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HacaeacrBeHHbIE ceMeMHbBIE renaro3bl

® DTO rpyImna HacJlIeACTBEHHO 00YCIOBICHHBIX
3a0051€BaHUM. B OCHOBE KOTOPBIX JEKUT A€(HEKT OTHOIO
13 (DEPMEHTOB, YUYACTBYIOIINX BO BHYTPHUIICUCHOYHOM
oOmMeHe OmnupyonHa. B pe3ynprare 3Toro Hapymaercs
OJIMH M3 IIPOLECCOB MEPEPa0OTKHU OMIMPYyOHHA U
BO3HUKAET XKEITyXa.

K HaclieACTBEHHBIM CEMEWHBIM I€IaT03aM OTHOCSTCS:
® cuHapom JKunpoepa
® cunapom Kpurinepa-Haisapa
® cunjapom JlaOuH-/[>KOHCOHA
® cunapom Poropa.




IlaTorenes

Orcyrcreyer KOHBIOrauua Hedexr cexpeunmn KOHSIOrHPOBAHHOrO Cumxennsiii 3axear 6unupybuna
6unupybuna 6unupy6MHa W3 renaroyuTos W3 renaTouMTOB
B KENYHBIE KOHANbUM

1 = xposs; 2 = renaroumnTel; 3 = XENYHLIA Kananey; 4 = HeKONBIOrHPOBAHHBIA GMAMPYGHH;
5 ~ IHAONNCIMATHYSCKHH PETHKYAYM; 6 ~ KOHBIOTHPOBOHHBIN GMANPYOMH.

Puc.2. Narorenes cunppoma: a) Kpurnepa-Haiapa 1 tuna; 6) labuna-fxoncona; s) Xunsbepa



Cunapom Kpurinepa — Hausapa

® Hacnegyemas HereMOJIUTHUYECKas JKEITyXa C
MOBBIIIICHUEM YPOBHS HEKOHBIOTHPOBAHOTO OMINPYOHNHA
BCJICACTBUE BPOXKACHHON HEJOCTATOYHOCTH (PEpMEHTA
[IEYCHU — ITTFOKOPOHMITPAHC(HEPa3Hbl.



NMUAEMHUOJI0OTr A

Cunapom Kpuriepa-Hausipa 1 Tuna naodarogaercst y
JIIOCH PA3JIMYHBIX ITHUUYECKHUX I'PYIII, Yalme y
HACEJICHUS A3HATCKOI0 peruoHa

Yacrora BOSBHUKHOBEeHHUS 3a00/1eBaHusA: 1 caydyan Ha
1 MJIH. HOBOPOXKIEHHBIX

C oauHaKoOBOM YacTOTOM CHHAPOM Kpuriepa-
Hausipa BcTpeyaercs Kak Y MAJIBYUKOB, TAK U 'Y
T€BOYECK



ITHOJIOT NS

® Myraiuu reHa OTBETCTBEHHOIO 32 AaKTUBHOCTD
[IIOKYPOHHIIITpaHC P epasbl, KOTOPBIN JIOKAJIM3YETCS Ha
BTOpou nape (rea UGT1A1) U COCTOUT U3 5 SK30HOB.
MyTanus B Kaxa0M U3 KOTOPBIX MOXKET IIPUBECTH K
JTAHHOMY CUHIPOMY .

® Twun HaclieoBaHUS Ay TOCOMHO-PEIECCUBHBIN.



IlaTorenes

® ['unepOounupyOuHEeMus SBISETCS CICACTBUEM HAPYIICHUS
WJIY TIOYTH ITOJIHOM HECIIOCOOHOCTU MEYSHHU
KOHBIOTUPOBATh OMIUPYOHH C IIIFOKYPOHOBOM KHCIIOTOM,
00yCJIOBJICHHOTO OTCYTCTBHUEM WJIM 3HAYUTEIIHLHOM
HEJIOCTATOYHOCTHIO (PepMEHTa IITIOKYPOHUITPAHCPepashl.



Beigenstror ; | — tunn n 1l —tun
I-1 T
- TIOJIHO€ OTCYTCTBHUE AKTHBHOCTHU
IJIFOKYPOHUJITpaHCepasbl: 00pa3oBaHUE
HEMOJIHOLICHHOTO (hDepMEHTA
yPUAUHANDOCHATIIIOKYPOHU1A3b], KOTOPHIM
paspyuiaerca. B ¢cBsa3M ¢ yeM peakuu

ITIFOKYPOHHU3AIY OMIMpYyOrHA HE IIPOUCXOOUT M
HEeOPSAMON OMJIMPYOUH HAKAILIMBACTCS B OPTraHU3ME.



