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B. ®. I'nagenun
JIeueOHOE MUTaAHNE
npu aucrpodpuu

Bce npasa 3auuwienst. Hukakas uacme anexmpontoli éepcuu
9MOLL KHU2U He Modcem Oblmb 80CNPOU3BE0EHA 8 KAKOI Obl Mo HU
0vL10 popme u kKakumu 6bl Mo HU ObLAIO CPEOCMBAMU, BKAIOUAS
pazmewierue 6 cemu Mumeprem u 6 KOpnopamueHvlx cemsix, ONs
UACMHO20 U NYONUUHO20 UCNONB308AHUSL 0€3 NUCbMEHHO020 DA3-
peuteHus 61adenvlyd aemopcKux npas.



I'nasa 1. lucrpodun

Jlucmpogbusi — NATOJNIOTMYECKOE COCTOSIHUE, XapaKTepu3ylo-
1iee pa3MYHbIe MMPOSIBICHUSI XPOHUUECKUX PACCTPOWCTB MUTA-
Hust. [Ipu 9TOM HapyaeTcst He TONbKO (PYHKITHS MUIIEBApEeHUs,
HO ¥ YCBOEHME MTUTATEJIbHBIX BEIIECTB KJIETKaMU U TKaHSIMH Op-
raHM3Ma 4esioBeKa, HapyliaeTcss OOMEH BEIeCTB U KU3HE/es-
TEJIbHOCTh OPraHU3Ma, €ro POCT U pa3BUTHE.

Cpeny MHO)eCTBA ITPUYMH AUCTPO(PUH KIJIETOK U TKAHEN OCO-
060e MecTo 3aHMMaeT aJluMeHTapHasi TUCTpodus, CBSI3aHHAS C
nuTaHueM. CUHOHMMaM1 aJTMMEHTapHOW AUCTPOMUU SBIISIOTCS
CIIeTyIolIHe: ToJIoHast O0JIe3Hb, OTeUHast O0JIE3Hb, 0e30ETKOBBIN
OTEK, TOJIOIHBIN OTEK, BOCHHBIN OTEK.

D710 60JIe3HD ATUTETHHOTO HEJJOCTATOYHOTO MUTAHUS, TTPOSIB-
JsIoIasicst OOIUM UCTOIIEHUEM, PO PECCUPYIONIUM PACCTPOK-
CTBOM BCE€X BHUJOB OOMEHA BEIIeCTB U TUCTpoduell TKaHed u
OPraHoB C HapyIieHueM ux (hyHKIMA. ITO 3a00JIeBaHNE HEpaB-
HO3HAYHO COCTOSIHMIO TOJIOfia MJIM OTAENbHBIM (hOpMaM Tak Ha-
3bIBAEMOM MAPLUATIBHON HEIOCTATOUHOCTH MMUTaHM, TAKUM Kak
BUTAMHWHHASI HEAOCTaTOYHOCTb, OHHOCTOPOHHEE BCKAPMJIMBAHUE
u JIp.

B cBoux Tpynax nucarens ®PnaBuil yIoMUHAET O T'OJOAHON
6ome3nn. B EBpornie oHa omnuvcana BriepBbie B 1742 1. aHT/IMIA-
ckuMm BpauoM [Ipunriom (J. Pringel), HabmonaBimMm ee y conat
OCaXIEHHBIX BOMCK; BCIIBIIIIKH TOJIOIHON 00Ie3HNA HAOTIOIAINCE



B Borickax Hamoneona. bonee geranpHble cBeIeHUA O TOJIOIHON
6one3Hu oTHOCATCA K iepuony [lepBoii MupoBo# BoiiHBI. C 3T0-
ro BpeMeH! HauUMHAETCsl HAyYHOE UCCIIeJOBAaHUE TaHHOTO 3200-
neanus. B pabore yuactBywor P. A. Jlypus, B. A. Banpaman, A.
Benorososblil u ap. B 3aBUCMMOCTH OT yCJIOBUIA, KOTOPBIE SIBU-
JIMCh TEPBONPUYMHON ATMMEHTApHOU IUCTpodun (HEypoXKau,
HABOJIHEHUE, SMUIEMUM, BOWHBI, OJIOKaAa U Ap.) CKJIAAbIBaeTCs
(opma Teuenus qaHHoOrO 3200JI€BAHUSI.

