NPW 3TOM XKenToBaTasl,
YTOSILLEHA, KOHCUCTEHLUMS nioTHaqa. ATy doopmy NKIT
4acCTO CBS3bIBAIOT C OPraHNYeCKNMMN U3MEHEHNSIMN B
neyeHn, MHOIME CBA3LIBAIOT €€ C NaTosIornen

LeHTpanbHOW HEPBHOWU cUCTEMbI. P4 aBTOPOB CHMTAET,
uTto 310 couetTaHuve NKIMN v cknenonenmuim



« ButunurmHosHasa nnm cknepoBUTUNUIMHO3HAZA
dopma BcTpeyaeTca 'y 3% O0NbHbIX U
XapakTepmayeTcd NodaBrneHneM OBLLUNPHBbIX
OENUIMEHTMPOBAHHbIX NATEH, BO3HMKAIOLLMX Ha
MecCTe ObIBLLUNX NY3bIPEN HA OTKPLITHIX Yy4acTKax
KOXW, Yalle Ha nuue Hepegko ovaru
OennMrMeHTaumnm CoOYETarTCA C BbipaXXeHHbIM
YMMOTHEHMEM, YTO Oasio OCHOBaAHWE BbIAENUTL
CKI1ePOBUTUSTUTMHO3HYIO POPMY. OTU NMOpaKeHUS
KOXXM BO3HUKALOT MPU TSHXKENOM TEYEHUN
3aboneBaHus, Yyalle BO3HMKAIOT Ha 10y, B
BUCOYHbIX N CKYJTOBbIX 001acTax. 3T oopMmbl
COMPOBOXOATCSH PE3KNUM NOXYAEHNEM DOSbHbIX,
noasneHnem atpoduun. iHorga atu opmel
COYEeTaloTCH.



[Topa)keHune no TNy KpacHou BoN4YaHK1 XxapaktepusyeTtcd
nosiBIIEHNEM 3PUTEMbI B BUAe ©©aboykn» C Yellynkamm, HO
6e3 atpodun (3,1%). Aputema bbina no Kparo
NHAOUNBTPUPOBAHHOW, B LIEHTPE — NOBEPXHOCTHad
aTpodus.

B 10 Xe Bpema Kl moxeT coyeTaTbCA € KpaCHOW
BONYaHKOMW.

ATnnnyHaa doopma nopdoupumn B Buae 3p03NBHOIO
NopdOUPUHOBOIO Xennurta BCTpedaeTcs y 10,7% OONbHbIX U
rokannayetcs B 06racTu KpacHOM KaMbl HUXXHEW ry0bl C
OTEKOM KOXW, LWENYLLIEHNEM N 3PO3UAMMN.

Onwucana l'KI1 B Buae nanynesHbix 0bpa3zoBaHUU Ha NLIE B
obnacTn HocorybHbIX CKNagokK v no xoa4y NULUEBOro
HepBa, KOTOPbIE MOrYT COMEeTaTbCS C MMrMEeHTaLmnen n
MNepTPMXO30M.

[TKTT MmoXeT coveTaTbCs C Ncopmasom, KpaCHOW BONMHAHKOW,
cknepogepmMmuen, 3nokavyecTBeHHbIMM
HOBOOBOPa30BaHMAMM NEYEHMU, XKeNyaKa, CapKkong030Mm
Nerkux, remaxpomaTto3om, MMENOMHOMN DOME3HbLIO.



[TaTorncronornyeckme nccrnegoBaHna garoT BO3MOXHOCTb
npocnegnTb onpegeneHHyo pa3oBOCTL B pa3BUTUN
Mopdoonornyeckmnx nameHeHun npu INKI1 mn ceasatb nx c
TSXKECTbIo 3aboneBaHus. Cnegyet cyntaTb NEPBUYHBIM
nopa)keHne cocyaoB AepMbl C NOCNeayLnM pasBuTnem
nepuBacKyrnapHOro MHUILTpaTa, COCTOSLLEro BHavarne
n3 NMMdooLMTOB, KOTOPbIe 3aTEM 3aMeLLatoTCcA
domnbpobnactamu.

[1pn conocTtaBneHnn ocobeHHOCTEN TEYEHUS
BOCManuUTENbLHON peakLnmn C TAXKeCTbo 3aboneBaHns m
nokasarenamm Hecneunuyeckoro UMMyHUTETA,
obpallaeT Ha cebsl BHUMAHME PacTAHYTbIWM XapaKkTep
BOCManuUTenbHOM peakunmn, bonbLuasa NnpoaormKUTENbHOCTb
dras, B oTnn4vne ot 0bbI4HOro Te4EHNS1 BOCNanuTenbHOro
npouecca. OcobeHHOCTN MOPdONOrMYeCKUX UBMEHEHNN B
kKoxe y 6ornbHbIX [KI1 BO3HMKAIOT, Kak cnegcTene
dOoTOXMMNYECKUX peakLnm n 00yCnoBrieHbl, BO3MOXKHO,
ayTONMMYHHbLIMM NPOUECcCamu, pasBrBatoLLIMMNCA B

. VN e g N



« DyHKUMOHaANbLHOE COCTOAHME KOXN Y O0NbHbIX KT
HapyLlaeTcs, U3-3a UISMEeHEHNN B COCYyaAUCTOU cucTteme
KOXW OTKPbITbIX y4acTKOB. B nepuon obocTpeHus
3aboneBaemMoCTb KOXM NoBbiaeTcsa fpodba Mak Kntopa
Onpgpwvya), a npy HapacTaHuu OUCTPOPUYECKNX
N3MEHEHUIN B KOXKE NMPOHULLAEMOCTb NMOHMXKAETCS, YTO
3aBUCUT OT ANIUTENbHOCTN 3aboneBaHus,
PACNPOCTPAHEHHOCTU U TSXKECTM KOXKHOIo npouecca. Y
oonbLmnHcTBa 6onbHbIX MKl A0 NneyeHnss ¢ nomoLL o
nNpoObl ¢ hritoopeLIMHOM OTMEYEHO YMEHbLLIEHNE BPEMEHN
donroopecueHLUnmn, YTO CBUOETENBCTBYET O MOBbILLEHNN
npoHnuaemocTn. O6 3TOM CBUOETENBLCTBYIOT AaHHbIE,
Nony4YeHHble C NOMOLLbIO METOAA PaANOaKTUBHOM
NHOMKaLUMN C NOMOLLbIO Na 131.

« [1poba KaBeukoro bbinia cHMXeHa y 0onbLUNHCTBA
bonbHbIX KT, 4To cBMOETENLCTBYET 00 YrHETEHUN
dyHKUMOHANbHOIO COCTOSAHNS aKTUBHOWN ME3EHXUMbI, YTO
KOppenupoBaro C TAXXEeCTb TedeHUd 3abonesaHuns.



« Y 60nbHbIX Nopdmpmen oTMmeyeHa rnoBbILLEHHASA
4yBCTBUTENBHOCTL K YOO 13-3a Hann4yms
doTtoceHcndbunmnsaropa nopdpumpuHa. lNpun obnyyeHmnn YOI
NMPOMCXoauT pacLlenrieHne aeHaTypupoBaHHOro benka v
obpasyeTcs aMMHOKUCIIOTa TMCTUANH, KOTOpas
OekapbokcunmpyeTcs n npespawlaeTcd B aMMH-TUCTaMUH.
KonnyectBo ructammHa yBennymaaeTcs nocne obryyeHus
B HECKOMbKO pa3. OH paclunpsieT cocydbl 1 NoBbILLAET
NPOHMLLAEMOCTb KanunnapHou KpoBu. Kpome Toro, oH
YCUNUBAET OEATENbHOCTb CUMMNATUKO-agpeHanoBou
CUCTEMBI, YTO MPUBOAUT K YBENUYEHUIO KONMYeCcTBa
agpeHanuHa n HopagpeHanuHa B Koxe, B pesynbsraTte Yero
obpasyeTcs MenaHuH, KOTopbIv 0bycnasnueBaeT
nUrMeHTaunto Koxu. OgHako nosiBfeHne HoBbIX My3blpen
Ha NUrMeHTNpOBaHHOM Koxe Yy 6orbHbIX KT
CBUOETENbCTBYET, YTO NUrMeHTauns He obecrnevnBaeT
OOMKHOW 3aLUUnThI.