Kanauka

® runepOMIMPyONHIMHUS , KaK IIPABUJIO Pa3BUBAETCS HA 2 -3
CYTKH ITOCJIe POXKIEHUS U 3aTeM HEYKJIOHHO HapacTaeT
(roBbIlIEHHE HEKOHBIOTMPOBAHHOTO OM/TMPYyOHHA
CHIBOPOTKU KPOBH B 15 — 50 pa3 Bbillle HOPMbI)

@® >KeJITYHIHOCTD CKJIEP U KOXKHBIX TIOKPOBOB
® cyzoporu
® OIIMCTOTOHYC
® HuUCTarm

® arero3




HapyIICHUE YMCTBEHHOIO pa3BUTHS (OMINPYyOHHOBAS
SHIIE(paTonaTHs)

Ha DI peructpupyercs MeAJICHHAs] aKTUBHOCTh B 3aTHUX
JOJX M MMapaKCu3MaibHasi aKTUBHOCTD

OMOXMMHUYECKHUE ITOKA3aTEIN: YPOBEHb OMINPYOrHA B KPOBU
BoIIIe 200 MKMOJIB/JI.

B JK€JIYU MOJIHOCTHIO OTCYTCTBYET KOHBIOTUPOBAHHBIM
OMITMpyOrH

Ha3HauYeHHE (PpeHoOapOuTaa C eI CTUMYJISIINT
IIIOKYpOHTpaHchepasbl IEUEHU HEe IPUBOAUT K YMEHBIICHUIO
CBIBOPOTOYHOM KOHIECHTPALUY OWJIMPYyOHHA, YIYUYIIICHUE
HACTyIIaeT Ha (POHE JIUTEIbHOM (PoTOTEpanuu, B Te4eHuun 10
-16 4 B 51eHb



buinpyouHoBasi HLedaonaTus
1pasa

YraereHue 0€3yCiI0BHO-PEMICKTOPHOM
AEATEIBHOCTH (amaTus, BJIOCTh, COHIIMBOCTB),
peOCHOK HAYMHACT IJIOXO COCATh, JIC)KUT B
pacciaalbIEHHOM M03€, PE3KO pearupyeT Ha
cia0ble pa3aApakKUTEIN, JbIXaHUE CTAHOBUTCS
PEIAKUM C JIUTEIbHBIMU IIEPUOJAMU OCTAHOBKH.

XapakTepHO: MOHOTOHHBIN KPHUK,
CPBITMBAHMS, PBOTA, «OITYKIAIOIIUN B3I,
[IMAHO3.



2 paza

JImuTCesl OT HECKOIBKUX JHEH N0 HECKOJIBKHUX HENICIb.
Pa3puBacTCs KIMHUYECKAs KApTHHA ITOPAKCHUS SIEp
TOJI0BHOTO MO3Ta. HabmogaroTes CiaCTHIHOCTb,
PUTHIHOCTD 3aTHUIOYHBIX MBI, BEIHYKICHHOE ITOJIOKCHHE
TEJIa C ONMMCTOTOHYCOM. XapaKTEPHO BRIHYKICHHOE
MIOJIOKCHHUE Tela ¢ KHETHYIITUMHUCS KOHSUYHOCTIMH 1
COKaTBIMU B KYJIAKH KHCTSIMH. PeOSHOK ITPOH3UTEIIBHO
KPHYHT, BEIOyXaHHE OOIBIIOr0 pOAHNYKA, TTOACPTHBAHNC
MBIIIIII JIMIA, KPYITHOPa3MAaIIuCThIM TPEMOP PYK,
MCUYS3HOBCHHC BUANMOM PEAKIINU HA 3BYK, COCATECIHHOTO
pedekca. HabmaromaroTcs HUCTarM, altHO?, OpaauKapans,
JIETaprus, CyIOPOTH.



3 (pasa

IIepros 10)kHOTO Onaronoayyus. SABjaeHUs CHaCTUYHOCTH
[MOJTHOCTRLIO MJIV YaCTUUYHO UCUE3aIOT.

4 (pasza

Ha 3-5 mecsiie )xu3Hu (GOpMUPYIOTCS CTOMKHUE
HEBPOJIOTUYECKUE HAPYIICHHUS: TapaJIniH, ITapE3bl, HUCTArM,
areTo3. [ pyboe orcTaBaHue B PU3UUYECKOM U ICUXUYECKOM
Pa3BUTHUU: pCOCHOK HE JIEP>KUT I'OJI0BY, HE pearupyeT Ha
rOJIOC MaTe€pU U APYTUE 3BYKOBBIE PAZAPAKUTEIIN; HE CICTUAT
34 UTPYLIKOW.



I1I-1 Tun (cuHaApOM ApHaca )

AKTUBHOCTB (pepmeHTa MeHee 20 % OT HoOpMaJIbHOM.

3a0o0JjIeBaHUE TaK € 00YCIOBJICHO MyTallUsIMHU B
Koaupyromen mocnemoBareabHoCcTH reHa UGTIAL

ComnpoBoskaaerca 0oiiee ciradou xearyxou ¢ 5 — 20-
KPaTHBIM HOBBIIICHUEM HEKOHBIOTUPOBAHOIO
OunnpyOHHa.