Hawnbonee nomHas ¢popMa aTMMeHTapHOU TUCTpodrr HAOO-
Jajlach OTEUYECTBEHHBIMM YUYeHBIMU B OnokagHoMm JleHuHrpase
B nepuos Benukoit OtedectBeHHOU BOUHBL. CBOM HAOMIONEHUS
OHHU OMyOJIMKOBAJI B MOHOTpahuu «AJIMMeHTapHAas AUCTPOPUs
B OnokaHoM JlernHrpane» noxa penakmumer I'. @. Jlanra. B mo-
Horpahuu M3JIOKEeHBI BCE BAPUAHTHI TEYCHHUsI 3TOrO 3aboJeBa-
HUs. MakcumalibHOE yBeJIMYeHue 3a00J1eBaeMOCTH IPOU30IILIO
K KOHIIy BTOPOro Mecsiiia O1okapl. JIeTaabHOCTh B 9TO BpeMs
nocturna 85 %, cpeau 3a00NEBIIMX MPeodIagan MYKUUHBL.
Orteunoit popmoii H60me3nn crpagano okono 40 % mocrpagas-
mmwmx. [IponomkuTtenbHOCTh O0e3HM KosteOanach OT 2—3 Heaellb
C TIOCJIEAYIOUIUM JIETAJIbHBIM UCXOIOM [I0 JIBYX JIET C IOCTENEH-
HBIM BbI3/IOPOBJIECHUEM.



1. 9THogorus

OCHOBHBIM 3THOJIOTUYECKUM (PAKTOPOM AJTMMEHTAPHOM JHiC-
Tpopuu ABIAETCA NPONOIKUTEbHASA (HENEIU, MECALbI) HEJ0-
CTaTOYHOCTb KAJIOPHH MOTpedisieMon NUIny. B 3aBucuMoct ot
CTENEHU MHUIIEBOro AedUunTa pa3BUBAETCH KJIMHUYECKasd Kap-
THHA 3TOTO 3a00JIeBaHUI.

K ocHOBHOMY 3THONOrMYEeCKOMY (paKTOPy MPUCOETUHSIOTCS
U Jpyrue, KOTOpble UCXOOAT U3 OeJCTBEHHOTO COCTOSIHMS Ha-
ceJieHUs1 (HEpBHO-IMOLIMOHAJIBHOE NIepeHANPsIKEHUE, XOJIO, T-
xKesplil pusnyeckuid Tpyn). MHpekimonHsle 3a001eBaHus1, 0Co-
OEHHO KHIIIEYHbIE, TAKKe MMOBBIIIAIOT BEPOSTHOCTb PAa3BUTHS
AJTMMEHTApHOW JUCTPOMUM U OTATUYAIOT €€ TeUeHUE.

B pa3Butum anumMeHTapHOM AUCTPO(UN UMEIOT 3HaYE€HUE He
TOJIKO KOJIMYECTBEHHbIE, HO U KAUECTBEHHbIE MMOKa3aTesu MH-
IIEBOTO pallvoHa, 0COOEHHO HeJocTaToK OenkoB. [Ipu HegocTat-
Ke OCJIKOB M XUPOB HAOMOJAETCs HEAOCTaTOK He3aMEHMMBbIX
AMMHOKUCJIOT, )KUPHBIX KUCJIOT U KUPOPACTBOPUMBIX BUTAMMU-
HOB.



2. IlaTorenes

3aboneBaHue aJTMMEHTApPHOU AUCTpodHell MOKET paccMmar-
pUBaTbCA KakK KJIMHUYECKOE BBIPAKEHUE HAPYIIEHHOTO FOMEO-
CTa3a BCJIeICTBUE HEMOCTYIUIEHUS B OPIraHU3M MHOTUX MUIIEBbIX
BEILIECTB B HY)KHOM KOJIMYECTBE U KAUeCTBE.

Knmanueckue HaOMONEHNs TIOKa3bIBAIOT, YTO Y OOJNBHBIX C
QIMMEHTapHON TUCTpoduell OTMeYeHbl MPU3HAKK HEI0CTaTOu-
HOU (DYHKIIUU psifia SHIOKPUHHBIX Kejle3 — runodgusa, Haamno-
YEUHUKOB, MOJIOBBIX KeJjie3, IIIUTOBUIHOM kene3bl u ap. (M. B.
YepHOpyLKum).