« Y 60onbHbIX [MKI1 BO3HUKAET accumMeTpust TemnepaTypsbl
KOXW, UBMEHEHME ee rnoKasaTesrien B pasfnyHbix obnacrsx.
[Mpwn INKI1T nopor TennoowyuieHna cosnagan c
TepmoboneBbIM. BonbHbIE TEPSANN YYBCTBO
TENNOOLLYLLIEHNS], KOTOPOE 3aMEHSNOCH NapecTe3nsimMu



13 BHEKOXXHbIX MPOSABIEHUN NOpOUPUM crniegyet
OTMETUTbL NopaKeHne HepBHON CUCTEMBI.

MNpu MNKIN BblAenAOT cnegyouine CUHAPOMbI:
1. BeretaTnBHasa OUCTOHUSA, XapaKTepuayoLlasacs
CMMNTOMaMW, YKa3blBalOLLMMUN HA cepaeyHo-
COCYOUCTbIN UMK XXenyao4YHO-KULLEYHbIN «HEBPO3».

2. ACTeHOo-BeretaTuBHbIN C TPOPUYECKMMU
HapyLUEeHNAMU, KOTOPLIN NPOABNAETCA
Bblpa)XeHHbIMW BeretatMBHbIMU HapyLLUEeHNSMU Ha
dpoHe acTeHMYeCKOoro coctoaHma bLias
crnabocCTb, HapyLLEHMS CHa, rOSI0OBHbIE Donu,
naToriorMm4eckne BeretaTtmBHbIE NPOOHI,
rMNepTpuxos, ANCTPpodPunsa HOrren, HapyLueHUs
NOTOOTAENEHUA, TepMoperynauum u T.4. ).

3. [TonnHeBpOTUYECKNN CO 3HAYUTENBHOWU
aTpodunen MbliLLL, KNCTK, LA U NNeYeBOro nosica
B COMETAHUM C BEretatuBHbIMU HApyLLEHUAMN
rmnoTanamMmmn4yecKkoro reHesa.




« YepenHo-mMo3roBada TpaBma, Kotopasi 4YacTo
BCTpe4aeTcs B aHamHe3e bonbHbIX K,
MHQEKLNN HEPBHOW CUCTEMBI U
MHTOKCUKaLUX MOTyT CTaTb NpU4YNHaAMU
HapyLUEeHNs HENPOPETYNATOPHbIX
MEeXaHN3MOB roMeocTa3sa.

« Paccmatpuas 'Kl kak aHOoreHHbIn
TOKCUKO3, CBA3aHHbIN C HApyLLUEeHNEM
obMeHa NopPUPUHOB, HENMBb3A UCKITIOYUTD
TOKCNYECKOro 4eUCcTBnd NPOAYKTOB
HapyLeHHOro obMmeHa Ha HEPBHYIO
CUCTEMY U B NepPBYIO ovepenb Ha
rmnoTanamyc, ABNALWNNCA, KaK U3BECTHO,
OAHUM U3 BbICLLUNX BEMETATUBHbIX LIEHTPOB,
4YTO MOXET obycnoBnmBaTbh



« VI3MeHeHnsa cepaeyHo-cocygmncTomn CUCTEMBI
NPOABMATCA NO HEMHOIMOYUCNEHHbIM AAHHbLIM
bpagukapanen, Taxmkapanen, CTeEHoOKapamnen,
nobileHnem Al. 3T UBMEHEHUS BO3HUKAKOT B
pe3ynkraTte TOKCMYEeCKOro 4encTBmUa NoppPuUpmMHOB
Ha LUeHTpanbHYy 1 BEreTatuBHy HEPBHYIO
CUCTEMBbI, a TaKXXe NpoBOAALLYIO CUCTEMY cepALa.
Ob6bI4HO 6osbHble [NNKI1 xanyTcs Ha 0oL yto
crnabocTb, MOTNMBOCTL, HEMPUSATHbIE OLLYLLEHUS U
bonu B obnactu cepaua, cepauedneHne u
oabILWKy. [Npn 06BLEKTUBHOM NCCegoBaHUN
BbIABMAOTCA YBENUYEHWE rpaHunL, npurnyweHue
TOHOB cepAua, akUeHT /7 ToOHa Ha aopTe. B
OanbHeULeM N3MEHAETCA PUTM cepaeyHoun
OEATENbLHOCTU U HapyLLeHue npoBogmMmocTu. B
OCHOBE ONCTPOPUYECKNX NBMEHEHNIN MMOKapaa
rnexar Kak HapyLwleHnus obmeHa nopdpmprnHOB, Tak
1 BNINSAHNE TOKCUYECKUX PaKTOPOB (alikorosb,
OeH3uH 1 ap.). MHorne aBTopbl oTMEYanu npu
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= [OBONMLHO Bblpa)XeHHbIe HapyLleHUa yHKL MK
neyYeHn 1 XXenyagovyHo-KNLLEYHOro TpaKkTa
obHapyXuBanu MHOrMe uccnegoBartenuy
bonbHbIX [KI1. NopaxeHue neveHu npu MNKI1
NposBNAeTCcA crneayownmMmm KnMHUYECKNMn
cumnToMamn: OonesHEHHOCTb NpU Nanbnauun B
npaBoM nogpedepbe nnu anuractapribHOM
obracTu, yBernmyeHune neyeHu, nosisrieHne
MUIMEHTUPOBAHHBIX, C IPSA3HO-CEPbLIM OTTEHKOM,
NATEH Ha OTKPbLITbIX y4aCcTKax KOXW, paclumpeHue
MESTKMX KanunnsapoB B obnacTu rpyan,
npuaaroLlee NMrmeHTaumm KpacHoBaTo-bDarpoBbLIN
OTTEHOK, OCODEHHO NpPU ASINTENBHOM TEYEHUN
3abonesaHuns. bonee peakne N3MeHeHUs —
3Bes3ayvaTble Unm pyouHoBbIE aHTMOMBI, HanM4ne
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« B aHamHese y MHOrMx 60nbHLIX — 00s1E3HL
BoTkuHa, manapus, anseHTepus, bpyuennes,
3aboneBaHnda NeYeHn 1 xXenyago4Ho-KMULLeYHoro
TpakTa. Y bonbHbIX MKl YyacTo BbigBNAeTCH
XPOHUYECKNN renaTuT, renaToXxoneLncTuT,
XOMaHInT, LMPPO3 NEYEHN, XPOHNYECKNN FaCTPUT,
OYOOEHUT, NepuayoaeHUT, XPOHNYECKUN KOJUT,
s3BeHHas 0one3Hb Xernyaka u 12-NepCcTHOU
KNLLKW. BbisBnann y atux 00nbHbIX HapyLUeHUs
benkoBoobpasoBaTernbHOU U
[MMKOreHoobpasoBaTeribHON PYHKLNN MEYEHMN.

« XpoHuyeckum renatut y 6onbHbIX MKl nmeet
ManocmMmnToMHoe TedeHne. MoXxHo
npeanofniaratb ABa BO3MOXHbIX MYTU pa3BUTUA
nopaxeHua nedveHun npu MNKI1: nepBbin - passutue
XPOHUYEeCKOro AN dy3Horo renatuta; BTOPOU —
MeasieHHoe, NocTeneHHoe pa3BuTue
ancTpodnyecknx NI3aMeHeH B NeYeHn Tuna
XXUPOBOW UM aMuUnongHowu guctpogun,



= Y 0onbHbIX K[ B neyeHn obHapyxmBaroT
NoBbILLEHNE ypornopdupuHa 11 u
KonponopdupuHa 171, KoTopble, BO3AEUCTBYA Ha
TKaHb MeYeHun, BbI3bIBAlOT renaTuT.

» [lopaxeHne neveHn YacTo BrNeYeT 3a cobon
M3MEHEHNSA CO CTOPOHbI XXen4yeBbIBOOALLEN
CUCTEMbI, B XXen4yun yBernmyeH ypoBeHb
yponopdupuHa n KonponopaupmHa, 4to
NpuBOAOUT K NOABIEHNIO HEMHAPEKLMNOHHOIO
xoneuucTuTa.

« [TOpOUPUHLI BMNAKOT HA COCTOAHUE XKenyao4HO-
KMLLEYHOro TpakTa. [lencrteme npoaykToB
HapyLleHHOro obmeHa NopPUPMHOB BbI3biBaAET
OUCKUHETNYECKME PAaCCTPOMUCTBA, KOTOPbLIE B CBOO
oyepenb nexart B OCHOBE XKenyao4YHO -KNLLIEYHbIX



« OdbTanbmonornyeckne HapyLueHusa y 00nbHbIX
[1KT'1 npoaengaTCcAa pacluMpeHnem cocyaon
KOHBIOHKTUBBLI U CKNEPbl, KOHbIOHKTUBUTOM,
MannHOBOW AereHepaunm KOHbHOHKTUBBI.
OnuncaHbl nepmucTasi u KonbLUeBUaHAS
NMUrMeHTauna rmasHoro aHa, Cy>XeHune aptepum
rmasHoro aHa, atpoduna COCOYKOB 3PUTENBLHOIO
HepBa, cnasm 1 NopakeHne CoOCydoB CETYATKW.
OTmeyanu y Takmx 005bHbIX pacCTPONCTBO
LIBETOOLLYLLIEHNS.