OTaruuTeNIbHas YepTa — YMEHBIICHHUE HA ABE TPETHU
CBIBOPOTOYHOM KOHIICHTpALMU OMJIMPYOHHA MPU
NpUMEHEHUHN (heHOOapOuTaia B TCUCHUM 2-3 HECIb.



/lnarmocruka

1. JTHK-guarnocTrka: OCHOBaHA HA IIOMCKE MyTaIi BO
Bcex 3k30Hax reHa UGTIAIL ananuse nmpomMoTopHOM
obnactu, a Taxxkxe kocseHHas JIHK-nuarnocTuka c
ycnosib3oBaHueM Tpéx nonumopdubix JJHK-mapkepos,
JICKAIIUX B PAMOHE JIOKAJIM3AIMU TeHA.

2. IIpoba ¢ penobapOuTaoM - onpeacacHue Qpakinii
OuIMpyOHrHA C IIOMOIIBIO BEICOKOA(P(HEKTUBHOM
KUJIKOCTHON XpoMarorpadum.



JleueHne

®  HMHAYKTOpPHI MUKPOCOMAIBHBIX (DEPMEHTOB: (peHOOapOUuTan 10 S MI/KT CyTKH, a
nociue 12 net u rmyretumui. (3pdextuBeH npu Bropom tuie). [lepcnekTuBHbIM
BUJIUTCS MPUMEHEHHUE ITUTOXPOMOB

O I'eMocopOrus

o doTtoTrepanus - pazpylieHue OunupyornHa, GUKCHPOBAHHOTO B TKaHAX, TEM CaMbIM
O0CBOOOXKIat0TCs IeprudeprudecKre perenTopbl, KOTOPhIE MOTYT CBA3aTh HOBBIE TOPIIMH
OunupyOMHa, MpeI0TBpAIaeTCs ero MPOHUKHOBEHHUE Yepe3 reMaTosHIepaTnuecKkuit
Oapbep. POTOMCTOYHUK MOMENIAIOT Ha paccTosinuu 40 — 45 cM Hajg Teaom
(mpoiienypy OpOBOJUTH TOJBKO B KIOBE3€ MPU KOHTPOJIE TEMIEpaTyphl).
doroaerpanaiuo OMIMPyOrnHa yCHIMBaeT pruOodIaBuH, SBIISIIOIIAICS JJaXKe BO
BHYTPUKJIETOYHOM KOHIIEHTpauu XxpoModopoM. DoToTepanus 3HaYUTEILHO
ahPeKkTUBHEN TPU OJTHOBPEMEHHOM MPOBEACHNU CEAHCOB OKCUTEHOOApOTEepaiu, TaK
KaK KMCJIOpPOJ] YCUJIMBAET JICKOMIO3UIIMIO0 OniinpyouHa. [laxe rnpu xopouieM 3¢ dexre
¢oTOTEpanuu B TCUCHHUE TIEPBHIX ABYX JCCATUIICTHHN KU3HU MOXKET Pa3BUTHCS sepHasI
xentyxa. [Toaromy doroTepanuio cieayer paccMaTpuBaTh Kak MOJATOTOBKY K
TpaHCIUIaHTaLMK NleyeHu (ripu 1 Tume)



[Lmazmadepes

TpaHcranTanys MEYECHU - TPUHIUMITHAIBHO YIIy4YIIaeT IPOTHO3
3a00JI€BaHUs, T.K. CIIOCOOCTBYET HOpMAJIM3AaIM OOMEHa
OuIMpyOunHa.

BriBe/IeHNE KOHBIOTUPOBAHHOTO OWIIMPYOUHA (YCUIICHHBIN JUYpE3,
AKTUBUPOBAHHBIM YTOJIb KaK aJICOPOCHT OMJIMPYOMHA B KHIIICYHUKE)

Hcnonb30BaHuE 1I0CTAaTOYHOM BOJAHOM HArpy3Kku (MpoduiiaKTHKa
CUHJPOMA CTYIICHUS KEITUH)

N30erath mpoBOLUPYIOMIUX (PaKTOPOB (MHPEKIUU, IEPETPY3KH),
penapaToB — KOHKYPEHTOB MIFOKOPOHUPOBAHUS UJIN BBITECHSIOIINX
OMIMPYOHH W3 CBA3H C AJIbOYMUHOM (HEPOPAILHBIE KOHTPALICIITUBHEI,
cyJabhaHuIaMUbl, TeapyH, canuuuiarel). CienyeT nu30erarhb
COCTOSIHUI, COMTPOBOKIAIOIIUXCS MOBBIIICHHOW TPOHUIIAEMOCTHIO
reMaro’HIiedaanyeckoro 0aprepa (aumao3);

KpoBonyckanusi, 0OMEHHBIE TIEpEIMBaHMUS KPOBH, M1a3Madepes,

KOTOPBIC MPUMEHSIOTCS JJIsI CHUKEHHUS YPOBHS OMJIMPYOHHA B KPOBH,
MeHee 3 PekTuBHBI JKenTyxa CoxXpaHsaeTcs B TOM WJIM MHOW CTEIICHU
B TCUCHUE BCEH KU3HH.