[Tpu mponomkaroeMcst HeoCTaTKe MUTaHUsI OPraHUu3M pac-
XOIyeT COOCTBEHHBIE 3arachl JKUPOB, OEIKOB M yriieBogoB. OT-
MEUaeTcsl CHUKEHNE YPOBHs caxapa KPOBHU BIUIOTH JIO TMITOIJIM-
KeMHuecKoro yposHs (25-40 mr%).

HapacraeTr ypoBeHb MOJIOUHOM KUCIIOTHI, B MOUE MOSIBIISIETCS
alleTOH U alleTOYKCYCHAasl KMCJIOTA B TIOBBILIEHHOM KOJIMYECTBE,
nos:xe cHuxkaercsa pH kposu.

[Mpu amumvenTtapHOW AMCTPOUU OTMedaeTcsl oOImas TUMOo-
NPOTEMHEMHUs1, B KPOBU MPe00IaJaloT OOy INHbL, (PYHKIIMS TTH-
IIEBAPUTENIbHBIX JKeJie3 u3MeHsiercs. Bo3Hukaer (pepMeHTHas
HEJJOCTaTOUYHOCTb, YCUJIMBAIOILAs1 COCTOSIHUE TUCTPO(PUN TKAaHEW
Y OpPraHoB BCJIEJICTBUE HAPYILIEHUS BCACBIBAHUS MUIIEBBIX MPO-
JOYKTOB U X YCBOEHHUSI.

Hapymiaercss BbIpaOOTKa TOPMOHOB 3SHAOKPUHHBIX Kelle3,



Pa3BUBAETCS] TOPMOHAJIbHASL HEJJOCTATOUHOCTb.

Huskoe conepkanne Oeylka B TKaHEBBIX KUIKOCTSIX M KPO-
BU TIPH M3MEHEHHOU OEJIKOBOM CTPYKTYpE SIBIISIETCS OCHOBHBIM
(pakTOpOoM B reHe3e OTEKOB TKaHeW IUIIOC TOBBIIIEHHOE BBEJE-
HUE C MUIIEN XJIOPUCTOrO HATPUsl, HAPYIIIEHUEe BOAHO-COJIEBOTO
oOMeHa 1 3aMe/IIeHre TOKa KPOBH.

AnumeHTapHasi TUCTPO(US MOKET OCIOKHUTHCS MH(EKIIU-
OHHOW 00JIe3HBI0, KOTOPasi MOXKET ObITh MPUUMHON cMepTu. [Tpu
9TOM HACTyMaeT KpaiHee MCTOIIEHUE HEWPOIHJOKPUHHOW CU-
CTEMBI.



3. I1aToornyeckasi aHaATOMMS

B pasHble neprojbl ATMMEHTAPHOM TUCTPO(UH MOTYT MPUCO-
€IMHSATHCS pa3MuHble OcloXHeHUs. s mepBoro nepuoaa xa-
paKTepHBI MEJIKOOUYAroBble OPOHXOMHEBMOHHMH, OCOOEHHO B XO-
JogHOE BpeMs roza. B ciepytonmii mepron 6one3Hu 0OHapyKu-
BAIOTCS PU3HAKM OCTPOM M XPOHUUYECKON TM3EHTEPUH, B AaJIb-
HeWIeM pa3BUBaeTCs TyOepKyJie3 JIETKUX.

Tpyn npou3BOIUT BIieUaTIEHUE CKeJleTa, OOTSHYTOrO KOXEH.

[Mpu oreuynoii (hopme anMMeHTapHON AUCTPOun HaOIoIaeT-
cs1 TIaTosiornyecKkas MojIHOTa, Koxka OJe/iHasi, Ha pa3pese ompe-
JeJIsieTcsl ONayleClpyoIast KUIKOCTh CepO-0esoro 1BeTa.

Buytpennue opransl arpoguunsl. Cepplie B3pociaoro 4eso-
Beka Becut He Oosniee 90 1 (B HOpMe B cpeHeM 174 1).