= Hanbonee xapakTepHO U3MEHEHME POroBOM
000MNOoYKU rnasa: BOSHNKHOBEHNE TOHKOCTEHHbIX
Ny3blpbKOB CEPOBATO-KENTOoro LBeTa
Npo3payHbiM COAEPKMMbIM pasmepamMn 4o 3 MM,
KOTOpble pacnonaratoTcs y kpast Humba. Bokpyr
Ny3blPbKOB — MHOXXECTBEHHbIE MEefKNe NeTnncTble
HoBOOOpa3oBaHHble cocyabl. Ha mectax
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« Opyrnm npmnsHakom nopakeHua rnas npu [NKIT
ABNSETCS cBOeObpasHasa NMrmeHTauus
KOHBIOHKTUBbLI U CKNepbl (40% DONbHbLIX)B 06M1acTu
HUMOa. lNnurmeHTaums obpasyeTcs B BUaeE KosbLa
MK MOsyKornbLa, COCTOALLAA N3 BEPTUKANbHO
Maoywmx TOHKMX nomnoc («nonucagy»). iHorga oHu
MMET BN OynbiKHON MOCTOBOW». IHOrAOa
NMUrMeHTauna nepexoanT Ha KOHbIOHKTUBY U
CKIiepy.

= Y OOnbHbIX Nopdoupmen HabnrgaeTcs
ManunHoBaga AereHepaumnsa KOHbIOHKTUBLI B BUAE
NUHIBEHYMbI, HA KOTOPOW NMOTOM
00pa30BbLIBAOTCA KCepoTUYeCKmne orndLKkn B Buae
benbIX NATEH C cocyaamu,

= Y 3TUX OOMbHbIX BO3MOXEH AUCCEMUHUPOBAHHbLIN
XOpUonanuT, CBSA3aHHbIN C HapyLLeHneM obMeHa
NopPMPUHOB, pacLUMpPeHNE BEH rMa3HOro gHa,
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« [lopaxeHune JIOP-opraHoB
Xapaktepusyertca da3oBocTbHo. [1pn nerkom
Te4yeHnn 3aboneBaHnsa BO3HUKAET
BA30MOTOPHbIN PUHUT, Mpu Boree TSKernom
— AncTpodunyeckme n3MeHeHus Crm3ncTbIX
000s104€eK HOCa 1 3eBa, KOTOPbIE
NPOrpeccupyroT Npu HeEGNaronpUSATHOM
TE€4YeHMN OCHOBHOIo 3aboneBaHus.



« KnuHuyeckasa knaccudpukauus BolaensaeT Tpu
ctaauu 3aboneBaHusa H.M.KysHeuosa, 1974, 1976):

« CTaguga I (nmerkas) Ha nepBbiv NfiaH BbICTYNaKT KOXHbIE
NposABreHNs, 0bpaTnuMblie UBMEHEHNS BHYTPEHHMX
opraHoB U HeEpBHOWM cucTeMmbl. [peobnagatoT
BOCManuTeribHble U3MEHEHUS, MOSABNATCA My3bIPHbIE
3NneMeHTbl, CoCcyanCTble peakunn («rpa» Ba3oOMOTOPOB
niua v rpyam, akpouunaHos) Y HeKOTOPbIX OOMNbHbIX
MEHAETCHA HAaCTPOEHNE, HapyLLAeTCs COH, MOABMSETCH
pas3opaXXmTenbHOCTb. Y HUX NErko Bbl3biBAETCA KpacCHbIN
CTOUKNU gepmMorpadunsm, HapyLlarTca BeretatuBHble
pedoneKkchbl, NOABNAITCA HEUPOBEreTaTUBHbIE COBUIMN.
OTmeyvaeTcs yBenmyeHne Konmdectea Kanmnmgapos U
Hanmyne NnepukanunnsapHoro oteka. 3T U3MeHEHUS
obpaTtumMbl 1 B epmoa peMmccum crnado BbipaXkeHbl.
OTmevaeTcsa HeOONbLLOE MOBbILLEHNE t0 B ANCTaNbHbIX
oTaenax pyk, HapyweHne yHKLMOoHansHOW CNOCOOHOCTH
neyeHu




« N4 [7 cTagnun xapakTepHo
pacnpocTpaHeHHOEe NnopaKeHmne KoXu,
Ny3blpU OCNOXHAKTCA BTOPUYHOU
MHOQPEKLIMEN, pa3BMBAETCA aCTEHO-
BEeretatMBHbIN CUHOPOM, TPOPUYECKNE
HapyLleHUsa, Hepeako BblpaXKeHHbIN
NONMMHEBPOTUYECKUN CUHOPOM
(fTunepecTesns Ha Thifle KUCTEU, CHKEHNE
NN OTCYTCTBUE KOPHearbHbIX UK
KOHBIOHUTUBAaIbHbIX PEJNEKCOoB )
pa3BMBaETCA NONMMMHEBPOTUYECKUNA CUHOPOM.
OTmevaeTcs noxyaaHue nuua, KNCTEN CO
CHWXXEHMEM MbILLEYHOWU CUnbl, MPOABIAETCH
rMNepTpuxos, gucTpoduna HoOrTeun, ycuneHue
eCTeCTBEHHbIX CKInaaok, oopasoBaHue




« OTMevaeTca Hanndne aucTpodonYeCKnX
M3MeHeHU B Mnokapae, neperpyska
NpaBoro Xenygodka u HapyLleHue
aTPUOBEHTPUKYNAPHOU NPOBOAUMOCTMN.
OTme4vaeTcs CHUKEHWE TOHYCa COCYANCTOM
CTEHKU, noBbllaeTca ALl, paclumpsaoTcA
Kanunnsapbl C yBenM4eHUeM nx Konnm4ecTBa,
N3MeHeHneM PopMbl 1 NOABNEHNEM
apTEPNOBEHO3HbIX aHACTaMO30B. OTU
N3MeHeHnsa bonee CTOMKMUE U OHU HEe
ncyesarot npu pemmccumn. PassmBatoTcs
OpraHn4YecKkne N3MeHeHUa neveHu
(yBEnuyeHmne neYeHu, Xentyxa) uamMmeHeHune
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= Y 3TUX BOSIbHbIX YTHETAETCS aHTUTOKCUYecKast QyHKLINS
NneYeHun, rMmmKoreHoodpasoBaHme, NOBbILLEHNE caxapa B
Moye. OTmevaeTcs Npeumnppos 1 UMppo3 NeYEHN, racTpuT,
OyoOeHUT, i3BeHHasi 00ne3Hb 12-NePCTHON KULLIKN,
[TossBnatoTCS 60nNM B KULLEYHUKE, METEOPU3M, NOBbILLEHNE
nopMpMpnHOB B AyoaeHarbHOM CO4EPXNMOM,
ancknHeTudeckue paccrtpouctea XXKKT, xoneuncTur.

« BblpaxeHHble BocnanutenbHble U AereHepaTuBHbIE
BOCManeHusa rnas (pacumpeHne cocyaoB, KCepoTuyeckue
BAALWKKY, NY3bIPbKM N 04aru NOMYTHEHUSA HA POroBOM
000ono4ke, NUrMeHTauns Tuna «ynbPKHOW MOCTOBOW» UNU
dianvcaga») Ha rmasHom gHe —pacLunpeHue BeH,
rmnepemMus gmcka 3aputenibHoro HepBea, OTIIoXKeEHNE
nurmeHTa. IameHaetca tedenune JIOP-natonoruu OTuT,
HEBPUT, aTpodusa CNU3NCTLIX 06oMNoYeK) pa3BnBaeTCs
rmnepTpodusa COCOYKOB S3biKa, TPELLUHbI, XXENTYLWHOCTb
MArkoro Heba, NapoaoHTO3, AKCAONUaTUBHbLIN
cneungnyeckun Xeunur.



B 117 cTagun UsMeHeHUs KOXXN Takne, Kak 1 BO 11 CTaauun.
[loaBnaeTca noxygaHue MblLUL nnua, KNCTEU 1 NNeYeBoro
nosica CoO CHUXEHMEM MbILLEYHOW CUIbl, BEretaTuBHO-
TPOOUYECKNE paCCTPOUCTBA, HapyLLeHMe CHa, anneTuTa,
pa3BMBAETCS AENPECCUs, YTO NPUBOAUT K NoTepe
TPYAOCNOCODHOCTM.