Cunapom Kuiin0epa




Cunapom Kuiaboepa

O [IurMeHTHBIN renaro3, XapaKTepU3yIUNCs
YMEPEHHBIM HHTCPMUTTUPYIOIIUM ITOBBIICHUEM
COJICPKAHUS HE CBSI3aHHOIO (HEMPSAMOro) OWIMpyoOrnHa B
KPOBH BCJIC/ICTBHME HAPYIICHUS BHYTPUKIETOYHOIO
TpaHCIOpTa OMJIMPYOHHA B reNaToUTaxX K MECTY €ro
COCJIMHEHMUS C TJIFOKYPOHOBOM KHCIOTOM( HapyIICHUE
3axBara OMIMPYyOHMHA CMHYCOHUAJIbHON MEMOpPaHOM
I'CIIaTOIUTOB), 4 TAKKE CHUKCHUEM €€ aKTUBHOCTH .

® JloOpokadyecTBeHHAs, XpOHUUECKH MPOTEKAIOIIAs
0oJie3Hb ObLIa BOEPBBIE AuarHocTupoBaHa B 1901 rogy
(paHIy3cKuUM ractpo3nteposioroM OrrocteHom Hukois
Kunsoepom.



Camas gyactas (popMa HaCJICACTBEHHOIO
IMMUTMEHTHOI'O Iear03a, KOTOpas BhIABIISIETCS Y
7-10 % Hacenenus 3emund. CHHAPOM

pPaCIpPOCTPaHEH Cpeau eBpoIieiieB (2-3%),

azuaroB (3%) n appukanues (36%).
3a00JIcBaHNE BIICPBBIC MPOSBIISICTCS B

IOHOIIIECKOM ¥ MOJIOJIOM Bo3pacre, B 8-10 pa3

yamie y My>K4MH.



IlaTorenes

HapylIeHHE 3aXBaTa OMIMpyOrHA MUKPOCOMAaMHU BaCKYJISIPHOTO
MOJIF0CA renaTonnTa, (HEA0CTaTOYHOCTh OMJIMTPAHCI0KA3bI)

HapYIICHUE €r0 TPAHCIIOPTA NIYTATHOH-S-TPaHcdepas3ou,
JTOCTaBJIAIOIIECH HEKOHBIOTUPOBAHHBIN OUIIMPYOHH K MUKPOCOMaM
T€IAaTOLUTOB,

HETIOJHOLIEHHOCTh (he€pMEHTA MUKPOCOM
ypuauHaudocharrimokypouuarpanchepassl (YAPI'T), npu
MIOMOIIM KOTOPOTO OCYIIECTBIISIETCSI KOHBIOTALIMS OMIMPYyOHHA C
[JIFOKYPOHOBOM U JIPYTUMU KHACJIOTaAMMU.

OCOOEHHOCTBIO SIBIISICTCS YBEIMUCHUE COIEPKAHUS
HEKOHBIOTMPOBAHHOTO OMINPYOHHA, KOTOPHI HE pPACTBOPHM B BOJIE,
HO XOPOIIIO PACTBOPHUM B KHpaX, IIOITOMY MOXKET B3aUMOACHCTBOBATh
¢ pochomunuaaMu KICTOUYHBIX MEMOpaH, B 0COOCHHOCTH T'OJIOBHOIO
MO3ra, YeM OOBSICHSIECTCS €ro HEUPOTOKCUYHOCTh



J/Ilnarnocruka

@ «IeYeHOYHAsI MacKay (FKEeNTyxa),
® KcCaHTEIIa3MFEI BEK,

® 11epuOAUYHOCTH CUMIITOMOB.



JInarnocruka

TunnyHO ycUJIEHHE KEATYXH MOCIC HH(PEKIINM,
SMOIMOHAJIBHON U (DPU3NYECKOM HArpy3KH, IpUeMa
aHA0O0JIMYECKUX CTEPOUIO0B, ITIOKOKOPTUKOUI0B, AaHIPOTCHOB,
pudamMnuiHa, IMMETUINHA, JCBOMUILIETHHA, CTPENTOMUIINHA,
CaJIuIAJIaTa HAaTPUsl, aMIIMIIMIUIMHA, KOQEUHA,
3TUHWIICTPAANO0IIA, [TapareTamMolia, T.e. OCJe IprueMa Tex
npenaparoB, B MeTa00JIM3Me KOTOPhIX yyacTByeT Y/ [DI'T.
Kpome Toro, xenryxa MOXKET YCUIIMBATHCS MOCIIE TOJIONAHUS,
PBOTHL.