B BeHax KOHEYHOCTE! OOHAPYKUBAIOTCS TPOMOBI, UTO CBSI3a-
HO C MaJIOil MOJABUKHOCTBIO OONBHBIX. Bce BHyTpeHHUe opraHbl
yMeHbITIeHbl B pa3Mepax. KupoBbie ero OTCyTCTBYIOT.



4. KinHan4veckas KapTHHA

B kMHUYecKol KapTuHe alMMEHTapHOW TUucTpodun Hado-
JaeTcsl TpU CTerieHu (cTaaum) TsokecTr 6onesnu (M. . XBunm-
BUIIKas).

Ilepsasi cmenens — OTUETIMBOE MOHMKEHUE NMUTAHUS, TTOJIJIa-
KHYypUsl, TIOBBIIIICHHUE aIleTUTa, kKax/]a, MOBBIIEHHOE TIOTped-
JIeHUe TOBapEeHHOM COJIM, a TaKXke BpeMEeHaMU e]Ba 3aMeTHas
OTEYHOCTb. BOJIbHBIE TPYAOCTIOCOOHBI.

Bmopasi cmenens — pe3koe NOHUKEHKE Beca C MOJTHbIM UCU€e3-
HOBEHHUEM XHUPOBOU KJIeTYATKH Ha I11ee, TPY/IU, KUBOTE U SITO/IU-
1ax. 3amnaiaiT BUCOUYHbIe IMKU. [losBsioTcs odmas cnadocTh,
ObICTpast YTOMJISIEMOCTb, CHUKEHHE TPYyIOCIocoOHOCTH. Orry-
IIaeTCs MOBHIIIEHHAs 35I0KOCTh M3-3a TUTIOTEPMHUU (TeMIiepary-
pa tena 34 °C), u3MeHseTCs ICUXUKA.

Tpemus cmenenb ATMMEHTAPHOM IUCTPO(pUN — UICUE3HOBEHUE
’KUpa BO BCEX OpraHax M TKaHsX. Pe3ko BbIpakeHHas oOmas
craboCcTh, OTMEYACTCS ATUHAMUS, arlaTusl, HACTYTAaeT rIyOoKas
arpodus CKeleTHOM MycKyaTyphl. Koka b0 cyxast v CKiaj-
yarasi, MO0 CTOMKHE OTEKU W acIUT. BrIpaskeHHbIE W CTOMKUE
M3MEHEHM s ICUXUKU. Pe3Kue paccTpoiicTBa anneTuTa — OT «BOJ-
YbEro rojiofa» J10 MOJIHOW aHOPEKCUU, OT YIIOPHBIX 3allOPOB A0
HeJIepKaHus Kaa.

[TpoucxoasaT M3MeHeHUs IEeHTPAILHON U TepudepruiecKou
HEpPBHOW cucTteMbl. Pa3BUBaeTCsl NOIUHEBPHUT.



[lo KIMHUYECKOU KapTUHE BBIIEISIOTCS cleaylolpe (popMbl
3a00NIeBaHMsI: KaxXeKTUYeCcKasi, OTevyHas M aciuThdecKas (Ha-
Omoaercs ipu oTeyHoi popme). OHAKO BO3MOKEH TMEpexof
oaHo# (opMel B Apyryo. OTMeualoTcs: HeMpUATHbBIE OLLYIIEHUS
B HOrax (mapecre3uu), Tynasi 00jib B TIOJIOIIBAX, MKPOHOKHBIX
MBIIIIIAX, MBIIIIAX Oepa.

YV MHOTHX OOJIbHBIX aJTMMEHTAPHOU JqUCTpOrei HAOTIONAI0T-
Cs1 IPU3HAKYU MAPKUHCOHU3MA.

B Hauaye 6one3Hr OOJIBHBIE JIETKO BO30YIUMBI, MOT'YT OBITH
arpeccuBHbIMH, TpyObiMu. [lpm mporpeccupoBanynu 3a00seBa-
HUS TTPOMCXOQUT pactiaji JMYHOCTU mocTpajasiiero. Hapacra-
eT CHkeHue nmaMmsaTu. Vcye3alor 4yBcTBa CThiAa U Ope3riiuBO-
cru. [locreneHHO HacTymaeTr MojiHOe Oe3pasznuuve u (pusznde-
CKasl HEMOABUAKHOCTh. B 3TO BpeMsi BO3MOXkeEH OTKa3 OT NUILU U
BCKOpE HACTYIAaeT CMepPTh.