Y O0nbHbIX BblpaXXeHHOE HapyLUEHME
aTPUOBEHTPUKYNSAPHOM MPOBOAMMOCTU, Nepudepnyeckme
COCyAbl pacCLUMPEHbI, paclUMpeHNEe Kanunmnapos C
M3MEeHeHMEeM UX POPMbI (Pas3MbITbie TOUKU, 3aMATbIE)C
Bblpa)XeHHOWN CTOUKOCTLIO.

OTmeyvaeTcs yBenmyeHne nevyeHn, oonu B noapebepsbe,
pPa3BMBaAETCH rernaTtoxoneuncTuT, LMppos3 neyYeHu.
CTpagatoT BCe PYHKLNM NEYEHN.

Habntogatotca gereHepaTuBHbIE UBMEHEHMUS
KOHBIOHKTUBbI 1 POroBon 060s104KK. Yeyrybnsaercs
aTpodoumsi Cnn3ncTbiX 0O0NoYeK HOCA, 3eBa, TOPTaHMN,
TOH3UNNUT, HEBPUTLI CITyXOBbIX HEPBOB.

OTmevaeTcsa NapodoHTO3 U XENTYLLIHOCTL Heba.




B 3aBncnmocCTun oT npeobnagaHns nopaxeHUs KOXu,
BHYTPEHHNX OpraHOB N HEPBHOW CUCTEMbI BblOENAKOTCSH
YeTblpe KNMMHNYECKMX BapuaHTa:
HeandepeHLNPOBaAHHBLIN UM YCITOBHO -KOXHbIN,; KOXXHO-
HEPBHbIN, KOXXHO-BUCLIEpaAlibHbIM N CMELLaHHbIN.

Heand depeHunpoBaHHbIU NN YCITOBHO-KOXHbIN
XapaKTepU3yeTca CMMNTOMaMU, XapakTepHbIMW ANg I,
nHoraa v ong I7 ctagu 3adbonesaHus.

KoXXHO-HepBHbIN BapuaHT XapakTepusyeTcs
cumnTomamu 77 um 117 ctaguu 'KIT.

KoXXHOo-BUCLepanbHbIN BapuUaHT XxapakTepunayeTcst
cumMnToMamm 17 1 oCoObeHHo 117 cTaguin.

CMellaHHbIN BapuaHT — HA4YMHAETCS C NOpaXkKeHUs KOXMN,
a NOTOM NMPUCOEOUNHSIOTCS NOpaXXeHNS HEPBHOM CUCTEMBI
N NEYEHN, YTO XapaKTepHO ANs 111 cTaguun, pexe - I1
cTaaus 3aboneBaHus.



« B pasButnm KNMHNYECKNX BapnMaHToOB
bosnbLIOe 3Ha4YEeEHNE UMEIDT
nposouupyoLLne dpakTopbl GonesHb
BoTKMHa, ankoronuam, pasnmyHblie
HapyLUeHNa ANeTbl, TPaBMbl rOS1I0BbI ),

« |Unbl TedeHund [NKI'1 BbiaeneHbl B
COOTBETCTBUN C CE30HHOCTbLI OOOCTPEHUMN:
nepBbIN —OCEHHNN OAHOd)a3HbIN,; BTOPOU —
OCEHHe-BeCEeHHMN ABYXMa3HbIU; TPETUN —
BHECE30HHbIN, KOTOPbLIN B CBOKO O4Yepenb
nogpasgensercd Ha gBa Bmga: a)4acto
obocTpsoWwmMnca MHorogasHbin, 0)
TOPNUOHBIN.



= [aKkmm obpas3om, nutepaTypHble AaHHbIE
no3sonAT paccmartpuearth Kl kak
nonMcucTeMHoe 3abosieBaHNE CO CIOXHbIM
naToreHe3oM 1 MHOrooobpasHoW KIMMHUYECKOM
KapTUHON. [ToNnncncTeMHOCTb 3TOro 3aborneBaHus
NPOoABNAETCS B NOpaXeHUN HEPBHOWN, CepaeYHO-
COCYAOMNCTON CUCTEMBI, OPraHOB 3peHU4, Cryxa,
KOXW, CIMU3UCTbIX obornoyek. [aTtonornyeckum
npouecc HOCUT Pa30BbLIN XapakTep.
Bo3HukatoLwme BHavare 3aboneBaHuns
doyHKUMOHaNbHbIE UK BOCNaNUTenNbHbIE
obpaTuMble N3MEHEHUS B JaribHENLLEM HEPEOKO
CMEHSIIOTCHA ANCTPOPUYECKMMU HEODPATUMBIMMN.
BbliaeneHHble KNMHNYECKNE BapyaHTbl MO3AHEN
KOXXHOW nopdupum doopmMmnpyroTca B 3aBUCUMOCTH
OT npeaLuecTByoLWmMX 3abonesaHnin n
NPOBOLMPYIOLLNX (AKTOPOB.



B)OcTpasa nepemexarowiasics
nopdpupus.



« OTa dopma nopdounpumn BCTpeyaeTcs B YKpanHe KpanHe
pegKo. AToO MOHOreHHOE ayTocoMarnbHOe AOMUHAHTHOE
BpOXXOeHHoe 3aboneBaHue, npm 3ToM cnocob nepenaym
ero NoTOMCTBY He BCerga aABnseTcs perynspHbIM.,
3HA4YUTESbHO Yalle BCcTpevaeTcs y XeHwuH. Cnenyer
OTMETUTb, YTO HEKOTOPbLIE NpenapaTbl obnaaatoT
BblpaXeHHbIM NOPPOUPUHONEHHbLIM OEUCTBUEM U OHU
NPOTMBOMNOKAa3aHbl OOSIbHbIM C MepeMexatoLLEenCs
nopdounpunen: ankorornbs, bapdutypartsl, Xrnopanasenokcua,
rnoTeTMMmug, rpuseodynbBUH, Menpobamat, 3CTPOreHbl,
oparibHble MPOTUBO3a4YaTouHbIe CpeacTBa, cepebpo,
CBUHEL, LUMHK, CNOopbIHbSA, TONdyTamma,
cynbaHnnamugbl. 3T COegMHEHNA MOTYT NepeBeCcTH
NnaTeHTHbIE (POPMbI SH3UMOHAaTUMNA B COCTOSIHUE
HeOoCTaTOMHOCTM 3H3KUMa U 3aTEM B KIMHUYECKU
MaHUJPEeCTHble POPMBbI.

«» bepemeHHOCTb y 6onblUnHCTBA O0SbHLIX ObIBAET
NPUYNHON 0DOOCTPEHNN DONE3HN N AaXe Bbl3blBAET

CMepTENbHbIN ncxod. bonbLyo ponb B NPOBOLMPOBaHUN
BonexHu nrnaeT DAANMMYHAG ndchekiiva



« BblOensaoT HeECKONbLKO rpynn CMMNTOMOB Hanbornee
XapaKTepHbIX A1 OCTPOU NepemexaroLienca nopdoupuun.

« 1. bonun B XnBOTe, TOLLIHOTA, PBOTA, 3aNOpbI, ANapesS.
ABaoMUHanNbHbIE 60N HOCAT KONMMKOOOPAa3HbIN, pexe -
NOCTOSAHHbIW XapaKTep 1 NPOoaomKarTCs HECKOSMbKO 4YacoB
unn gHen. bonn nHorga o4eHb MHTEHCUBHbIE U
NOKanu3yloTCs B pa3HbIX OTAENax XnBota, Unm
anddysHo. MIHoraa owmnbo4YHO CTaBUTCH AMarHo3 OCTPOro
anneHanumTa, HeNnPoOXoaANMoOCTU, NnepdopaTUBHOU A3BbLI U
Ap.

« 2. HeBponorun4yeckme cuMnToMbl — BASble napannyn,
nopesbl, MNOSIMHEBPUT, OyNbbapHbIE U CEHCOPHbIE
HapyLleHunsa, ancarms, aunnonms, apoHusd, nopes
NUUEBOro HEPBA, HEAEPKaHNE MOYU U Kana, HapyLUEHUS
4YyBCTBUTENLHOCTN.

= 3. [lcnxnyeckue HapyLleHNs1 — XxpoHunveckasi 0eCCoHHMLA,
SMOLIMOHAaNbHaa NabunbHOCTb, AENPECCUBHbIE U
NCTEPONHbIE KOMMOHEHTBI. Pexe —cnyTaHHOCTb
CO3HaHWUSA U Ae30pMneHTaLuns, 3pUTESNbHbIE N CITYXOBbIE



4. CepgeyHo-cocyanucTbie HapyLUeHUA — CMHYcOBas
Taxukapausa u runepTteHsnsd, nameHeHnsa IKI .

5. AnNnnenTndoopMHbIe Npunagku n passutue
KOMAaTO3HOro COCTOSIHUA — BO BPEMS OCTPbIX

NPUCTYNOB 1 HabntogaeTcsa y 60%, OnNurypus,

ypemusi, pBoTa.