PCI[KO O6Hap}I)KI/IBaIOT IIMTMCHTALINUIO JIMIAa, IMTTMCHTHBLIC IIsATHA
Ha KOJKC.

OOBIYHBIMU SIBISIOTCS TSHKECTh B IPABOM IOAPEOEphE,
JTUCTIIETITUYECKUE ABJICHHUS, ACTEHOBEI€TATUBHBIE PACCTPOMCTRA.

HopmanbsHas aktuBHOCTh AJIAT/ACAT



B 20 % ciyyaeB npu cuapoMe JKuiibOepa oOHapyKUBAIOT
YMEPEHHOE YBEIMYCHHUE ICUCHHU;

B 30 % ciiyuyaeB — XOJICLIUCTUT, B TOM YHCJIC
KAJIbKYJIE3HBIN, XOJIAHTUT;

B 42 % ciny4aeB — JUCQPYHKIIHIO KETYHOTO My3bIPsS U
cunkrepa Onnu;

B 12,5 % cny4aeB — XpOHUYECKHAM IeaTUT
B 7,4 % ciny4aeB — JKMPOBYIO JUCTPO(DHUIO TICUCHHU;
B 0,7 % cinyyaeB — reMaHTMOMBI [ICUCHH.

OxkoJio 60% oT 0011Iero Yrciaa NalueHTOB CTAIKUBAIOTCS C
XapAKTEPHBIM YBEIIMYCHUEM II€4EHH, a OKOJIO 10% - €
M3MEHEHHUEM Pa3MEPOB CEIE3ECHKU. B 11e11om xe,
BBIPAXKEHHOCTh CUMIITOMOB 00J1€3HM JKuinp0epa HanmpsiMyro
3aBUCHUT OT KOHIICHTpALKK OMIMpyOrHa B KPOBH OOJIBHOIO.

Cunapom Kuns0epa nossimaeT puck pa3putus JKKb.



Pa3paboTaHbl ¥ cieUaJIbHBIC TECThI A1 JUArHOCTHUKH
cunapoma JKuiboepa:

® OrpaHnyYyeHMe KaJIODUMHOCTU NULLH [0 400 KKajI/CyT WU
rojioflaHre B TeYeHue ABYX CYTOK MTPUBOAUT K YBEJTUYEHUIO
IOKasaTeJsisi CBOOOAHOTO OMTUPYOUHA B KPOBHU.

® BuHyTpuBeHHOe BBe/ieHHE 40 MT HUKOTUHOBOM KUCJIOTHI
CI0COOCTBYET CHIDKEHUIO OCMOTHYECKOH CTOMKOCTH
SPUTPOIIUTOB U YBETMUYEHUIO YPOBHS OM/THMPyOHHA B KPOBH.

® [Ipuem peHobGapOHMTaIa 3 MI'/KT/CYT B TeUeHHeE 5 THEN TP
curapoMe YKuip0epa MHULIMUPYET CHH)KeHHe YPOBHS

O6unrpyOMHA B KPOBH, TAK KaK MpenapaT HHAYLHPYeT
aKTUBHOCTh YIPI'T.

® [IpumeHSIOT TaK ) Xe pUPAMIHIITHOBBIN TECT: TTOC/IE BBEIEHHUS
900 MT prudaMIIUIIMHA Y MAllMeHTOB ¢ cuHApoMoM XXuabbepa
ypoBeHb OUTUPyOHHA B KPOBU 3HAYUTETbHO MOBBIIIAETCS.



Mopdosrorus

® Mopdonornyeckre n3aMeHeHUs B IeYeHU
XapaKTepPHU3YIOTCS YKUPOBOU mucTpodueli renaTroiuToB U
HAKOTIJIEHHEM >Ke/ITOBAaTO-KOPUYHEBOTO ITUTMEHTA
AUMOQPYCIIMHA B MEYEHOYHBIX KJI€TKAX, Yallle B IIeHTpe
IOJIeK T10 XOIY YKeTYHBIX KalTU/UISIPOB

® YcuneHHOe oOpa3oBaHUe TUNOPYCIIMHA CYUTAIOT
MIPUCIIOCOOUTETHHBIM MEXaHU3MOM, TaK KaK 3TOT ITUTMEHT
SIBJISIETCS PE3Y/IBTAaTOM PEAKIIMH ayTOOKCUIAIIH
MeTaI0pIaBOIIPOTENUAOB U AB/SETCSI OTHUM K3
HCTOYHUKOB DHEPIUH B rernaToluTe.

® [Ipu rucrosoruyecKoM UCCaeTOBaHUN Y 20—24 % OOTbHBIX
OOHAPYKHBAIOT COMYyTCTBYIOIIYIO TTATOIOTHIO ITeYeHH
PA3IUYHOM TSHKECTU.