W3MeHeHus cepieqHO-COCYJUCTOM CUCTEMbI XapaKTepU3yIoT-
Cs1 yMEHBIIICHUEM Pa3MepoB cepilia, OpaauKapayen, aprepraib-
HOW M BEHO3HOM TMIIOTEH3UEN. YUCIIO CepIeYHBbIX COKPALCHUN
ypexkaercs 10 44—-48 ynapoB B MUHYTY, HaxoasaT Juddy3Hbie
MBIIIIEYHbIE U3MEHEHHS: HU3KUI BOJIBTaX 3YyOLIOB, YIUIOIIEHUE
BoJiH T, 3amMe/yieHue BHYTpUCEPAEYHON POBOAUMOCTH.

Hapymaetcsi pyHKiMs JIerKux.

Jlucrniernicueckre paccTporcTBa OTMEYAIOTCS Y MHOTHX OOJTb-
HBIX aJMMEHTapHOW AucTpoduerd. MyuuTenbHbl 3anopsl MO
HECKOJIbKO Hejiesb. MI3BeCTHBI cilydan aTOHUYeCKON HEMPOXOAU-
MOCTH KUINIEYHHKA, TPeOyIOIIel CPOUHOM OTeparvu.



BenkoBo-oOpa3oBatenbHast (DYHKIMS TIEYEHU 3HAYUTEIHHO
HapyieHa. B opranmsme ormevaercst nepurur Oernka.



S. I'mcroxumMu4deckue u
JIOMHMHECI[EHTHbIE€ HCCJIEeJOBAHNUS
AUCTpOopuYeCKUX MPOIeccoB

JatenbHOEe BpeMsl MOHSATHE «AUCTPO(Us» HE UMENO YeT-
KO OYepyYeHHOro cojepxaHusi. OHO IPUMEHSIOCh U B HO30JIO-
TMYECKOM CMBbICiIe JUisi 0003HaYeHus1 0oJie3HU (aTMMeHTapHast
aucTpodust, IMCTPodusi HOBOPOXKIEHHBIX ), U B OMOXUMUIECKOM
CMBICJIE /IS XapaKTEPUCTUKY HAPYIIEHU OOMEHHBIX MTPOIIECCOB
B OpraHax M TKaHSIX, U B MOP(OJOTMYECKOM CMBICIIE KaK Tep-
MUH, PaBHO3HAYHBI TEPMUHAM «JIeT€HEepaIis», «Iepepokie-
HHUe». OcoOble TPYTHOCTU TOTO MOHSATHS BOSHUKJIN C MTO3UIIANA
ouoxummn 1 Mopgomoruu. Vicxons u3 KIMHUKO-MOPQoIornye-
ckux conocraienuu I'. ®. JlaHr yTBep:k a1, 4To HeT MopdoJio-
TMYECKOTr0 SKBUBAJICHTA AJIS Psi/ia TSKEJIbIX KJIIMHUYECKUX Hapy-
IIEHUI COKPATUTENbHON (DYHKLIMM MUOKApPAA, UMEIOIIUX YUCTO
OMOXMMHYECKYI0 OCHOBY. BO3HUK «MOP(OTOTHUECKH TYTHK>
B nipoOnieme Muokapauonuctpocuid. 5. JI. Panonopt B nonstue
«aucTpodus MUOKapa» BKJIaIbIBa€T MOP(OI0ruyecKoe coaep-
JKaHUeE.

[Inpokoe pa3BUTHE TMCTOXUMMHU U JIEKTPOHHON MMKPOCKO-
IIUH pa3pelnio IPOTUBOPEUUE MEK/1Y pa3InYHbIMU TPAKTOBKA-
MU MOHSATUS «IUCTPOUsI», TO3BOJIUB CTPYKTYPHO TOKYMEHTH-
poBaTh OOMEHHbIE MTPOIIECCH B KJIETKAX W TKAHSX U UX HapyIe-



HUs. Tak, MoHsTHE «AUCTPOUsT» KOHKPETUIUPYETCS B OIpeie-
JIEHHBIX MOpP(O-XUMHUECKUX MpeacTaBieHusx. Hacrano Bpems
BU3YyaJIbHOTO HAOMIOIEHNsI MHOTMX OOMEHHBIX MPOLIECCOB, MPO-
UCXOZSAIIMX B KJIETKAX, U TEM CaMbIM CTEPTA pe3Kasi I'paHb MEX-
Iy Mopdororueit u OMOXUMUEH.