Peructpupytotca andpdpysHas TeMHas okpacka
KOXXW, BECHYLLIKW, XNoa3Mbl.

buoxnmmnyeckne nameHeHua: BbiIcokas akCckpeLns
AJIK 1 nopdobunmHoreHa ¢ Mo4omn,
He3Ha4YnTeNnbHOE NoBbILLIEHNE YPO- U
KonponopMupuHa B MoYe, 3aBUCSLLNE OT
KIMMHUYECKMX NPOSIBIEHNIN, 0BOOCTPEHUS
3aboneBaHus. [TopdomnpuH B apuUTpoLUTax U B Kane
— HOPMAaIbHbIN.



[TpennoxeHa nogpobHas Krnaccndukaums
naTteHTHbIX opM DonesHn:

1. CKpbITOE HOCUTENBLCTBO MYTAHTHOIO
annensa —BeposATHOE reTepo3nrtTHoe
COCTOSAHME MNPU OTCYTCTBUMN KITMHUYECKUX
NPN3HaKOB DOME3HM.

2. 3400P0OBOE HOCUTESNBCTBO MYTaHTHOIO
reHa — Hann4yme MMHMMarnbHbIX
BMOXMMUYECKNX NPU3HAKOB NPU OTCYTCTBUN
KIMMHNYECKNUX CUMMTOMOB.

3. JlaTeHTHaqa gopma — Hannune cTepTbiX
KNMUHUYECKUX CUMMNTOMOB. B coveTtaHum c
Bblpa>XE€HHbIMU HAPYLLIEHUAMMU
nopdgupuHosoro oomeHa J1..Vpgenscon, I



« JlaTeHTHasa dpopma ocTpoun
nepemexatoLiencs nopdpunpumn KNMHNYECKH
XapakTepusyertcd nepnoanyecku
BO3HMKaOLLMMKN DONIAMU B XXUBOTE,
MbILLEYHOU cnabocTblo, beCCoOHHULUEN,
rmnepTeH3nen, CUHyCoBOW Taxmkapanenm u
NCUXONorn4eckMMm NUSMeHEHNAMHN
NMMYHOCTU. TaKkoe cocTodaHue HabrnogaeTcs

Yy 00SIbHbIX MAaHUAECTHOU POpPMOUN BOSE3HM
B Nepuoabl PEMUCCUMN.



BbloensatT HECKONMBEKO BapMaHTOB Te4eHNA MaHUJEeCTHOW
OCTpOM NnepemexaroLienca nopdonpun:

1. Jlerkaa goopma: nepnoanyeckn Bo3HUKaroLme
HeNPOAOMKUTESNbHbLIE OCTPbIE MPUCTYMbI BONE3HMN,
KOTOPblE OrpaHNYnBatoTCs TONbKO abaoMMHANBbHBbIMU
cuMnTOMaMu U, Kak NpaBuno, 3akaH4MBaoTCH
brnaronpusaTHO.

2. Taxenaqa dpopma: Taxenble NpUCTynbl 10-15agHen, oo 10
Hepenb. OcTpas doopmMa conpoBoXaaeTcs
abgomMuHanbHbIMWU CUMITOMaMW, HEBPONOrMYECKUMU
HapyLUEHUAMUN N NCUXNYECKUMU PACCTPOUCTBAMM.
Peunanebl NOBTOPSAIOTCS Yepes3 HECKONbKO MECALIEB UNK
yepes 1-2roga. icxon COMHUTENBbHbIN, MOXET 3aKOHYNTLCS
rneTarnbHo.

3. CTyneH4artas oopmMa: Kaxabin npeabiaywmm npucTyn
conpoBoXaaeTcs boriee TsXKenbIMU U rnyboKnMu ooLLmmMm
HapyLleHnamMn. Peunamebl HacTynarT Yepes 1-2 mecsua.
Ncxon HebraronpuaTHbIN. TPETUN N YETBEPTLIN MPUCTYN
3aKaH4MBaeTCH neTarnbHo.

4. OcTpeuLiaga popma: valle Yy KEHLLWH BO BpeEMS
bepeMeHHOCTN, CONPOBOXAAETCS TAXKENeNnLWmMmMn obLLIMMK

LIDON\/I1IQLIIZACGNAIA 1A DAOAIV'2LIIU/AD22ODAAT NG NMNAaT™fhnLrouwunon



[TpOrHo3 npu 3ToM 3aboneBaHnn BCerga cepbe3HbiN
(MeTanbHOCTb B cpegHeEM 24-60%). TAXKerno NnpoTeKkaeT B
MOMNOAOM BO3pacTe C BOBIEYEHNEM YepPENHbLIX HEPBOB.
CMepTb HacTynaeT oT napanuya gbixaTenbHoro LeHTpa.

3MeHeHUs KpOBU HECTADUIbHbIE, pa3HOHAMNpPaBNEHHbIE U
Hecneumnpuyeckme.

Pa3Hoobpa3sune KNMHUYECKNX NPOSIBNEHNN OCTPOW
nepemexarLienca noppupmmn, ee oTHoCUTENbHASA
PEeAKOCTb CO34atl0T onpeaerieHHble TPYAHOCTU B
pacrno3HaBaHuUm 3TOro TAXXenoro 3abosrieBaHms.
3aTpygHeEHUsA B AMarHOCTUKE OCTpon nopdounpum
3HaAYUTENbHO ferye npeoaoneBarTcs Npu yCrnoBuKn, ecrnu
9TO 3aboneBaHne paccmaTpmBaeTcs B npouecce
ondpdoepeHumansHoro gnarHosa. l'paesmnbHasa oueHKa
OCHOBHbIX KIUHUYECKUX NPOABIIEHNN (@0OOMUHArNbHbIE U
HEeBPOJSIOrM4yeckmne CUMMTOMbI, USBMEHEHUSA NCUXNYECKOIO
COCTOSAHUA ), KpacHOe OKpaLLUMBaHME MOYU, UCKINIOYEHNE
rematypumu 3actaBnseT npegnonaratb BO3MOXHOCTb
NpuUcTyna oCcTpomn nepemexarLlienca nopdpupun. Crieayet
YUYUTbIBATb, YTO OCTPbIE MPUCTYMbI NOpdUpmUn He BCerga
MOTYT ObITb TSXKENbLIMWU, MO3TOMY OnpeaeneHme
nopdobunmHoreHa B Mo4ye nrpaet 6osbLUYHO Porb B



B)BapuratHas nnm cmellaHHas
nopdupua HOxHo-AdppukaHckun
T!N).



« JTa (bopMa pacrpocTpaHeHa B FOXKHbIX panioHax
AdpukKn, a B EBpone BCcTpeyaeTca peako.
KnnHn4yeckn NnposaBniseTcs Takke Kak ocTpas
nepemMexatoLaacs nnm no3gHAaa KoxxHaga
nopdpupus. INposasnsaeTrca TONbKO KOXHbIMU
BbICbIMAHUAMMN, NN TOSTbKO abaoMUHarIbHbIMK
npucTynammu, naTeHTHOU PopMOun, KoTopas
OVarHOCTUPYeTCA Y KNMMHNUYECKNX 300POBbIX
POACTBEHHMKOB DOMNbHBIX HA OCHOBAHUY
broxnmmnyecknx kputepuen. OCTpble NPUCTYNbI
HaboaaTCs Yalle Y XKXEHLLWH,
OepmMaTosiorm4yeckmue CUMNTOMbI —Y MYXXKYMH.

« [lepmaTonornmyeckne cMMnTomMbl NOSABASAIOTCS 3a
3-4roaa Ao nepBblX OCTPbIX MPOSABEHNN
BapuraTtHon nopdpupun B BUAE Ny3bIipeUn, 3p0o3un,
PyOLOB U MMrMeHTaLmu.

« BbiCbinaHng Ha nNuue un Tbine KUCTen,
NPOBOLMPYETCA MEXaHNYECKOUN TPaBMOW U

AAMRALIAULLIMNM AARN/UAQIIAAR



« Bo Bpems ocTtpomn dpasbl 6oresHn B
KIMMHUYECKON KapTUHE AOMUHUNPYIOT
abjoMUHanbHbIE DONK, TAXKEnas peoTa U
3anop, CMHycoBaga Taxukapaus,
rMNepTeH3nd U CUMNTOMbI NOSIMHEBPUTA.