JleyeHue

Jlneroreparus
Pexxum maxxkeHus ((pu3nuecKoro v ncuxo-3MOIHOHAIBHOIO)

MenukameHnTo3HO0e maxeHue ( uckiaroduth ['KC, canumunarsl,
cyJabhaHWIaMHUAbI, JUaKapO, MEHTON)

Banokapaus 1 kan/roa »ku3HM y aetel , y B3pocibix 20-30 kar 3
pasza B CYTKU Ipy OMIMPYOMHEMUH BHIIIE 2-3 HOPM

IIpumenenne YJIXK (ypcene30KCuxXoaeBoOr KUCIOTHI)
npoQuIaKTUKA U JICUCHUE KeTueKaMeHHOM 0ose3nu 10 -12
Mr/Kr/cyT. Kypc 3 mec. B coueTaHuu ¢ cl1abuTeIbHbIMU U
afgcopOeHTaMu

Kpome Toro mokaszaso : HOKOM, 00MIIbHOE, KaJIOpUHHOE NUTAHUE,
B TOM YHKCJI€ NO0O0JbIIE ClIaaKoro. Jluera ¢ orpaHuuYeHUEM
MIPOJIYKTOB, COAEPKAIMX KOHCEepBaHThl. Butamuu B6 5% - 1 mo.
B/M Ne 10-15, ocoO0eHHO NpH TPEBOKHBIX COCTOSHUSIX.



OCHOBHBIM CPEJICTBOM JICUCHHUS SIBIISICTCS
deHoOapOuTan npu oOuIupysrOuHEeMUM oonee 4- 5 HopM. Ero
3(p(HEKTUBHOCTh OOBSICHAETCS TEM, YTO Ipenapar
MHAYLApYyeT akTUBHOCTh Y/IPI'T, cnocoOcTBYyeT
npoar@epanny NIagKoro SHA0I1a3MaTHIeCKOro
PETUKYIIYMA, YBEJIMYECHUIO 1TyJ1a Y- ¥ Z-JIUTaHIOB.

Henocrarkamu heHOOapOUTAaNA SIBIISIFOTCS CEAATUBHBIM
3(p(EKT, U3BpaIlcHUE METa0O0IM3Ma IIPEIapaTos,
IKCKPETUPYIOIIUXCS B BUAC INIIOKYPOHHUIOB, CTUMYJISIIUS
MeTa0oJIn3Ma CTEPOUTHBIX TOPMOHOB.

CBoricTBOM HHAYKIMU akTUBHOCTH YIPI T obnagaet
TaK K€ (PIyMaLMHOJI, KOTOPBIN 00JIe€ N3BECTEH
IIPAKTUYECCKUM BpayaMm MOl TOPrOBbIM Ha3BaHUEM
3UKCOpUH. OqHAKO mpemnapar J1aBHO MCYE3 M3 alTeK. Takum
00pa3oM, peaabHbIMU IIpeIapaTamMmy, HOKa3aHHBIMU IIPU
curapome JKunp0epa, ABISIOTCA TaJCTEHA U IUTPAPTUHUH.



Ilporuos

® [IporHo3 6/aronpusITHHIN.

® [MnepOoHTUPYOMHEMUST COXPAHSETCS TIOXKU3HEHHO,
OZHAKO He COMPOBOXKIAETCSI TTOBBILIEHUEM
CMEpPTHOCTH.

® [Iporpeccupymiiyie u3aMeHeHUs B eYeHn OOBIYHO He
Pa3BUBAIOTCS.

® [Ipu neyeHnu peHOOAPOUTAIOM HIH KOPAUAMHUHOM
ypOBeHb OM/IMPYOHHA CHIDKAETCS 0 HOPMBI.

® OTMeyeHa BbICOKasi YYBCTBUTE/TbHOCTh OOIBHBIX K
pPa3/IUYHBIM reaToOTOKCUYEeCKUM BO3IeMCTBHUAM
(a/IKOro0JIb, MHOTHE JIEKAPCTBA U IP.).

® B03MO)XHO pa3BUTHE BOCIIAJIeHHUS B YKeTUYE€BbIBOASIIHX
Ty TSIX, YK€ TYHOKaMeHHOM 00JIe3HH,
TICUXOCOMATUYE€CKUX PACCTPOMCTB.