« bonesHb Yallle pa3BmBaEeTCcsd B Bo3pacTte 40
30 NeT n nposouUnpyeTcs bapbutyparamum,
aHarnbreTukamm, CTpeccom,
MHTEPKYPEHTHbIMM 3ab0f1eBaHNSIMN,
bepemeHHOoCTb0. Hem monoXke 6ornbHON,
TEM TAXENee nportekaeT 3abonesaHue.
3aboreBaHme BbISIBMAETCS B CEMbSIX Y
HECKOMNbKNUX POACTBEHHMKOB U HUKOrda HE
COYETAETCS C npyrvuvm KIMUHUYECKNMU
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KnuHu4yeckn noctaBmTb AMarHo3 HeBO3MOXKHO. [lnarHos
yCTaHaBNMBAETCHA Ha OCHOBaHUN BMOXMMUYECKUX AaHHbIX:

1. Bblcokoe cogepkaHmne nopdoupuHoB B Kare. Ppakuns
npoTonopMupmnHa JOMUHUPYET Haa ppakumnen
KornponopdpupuHa. B nepmnon octpbix npuctynos obLiee
coaepxaHne nopdoUpMHOB B Karle NoBbILLAETCS, HO
COOTHOLLEHNE MeXay dppakunamMm CoXpaHAeTcs.

2. NoBblweHHble akckpeuunen AJIK n nopdobunmnHoreHa c
MO4YOU BO BpeEMSI OCTPon doasbl.

3. 3aKOHOMEpPHO nNpeobnagaHmne ypoBHSA
KonponopguprHa B CyTOMHOWU MOYE Ha coaepKaHnem
yponopdupuHa. Bo Bpemsi octpoun cbasbl 6oriesHun obLias
SKCKpeLunsa noppupruHOB ¢ MOYON YBENUYNBAETCS, HO
COOTHOLLEHNE MeXay dppaKkunNaMn CoOXpaHAETCS.

4. HopmanbHoe cogepkaHne NopdPUPUHOB B
aputpoumnTax. [nsa okoHyaTenbHOro gnarHosa Hamboree
BaXXHO onpeaeneHne nopMmupuUHOB B Kare.



' )HacneacTtBeHHas

. CneuMqJMqulé(ggl-ngngg$ol§|l Ec))%gln'opcbmpmm

HapyLleHust obmeHa NopOUPUHOB BbIABIIAKOTCS Y NNLL
pasnnyHoro Bo3pacTa (0T 740 75 NEeT)N PerncTpupyrotTca
KaK Y MY>X4YUMH, TakK N )KEHLLWH. Y NOoroBUHbI DOMbHbIX
npoTtekaeT 0eCCUMNTOMHO U ANArHOCTUPYETCH Ha
OCHOBaHUN DUOXUMUNYECKUX nccnegoBaHun. JlaTeHTHbIE
doopMbl BLIABASAIOTCA B CEMbSIX Cpeaun POACTBEHHMKOB
OOMbHbIX.

« [lpoTekaeT B BUAE NPUCTYINOB, KOTOPbIE MPOBOLIMPYHOTCS
bapbutypatamu n TpaHKBUNM3aTopamu.
[TpoBoUMpPYOLWLNMUK baKToOpamMm MOTYT TakXKe BbICTYMNaThb
9CTPOreHbl, UHTEPKYPPEHTHLIE NHMPEKLMN U
bepemeHHOCTb. HabntopgatoTcs aboomMmnHanbHbie 6oy,
3anopbl, pOTa, AOMUHUPYIOT AENPECCUBHbIE U
ncTepounaHble peakumnm, BCTPeYarTCa NapecTe3nm u
rmnepTeHs3ud. Y yactum 005bHbIX — PoToCceHCUbunnaauus.



HanomMunHarT KNMHUYECKN OCTPYIO NepemMekatoLLyto
nopduputo. ToOYHbIM gMarHo3 yctaHaBnMMBaAETCA Mo
BMOXMMMYECKNM NPU3HAKaM:

1. BbICcOKUIM ypoBeHb KonponopgupuHa B Kare npu
HOpMarnbHOM YPOBHE npoTonopdunpunHa. 3To NOCTOSIHHbIE
NPU3HAaKW.

2. MosblweHHas akckpeuns AJTK, nopdobunmHoreHa u
KonponopdupmnHa ¢ MO4YOW, HO TONbKO B Nepuoa
00OCTPEHMS.

3. HopmanbHbIN YpoBEHL NOPMOUPMHA B SpUTPOLUTAX.
YBennyeHHbIN KonponopmUpmH OTHOCUTCA K U3oMepY 111
Tuna.

Y yacTu 60sbHbIX BbISABMAIOT HApPYLLUEHME
AHTUTOKCMYECKOWN OYHKLMN NEYEHN, MOBbLILLEHUS IMNLMHA
B Mo4e. HapyLieHnsa nopduprnHoBoro oomeHa
BbISIBMISAETCS TOMbKO B NEYEHMN N OMEHb PEOKO — BbICOKUM
YPOBEHb KonpornopMupuHa B AyoaeHarIbHOM
COOEPKUMOM.



6. HeknaccuduumnpoBaHHbIe
« [lepBbin Bblﬂ,eﬂwﬂmmWIMH M.Bariety B 1960

roay. B otedectBeHHOU NUTEpaType rnepsoe obobLLEHNE O
nogobHbIX bonbHbIX caenan b.H.KpusoLuees (71978).

« CyulecTtBytoT ABE OPMbI KOXKHbIX MOpPupnn. KnmHmnyecknm
CUHAOPOM OOQHOWU N3 HUX CKNaablBaeTcda U3 paHHeun
MaHUdECTHON BoNe3HN, BbICbINaHUA BYie3HbIX
9JIEMEHTOB, NOSABIIEHNS PYOLIOBbLIX U
ckrnepoaepmMmonogobHbIX UBMEHEHUIN KOXN, HApYyLLEHUS
nUrmMeHTaumm, rmnepTpuxosa, ANCTPOPUYECKUX USMEHEHUN
HOIFTEN, MblLLL, KOCTEW, CYCTaBOB KUCTEN U OBLLINX
HapyLUeHWX B BUAE cnaboro nsnveckoro pa3sntus,
BbICOKOM MUONMUN U SNUNenTUJOPMHLIX NPUNaaKos.
brnoxnmmnyeckne nokasarenu npm aTon opmMe: BbICOKOEe
cogeprkaHue npotonopdupurHa B apuTpoLmnTax, nnasme
KPOBW U Kane, NoBbLILLeHNe coaepXaHna yponopdunpuHa B
MOYe, Kane, apuTpoLumnTax 1 nnasme KpoBsu, yBennyeHue
dopakumm KkonponopdoupmHa B Mo4ye, nnasme KpoBu u



« lpyrasa doopma KoXXHOM nopdoupmn no
KIMMHNYECKUM NMPU3HaKaM NPOTEKAET KakK
Hydroa vacciniforme N CONMPOBOXAAETCH
NpenMyLLeCTBEHHbLIM MOBLILLEHNEM YPOBH4A
yponopdunpuHa B nnasme KposWu,
apuTpouuTax 1 Kkane npu HopmasribHOM
YPOBHE nopdupuHa.

« OTU NMPU3HAKK Nopdurpun LienecoodbpasHo
OTHECTU K NeY4EHOYHbIM MOPOUPUAM.



[1pn paccMoTpeHUn NPUYNHHOU CBA3N
reMopparm4yeckoro cmHgpoma v HapyLueHus
nopdoUpuUHOBOro obMeHa cneagyetT UMETL B BUAY
cnepgywoulee:

a)BOo-NepBbix, 00pa3oBaHme BELLECTB,
noBpexaatoLL X COCYyaMUCTYH0 CUCTEMY U
NPUBOOALLNX K HApYLLEHNIO haKTOPOB
CBEPTbIBAEMOCTU KPOBU, MPOMUCXOAUT Ha OOHE
y>K€ HapyLLueHHoro oomeHa nopdpUHOB B
NneyeHu;

0)BO-BTOPbIX, HAPYLLUEHUA PYHKLNN NeYEeHN N KaK
clie4cTBMe 3TOro NaTonorM4yeckn NoBbiLleHHoEe
obpa3oBaHMe NopPMPUHOB B HEN Pa3BUBAKOTCS
BTOPUYHO B pe3yribTaTte CUCTEMHbIX HapyLleHU
CTEHOK KPOBEHOCHbIX COCYa0B 1 paKTOpOB
CBepTbIBaHNA KPOBM.

B nonb3y reHeTu4eckou npmpogbl MoryT
CBUOETENbCTBOBATL PaHHAA MaHUdecTaumsa u

ADAINCTRDALLILIZ FALNAMANMATA2AM CIAUMANARMLULIIA



HeknaccunduumnpoBaHHblie NOPAOUPUN XapaKTePU3YHTCA:
1. HaunHatoTca B geTckme rodpi.

2. NockonbKy He Bceraa bbiBaeT NOSHbIN KOMMSIEKC
CUMMTOMOB, 3TN DOMbHbIE HE 0BCNEeayTCs U
KrnaccnuumpyroTcs Kak potogepmartos HeM3BeCTHOU
9TMONOInM.

3. [loBblLLEHHAA 3KCKPELIMA MOPPUPUHOB C MOYOUN MOXKET
OoTCcyTCcTBOBaTb. [103TOMY MCNoNbL30BaHNE KAYEeCTBEHHbIX U
NONYyKOSIMYECTBEHHbLIX METOA0B ONpeaeneHuns
nopdoMPUHOB U1 HENONHOE 0bcnegoBaHNUE UMEET
OTHOCUTESbHYIO LIEHHOCTD.

4. Kaxkgbin 6onbHOM ¢ cumMmntTomMamm potoceHcnounmnsaumm
OOMKeH nogeepraTbes yrinybneHHoMy obcrieoBaHuio,
BKI1lO4asa Konn4ecTBeHHOE ornpeaenieHne nopgupmHOB o
dopakumnam B Moue, Kane, nnasme KpoBu 1 3pmuTpoumTax.

5. BOnbHbIX C ABNEHUAMU POTOCEHCUOUNN3aLnmn cneagyeT
yrnybrneHHo obcregoBaTtb M OTHOCUTL K
HekrnaccuuumpoBaHHbIM NOPPUPUAM, YTOOLI HE
co3gaBaTb NyTaHULY B Kflaccudukauuu.



7. Bnoxnmmumyeckue metoabl
ANarHoCcTuKu nopcdpupumn.



« [dunarHos nodon dopmbl nopdomnpum JOmMKEH ObITb
noaTBepXXaeH nabopaTtopHbIMU
nccrnenoBaHUAMU, Kak Ka4eCTBEHHbBIMU, TaK U
KONTMYECTBEHHbLIMUN, OOHapYXeHUeM NopOUPUHOB
B OMONOrM4YeCcKNX XXNOKOCTAX N SKCKPETAX.

» Peaynbrarthbl UCNonb30BaHUA KAQ4eCTBEHHLIX U
NONyKONMYeCTBEHHbLIX METOA40B, CBUOETENLCTBYA
00 00LLEM CyMMapHOM MOBbILLEHNN YPOBHS
NopdOUPUHOB, HE MO3BONAOT
oo depeHUNpoBaHHO OLEHUTL CreundUYHOCTb
HapyLIeHn NopdOUPUHOBOIro obMeHa 1 He aatoT
TOYHOWN MHJPOPMAL MU COOTHOLLEHNA MeXay
dopakymssMmm NnopUPUHOB, YTO MUMEET peLuatoLlee
AnarHoCTu4yeckoe sHa4vYeHne. T TecTbl Haao
OLlEHMBATb O4EHb OCTOPOXKHO.



Bonee HageXHbIM ANarHOCTUYECKUM KpUTEPUEM SABMNSIETCS
KONIM4YeCcTBEHHOE onpeaeneHne nopdomnpmMHOB No
dopakumnsm B Mo4e, Kane, apuTpounTax u nnasme Kposu.
OgHako 3T METOAbI CITOXHbIE N TPYOOEMKNE U HE
NpoBOAATCA BO Bcex flabopatopusix. Metoguk
onpegeneHns NopMUPUHOB MHOTO, U KaxKaas U3 HUX UMEET
KaK NMomnoXunTenbHble, Tak U OTpULaTenbHbIE CTOPOHDI.

ApUTPONoaTU4ecKme Nopdonpmnn oUarHoCTUPYHTCA, KpoMe
0OLIYHOIo YPOBHA NOPPMPMHOB B MOYE U Kane,
onpeneneHneM coaepXaHmsa aTUX BELLECTB B
apuTpounTax 1 nnasme Kposu. icnonb3yroT MeToq
onpeaeneHna NopMUPMHOB B Mia3mMe KPOBU U
spuTpoumnTax (C.Rimington, 1963). HO 3TOT METOA CNOXHbIU U
TPYAOEMKUN, MO3TOMY MOXXHO UCMOS1b30BaThH U
KayecTBeHHble MeToabl. IHorga ncnonbdyetcs npobdba
C.Rimington (1962), KOTOpaa ABNAETCA JOCTAaTOYHO MPOCTOM,
Ba)XHO MUCMONb30BaHMe TakKe NPOCTON Npobbl C
remonuanposaHHou KpoBbilo (KpusolueeB b.H., 1964)
doeHOMEeH poToremosnnsa, NtoMMHECLIEHTHOE U
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« [1lpoBOOUTCSA nccnegoBaHMe KOMpo - U
npotonopdupuHa, cogepxaHmna AJ1K u
nopgobununHoreHa (166N)

« [1py No3gHEN KOXXHOU MOPAOUPUN N3yHaloT
YPOBEHb KonponopMupuHa 171 v
yponopdupuHa 771 B Moye, pa3genbHoe
KOnn4yeCcTBeHHOE onpeaeneHue
nopdoUPUHOB B MOYe, NMPU OCTPOU
nepemexatoLlencs nopdpunpumn —
onpeneneHne AJIKu l'bl" B moue.




8. JledueHue n npodumnakTmka
nopdoupun, NPOrHos.



« B neyeHnn nopdpupmn Heobxoanmo y4YnTbiBaThb
HacrneacTBEHHYH HEMNOSTHOLEHHOCTb DEPMEHTOB,
y4acTBYIOLLMX B OMOCUHTE3E NOPPUPUHOB. B CBA3M C 3TUM
Tepanua MOXeT ObITb YCreLwHoN U paaukanbHON, eCriv oHa
OKa3blBaEeT BIUAHNE HA T’EHETUYECKNE MEXAHUN3MbI
HapyLeHUN NN NCKNOYaeT BO3MOXHOCTb OEUCTBUA
NpoBOLUMPYHOLLNX daKTOpOB, CNOCODCTBYIOLLMX Nepexoay
CKPbITOIO COCTOSAHUA OOS1IE3HN B CTAAUIO KITMHNYECKUX
N3MEHEHUMN.

« OpgHako HET MeTOOOB fievYeHUs, yecnelwHo n adpPeKTNBHO,
CTOMKO KOPPUTMPYIOLLMX HAPYLLUEHHbLIN META0ONMN3M
nopduUpuHOB. [1oaToMy npu NopPOUPUAX Yalle BCEro
NPUMEHSAIOT NaToreHeTU4YeCKNe MeTodbl Tepanmun, KOTopblie
obrieryalot TedeHue 3aboneBaHnsa U HaCTUYHO
npenoTepaLLaloT pasBuUTUE TSXKENbIX HeObpaTUMbIX
N3MeHeHUN BHYTPEeHHNX opraHoB. Takaqa Tepanus
cBOOUTCA NMMOO K YCTPaAHEHMIO HEDNAronpUATHLIX
drakTopoB, NpoBOLMPYOLLKNX 0OOCTPEHNE, NMNDO K
BbIBEAEHMIO N3DLITOYHOIO KonnyecTsa NOPPUPUHOB U
MEeTaboNnTOB, HakanIMBAKLWNXCA B pe3dysibraTte



« MHorue metogbl neyeHmns, n3-3a cnabown N3y4eHHOCTH
9TMONOrMN U NaToreHesa, okasblBalTCS
ManoadOEKTUBHbLIMM.

o COBpemeHHoe JiedyeHune COCToOuUT U3:

« 1. BbiBegeHue ns opraHn3ama TOKCUYEeCKUX KOMMIIEKCOB C
NOHaMU TAXKENbIX METaSNIOB, KOTOPbIE MOTYT
HakannueBaTbCA B pe3yfibTate MHTOKCUKaLUUn Unm
HapyLleHnst buocnHTesa NnopPrprHOB. ITO AebNoKNpyeT
CUCTEMbI PEPMEHTOB, YTO MPUBOAUT K HaCTUHYHOMY
KOPPUrnpoBaHMiO HapyLLIEHHOro MeTabonnama
nopupunHoOB. K 3TuMm metTogam OTHOCUTCS MPUMEHEHNE
Pa3nnYHbIX KOMMSIEKCOHOB.

= 2. BblgeneHue 3 opraHnama 60nbHOro n3dbiTka
nopdpupuHa. lcnonbsyetcs agcopoupytoLlee 4eNCcTBme
kKapborieHa n xonectupammHa. ObMeHHoe oLlenaymBaHne
bukapboHaToM HaTpUA N Ha3HaAYEHNE CUHTETUYECKNX
npoTMBOMAanNspPUUHbLIX Npenaparto.. [locrnegHne 3HEepPrnyHo
RkiEeNgaGriOTCd C MOYOI




» 3. BoccTaHoBneHne pyHKUMOHaIbHOW
CNOCOBHOCTU 3PUTPONOITUHECKON CUCTEMBI U
neyeHn. Cronpa OTHOCUTCHA CMNEHIKTOMUS,
pa3Hoobpa3Hasa aHTULUMpPOTUYECKada Tepanus u
NPpUMEHEHNE KOMMNMEKCOB BUTAMUNHOB.