JIndepeHnnaIbHaAsA TMATHOCTHKA

bunupy6un
[mroxypoHTpaHcdepasa

MoHOITyKOPOHU/bI
OumnpyorHa

Puck pasButus ssigepHom
XEITYXHU

HacnencTrBeHHOCTH

OddekT ot
deHobGapbObUTaNa

AyTOCOMHO-
JOMWHAHTHOE

da

bonbiie 340
0

o

Ia

AyTOCOMHO-
peLrCUBHOE

HEeT

170 - 340

10%

95%

pesiKo

AyTOCOMHO-
peLrCHUBHOE

da




CunapomMm Jlabuna - JI>KoHCOHA

XPpOHUYECKOE JOOPOKAYECTBEHHOE
3a00JICBaHUE, TTPOSBIISIONICECS
HETIOCTOSTHHOM JKEJITYXOU C
MIOBBIIIIEHUEM YPOBHS
MPEUMYILIECTBEHHO
KOHBIOTUPOBAHHOTO OMJIUPYOHHA U
omnupuonnypuen. Hacneayercs no
ayTOCOMHO-PEILIECCUBHOMY THITY,
pacnpoCTpaHEH MPEUMYIIECTBEHHO
Ha CpenneM Bocrtoke cpenu
UPAHCKUX €BPEEB.




ITHOJIOT UM

B ocnoBe cunapoMa Jlabuna-/[>koHCOHA (CeMeHHOMN
XPOHUYECKOU UAAOIIATUYECKOU KEIITYXHU C
HEUACHTU(HUIUPOBAHHBIM MUTMEHTOM B II€UEHOYHBIX
KJIETKaX) JIKUT BPOXKICHHBIN I€(PEKT HApyIICHUS
9KCKPETOPHOMN (DYHKIIMH I'€IaTOLMTOB
(HOCTMHUKPOCOMAaIbHas FenaToLS/UIIOISIPHAs KEITyXa).
[Ipu 5TOM HapylIaeTcsa SKCKpenus OnIupyoOrHa 13
reIaToMTOB, YTO IPUBOAUT K PErypruTaliuu
KOHBIOTHPOBAHHOTI'O OMJIMPYOMHA B KPOBb (Pa3BUBAECTCA
KOHBIOTUPOBaHHAs TUNEpOmmpyornHemusi). Hapsany c
Ae(PEeKTOM SKCKpEHUN OMInupyOrMHa OTMEYaeTCs
HapYyIICHHUE SKCKPELUHU OpoMcynb(daaenHa, OCHraabCKON
PO30BOH, XOJIELIMCTOrpa(hMUECKUX CPEACTB. DKCKpEIHs
’KEJTYHBIX KHUCJIOT HE HapyIIaeTcCHl.



KiavHuka
- YV OOonbIIMHCTBA OONBHBIX IIPOTEKACT 0€3 CUMIITOMOB,
Y BIIEPBBIC BBISBIATHCS TOJIBKO ITPU OMOXHMHAYECKOM
MCCJICIOBAHNM KPOBH (IIOBBIIICHUE YPOBHS OMIUPYOHHA).
* llepuognuecky BO3HUKAIOIIIECE XKEITYIIHOE
OKpAIIMBAHUE KOKH U CIIM3UCTBIX 000JI0YEK (B TOM YHCIIE
rna3). XKenryxa Hespkasi.
e Jlerkoe noreMHEHHE MOYH (B CpPAaBHEHUU C HOPMOM).
* Bo03M0XXHO BOBHHKHOBEHME YYBCTBA TAKECTH B
IIpaBoM Hoapeoephe.
* B penkux ciayyasx TOIMIHOTA, PBOTA.
e Penxo — 00JIM B )KUBOTE.



J/Ilmarmocruka

e AHanu3 aHaMHE3a U KaJIo0 3a00JIeBaHMS: XapaKTepHa
MEPUOANYECCKN BO3HUKAIOIIAS KEeJITyXa IIPU OTCYTCTBUHU APYTHUX
Kajno0 1 HapyILICHUH.

 HacaeacTBEeHHOCTh: XapaKTEpHbI aHAJTOTUYHBIE CUMIITOMBI Y
OIHOI'0 U3 POAUTEIEH.

* Ilpu ocMOTpE: YBEIIMUYCHUE TICYCHH.

* buoxuMHYECKUN aHAIX3 KPOBH: ITOBBIIICHUE YPOBHS
OuInpyOrHA B KPOBH (IIPSAMOM (PpaKIvN).

* OOmMK aHAJIN3 MOYY — MOSIBJICHUE YPOOUJIMHOTCHA.

* B kane yBeIMYHMBAaEeTCs YPOBEHb CTEPKOOMIIMHA.

* [lpu Ononcuy neyeHu (B3ATHE KyCOUYKa TKaHU IS
HCCJIEIOBaHMs) OOHAPYKUBAKOTCS YYACTKH OTJIOKECHHUS
IMUCMEHTA MEJIAHMHA KOPUYHEBOIO 1IBETA — “MIOKOJIA HAS
1edyeHb . [IpuurHa 3TOro SIBJICHUS HE BBISICHEHA.



JledyeHnmue

3a001¢BaHKE B JICUCHUU HE HYXKIACTCH, T.K.
IIPOTEKAET JIETKO, HE BIUAECT HA 300POBbE
YeJIOBEKA U HE UMEET MTOCJIEICTBUMU.