» 4.YacTnyHoe KoppermposaHue HapyLLEHHOro
mMeTabonmama nopPUPUHOB (XPOHUYECKU
nepemMexatoLmecs KpoBOMnyCKaHu4,
cuctemaTmyeckne npoTmeoManapunHbie
npenapartbl, BUTaMWUHbI, aAeHO3NH-5-MOHOMOCdaT,
AT® n gp.)

» 5. 3alluTa KOXM OT BO3AENUCTBUS COSTHEYHbIX ITy4en
OnNa ycTpaHeHuns dpotognHamMmmndeckoro adpdekra
(BHYTpb DeTa-KapoTuH, HUKOTUHOBAS K-Ta,
LIMTOXPOM, HapPY>XHble POTO3aLLUUTHbIE, PEXUM ).



OPUTPONO3TUYEKME NOPDUPUMN.

Bce npeanaraemele metogbl Mano adodpeKTUBHLI U
HeOJoCTaTOYHO HaOEeXHbl.

B ocTpou ctaaun: npoTMBOBOCHanuTenbHas Tepanus,
NOCTESbHbIN PEXNM, NPEObIBAHME B TEMHOM MOMELLEHUH,
NCKNIOYEHNE COSTHEYHBLIX O0STy4YEHUN, aHTUTUCTAMUHHbIE
npenaparbl, cegaTuBHbIE CpeacTBa.

[ns npegynpexaeHnsa o00CTpeHUN - POTO3aLLUUTHbIE
Hapy>XHble cpeacTBa, CUHTETUYECKME
NpoTUBOMAanNspuUnHbIE CpeacTBa, TPYAOYCTPOUCTBO.

HasHa4yatloT ageHOo3uH-5-MoHOoCcdaT, MHO3UH.

XpOHNYECKN NepeMexaroLLMecst KpOBOMYCKaHUS,
yOoaneHue ceneseHkn U HasHa4yeHne nNpenapartoB Kenes3a.

XopoLwmnn apdeKT AaeT Ha3HadeHne B-kapoTuHa. [lneta c
BOrbLLUNM KONMYECTBOM BUTaMUHa A, KapoTunHa
(MOPKOBHbIN COK).

B MbllleYyHO BUTamMuHbl B 1, B2, B 12 1 BHYTpb HUKOTUHOBaA4A
K-Ta.

OpHako B pe3ynbsraTte nevyeHunst noppupruHOBLIN OOMEH HE
HOpManuayeTcq.

BecHo 1 oceHbId hekoMeHAVIOT nbochuvunakTunyeckuye




JleyeHue ocTpbIX NopUpun.

1. OTmMeHa nopdobunnHoreHHbIX NnpenapaToB 1 ANETA,
borartas yrnesogamm.

2. AprmHat remmHa (HoOpMOCaHTr)
3. [ noko3a B/BEHHO
4. 'Nnasmodepes

5. CnHapen, sonagekc (punn3nHr—-ropMoH
NIOTEeHU3NpYyoLLEero ropMmoHa)

6. [lepopanbHble KOHTpauenTuBbl (OBUOEH, perMBenoH)
7. PnbokcuH, dppocdageH

8. HasHa4yeHne caHgocTaTuHa. ractTpuHa, CepoTOHUHA.
9.J1levebHas usKyneTypa, Maccax.



[To3aHaga KoXHaga nophupumg.

[MpnmeHeHne komnnekcoHoB (BAJ1, SOTA, yHuTron,
NeHTauuH, TeTaymH-Kanbums, nesdpeppnokCammH,
ansdgeparnsb)

[leyeHOYHaqa aneTa.

KpoBonyckaHus —rnebotomus.

[emoananns.

ButamuHotepanua: B1, B2, B12, Be6, peTtuHon, dponnesas K-
Ta, nnpugokcanb-s-MoHodocdaTt. Ocoboe mecTo
3aHUMaEeT KapboneH, HaTpusi bukapboHar.

CuHTETMYECKNE NPOTMBOMAanNSApUiNHbIE NpenapaThbl.
Horga Ha3HavyaloT KOpTUKOCTepoubl.

PekomeHayloT Kokapbokcunasy, agaeHun, HEOCTUTMUH,
HapPKOTUKN, aMUHAa3WH, HAepan, 0b3naaH, Npo3epuH,
aJeHo3nHMoHOoMoCcdaT, reMaTuH, HaTpUn
napaamMmuHocanuuunar.

BBoguTcs B/BEHO pacTBOP MOKO3bl.

TakKe HasHa4aloT cpeacTea A4ng ynyJleHus
neatenbHocTu XKKT, renatonpoTtekTopbl U PpepMeEHTbI

MAAATIAALAIALI FAFAMALI A~AALITIIAARA AMNMAarTArm A LIniALiANRA



OcTpas nepemexarLiag nopdoupms.

YcTtpaHeHune 6onesoro cnHapoma (onuaThl,
canuuunaTtbl, HUMecynua, ondeH n ap.).

BbicOKOKanopunHblnn 6oraTtbin yrnesoaamn nuLieBoun
pPaLVOH.

[leTokcukauusa (BeeaeHne noJIMMOHHbIX pacTBOpPOB,
remoanann3, obMeHHble reMoTpaHcdy3un).

KoppeKkTnpoBKa cepaedyHoro putma (nHaeparn,
pe3eprivH).

Bopbba c 3anopamu (cnabutenbHbie).
ButammnHoTepanus.

[ NIOKOKOpTUKoCcTepouabl, ATO.

YcTpaHeHune nNnpoBOLUMPYOLNX PAKTOPOB.
KeTaHcepuH (cepedpekc, cypekcan, cydpokcan).



[ ToodbumnakTnka nopbunpumn.

[1pn sapuTponoatTnveckon nopdmnpun npodounakTuka
CBOAUTCA K NPUMEHEHUIO POTO3aLLUUTHBLIX CPEACTB U
npoBeaeHne NpodPuUnakTU4eCcKmux KypcoB NevyeHnda B
BeCeHHe-NeTHee BpeMs.

[Tpn no3gHen KOXXHOW nopdpunpmn —oodLLECTBEHHAS
npodunakTmka fipodocMoTpbl, 0COOEHHO cpeam nuu
«MOBbLILLEHHOro puUcka» U nccriegoBaHme y Tex Moym Ha
cogepxaHue nopdupuHa, npod.otoop,
TPYAOYCTPOWUCTBO, AUCnaHcepusaumnsa 60sbHbIX,
npoBeaeHne npodunakTnieckoro riedeHns, BTOK,
HabrnogeHne Bpaden gpyrux creumnanbHOCTEN U
CBOEBpeMeHHas pauuoHanbHasa Tepanus )

Takke MMeeT 3Ha4yeHue U nNMyHaqa npodunakTuka
(pOTO3aLUUTHbIE KpEeMbI, LLMNANbI, 3aLLNTHbIE OYKN,
n3deraTtb CONHEYHbIE 00y4YEHUS], NPOTUBONOKa3aHoO
caHaTOPHO-KYPOPTHOE fIe4EHNE B NETHEE BPEMS,
NMPOTUBOMNOKa3aH arnkoronb, KypeHue )

OyeHb Ba)kHO cobntogeHne pexnma nuTaHus, npuem
npenapaToB, yrny4dLlatoLwmx dyHKLUo neveHn, ctornNe 5.



[IporHo3 3aborneBaHus.

« B IcTaguum no3gHen KoXXHOWU Nopdupumn nporHo3
BbrnaronpuATHbIN, HO HEODXOANM PEXUM U
TPYOAOYCTPOMUCTBO.

« Bo I7cTagmnn pekomeHayeTca HabngeHue 3a
B6OoMbHBLIMU U MPOBOANTL FIEYEHNE COBMECTHO C
HeBponaTosioramm u tepanestTamMmu. [1porHos
3aBUCUT OT AP PEKTUBHOCTU NEYEHNS,
KBanugunkaumm CoOOTBETCTBYHOLLNX
cneunanmcros.

« B 117 cTagun 6onbHOM HyXXOaeTcs He TONbKO B
TPYOOYCTPOUCTBE, HO X B OCPOPMIIEHNM
MHBaNMOHOCTU CPOKOM Ha 1-2roga, a uHorga v
6onee.
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