[ Ipn mogBICHUN KENTYXH, I €€
YMEHBIIICHUS, BO3MOXXHO HA3HAYECHUE:
* JKEITYETOHHBIX CPEJCTB (B TOM YHCIIE
IPENaparoB yPCOAEC30KCUXOIUEBON KUCIIOTHI);
* KMIICYHBIX COPOCHTOB MU CIIAOUTECIIHLHBIX.



Cunapom Poropa

JIoOpoKayeCTBEHHAS CEMEWHAS XPOHUYECKAs
KOHBIOTMPOBAHHASI TUIEPOUINPYOHUHEMUS.

Hanomunaet cunapom Jladuna-/>KOHCOHA.
OCHOBHBIM OTJIUYHMEM €€ OT MOCIECTHETO CIYKUT
OTCYTCTBHE KOPUYHEBOI'O IIMTMEHTA B
remaronuTax. MzyueHme ceMeMHOro aHaMHeE3a
IIO3BOJISIET TIPEATIOI0XKUTh BO3MOKHOCTh
ayTOCOMHOI'O HACJIEI0BaHUS.



[Tarorenes. ['unepounupyOuHEMHUs pa3BUBAETCS 32 CUET KOHbIOTUPOBAHHOIO
OmupyouHa.

Mopdonorudyeckue usmMmeHeHus. B Ouonrare rneueHn M3MeHEeHUN He oOHapyx)uBaeTcs. B
OTJIMYUE OT MPEBIYIIEH KEJITYXH, OTCYTCTBYET Oypblii MUTMEHT.,




IIposBIIA€TCA HHTEPMUTTUPYIOILIEH
KEIITYXOH.

3a00JIeBaHNE BHIABISIETCA C JIETCTBA:
HapacTaeT OMINPYOHH, ITOBBIIIACTCS
coaepKaHue konponop(uprHa B MOYE,
3aJICPKUBACTCS OPOMCYIIb(ATICHH, KEITUYHBIN
Iy3bIPh B JAHHOM CJIy4ae KOHTPACTUPYETCH.

Y 0ONBIIMHCTBA OOJE€3Hb IPOTEKAET
O0€CCUMIITOMHO.



Jlmarmocruka.

JKemuHblil Ty3bIph MPU XOJIEHUCTOrpa(uu KOHTPACTUPYETCS, a
pu OpOMCYJIb(haaeuHOBOU ITPO0OE€ BTOPUYHOTO MOBBIIICHUS
KOHIEHTPALIMU KPACUTEIISI HE IPOUCXOIUT. | IpruunHON 3a1€pKKH
Opomcyiib(ajienHa Ipyu 3TOM OKa3bIBACTCS CKOPEE HE HAPYIIICHUE
AKCKpPEILIMH, CBOMCTBEHHOE CUHApoMY Jlabu-Ha-/[>)koHCOHA, a
HAPYIIECHUE MOIJIOIICHHUS MPENapara neueHbHo.

[Ipu uccnenoBannu TUA0(DEHUHOM NEYEHb, )KEITYHBIA My3bIPh U
KEJIYHbIE IPOTOKHA BU3YATIU3UPYIOTCS.

OOmui ypoBEeHb KONPOMIOP(MHUPUHOB B MOYE MOBBIIIEH KaK MPU
xojectase. M3oMep tuna I kompornopdupuHa B MOYE COCTABISAECT
npruOIM3UTEIBRHO 65% BCeX KOMponopOUPHUHOB.

[Ipu 3JIEKTPOHHON MUKPOCKOIIMUA MOTYT BBIABIIATHCS
MATOJIOTUYECKUE U3MEHEHUA MUTOXOHIPUN U IEPOKCHUCOM.



OCHOBHBIMH NPOPUIAKTHYECCKUMHU MepPaMH J1JIsl
npeaynpe:xxaeHusi cuiHapoma Poropa siBiasiloTcs:

-COOII0IeHUE TVIeThI;
-n30eraHre SMOITMOHATBHBIX HAarPy30K;
-orpaHuvYeHre PU3NIEeCKUX Harpy30K.

K noBbIlIeHNI0 B KPOBH YPOBHSI OMJIMPYOMHA PUBOIAT
cjeaywiue (pakTopbi:
-uH}EeKIs;
-CTPeCC;
-TIpyieM JIeKapCTB;
-3/I0yTIOTpebIeHre aJIKOTO/IEM.



Ha ceromusmiamii 1eHb 0c000T0 evYeHUs
y Aeteu ¢ cuHapoMoM PoTopa He
paspaboraHo. Heob6xoamumo, 4ToObI
pebeHOK cobtioia onpeaeneHHbIN
maasurii pexkuM. CieayeT NCKIIOYUTD
SMOIIMOHAJIBHbIE Y Ype3MepHbIe
dur3HuIecKre Harpy3KH.



CIIACHUDBO 3A BIIUMAIIUE !
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