Huctpodus y neren — naTonorn4eckoe COCTOSIHUE, XapakTe-
pU3yollIee pa3InyHble MPOSABIEHUSI XPOHUYECKUX PACCTPONCTB
nutanud. [Ipu 3TOM Hapymaercss He TOJIbKO (DYHKLHMS MUIIe-
BapeHUs, HO M YCBOEHHME IUTATEIbHBIX BEIECTB KJIETKAMU U
TKaHSIMU OpraH3Ma 4YeJIoBeKa, OOMEH BEIIECTB, KU3HEICITEb-
HOCTb OPraHM3Ma, ero pocT U pa3BUTHE.

Huctpodus y aereii BuiensieTcsi B ocoOyto rpymiy. 1o kiac-
cudukauuu I'. H. Cnepanckoro ¢ coaBropamu (1945 r.) Bbige-
JfeTcs TpU TUNa AUCTpOUU: TMIOTPOUs, TMIOCTAaTypa U Ma-
parpodus. B nocnenyromme rogst (1969) I'. U. 3aituesa ¢ co-
aBTOPAMHU BHECJIM IOMOJIHEHHE B JaHHYIO KJ1accudpukaimio. OHu
BoiziessioT T U crenieds (I, 11, IID) Tsokectu nuctpoduu, Bpe-
Msl BO3HUKHOBEHHUS (IUCTpOUs NMpPEeHATaIbHOrO, MOCTHATAIIb-
HOTO M CMEIIAHHOTO MPOUCXOXKIECHUs), Tepro TedeHusl (Ha-
YaJIbHbIM, MTPOIPECCUPOBAHUS U PEKOHBAJIECUEHIIMU), ITOCTPO-
UB €€ MO ITUOJIOTUYECKOMY MPUHIUITY (9K30T€HHbIE, SH/IOTEH-
HbIE, 9K30I€HHO-3H/I0TeHHbIE ). BHMMaHue neimaTpoB MpuBJeKa-
0T AUCTPO(UU NMPEHATATIBHOTO MPOUCXOXKICHHU S, KOTOPBIE MPO-
SIBJISIIOTCSL C TIEPBBIX JIHEW *KU3HU peOeHKa M XapaKTepu3yloTCs
OTCTaBaHUEM €ero (PU3UUECKOro pa3BUTHUs. [JaHHBII BUJ TUCTPO-
(v oOcykmaeTcs B OTeUeCTBEHHOM M 3apyOeKHOU JIMTepaType



T0/1 pa3HBIMU Ha3BAHUSIMU — TUCTPODUSI HOBOPOXKICHHBIX, TUC-
Tpopusi IpU POKAEHUU, HU3KUI BEC MPHU POKACHUU, BHYTPU-
yTpoOHas runorpodus u T. 1. (1961, BO3). Taxensie popmbl
BHYTPUYTPOOHBIX TMIOTPOMHIA HA3BIBAIOT HEUPOAUCTPOPUAMHU,
MOJYEPKUBAsI MX 3apOKACHNE B IIEHTPAIbHOW HEPBHOM CUCTEME.



6. 9THOJIOTHS U IIATOreHEe3
aucrpodun y nereu

B BO3HMKHOBEHUM AUCTPO(DUN y AE€TEW UMEIOT 3HAYEHHE K-
30T€HHBbIE U SH/IOTEHHBIE (PAKTOPBI.

K sk30zennviv pakmopam puctpodun oTHOCATCS:

* AJIMMEHTAPHBIN (HEJOKOPM, KaueCTBEHHOE HapyIlIEHUE CO-
CTaBa MUIIH, IpeodIagaHe B Hell YIJIeBOJOB IPH MaJIOM KOJH-
yecTBe OeJIKa U JKUpa, HEAOCTATOK BUTAMUHOB);

* yH(pEKIMK (QU3EeHTepUsi, THEBMOHUS U JIp.);

* TOKCHYECKHE (PAKTOPBI;

MO PEILIHOCTU B YXOJIe 32 PEOSHKOM.

K snoozennvim npuuunam OTHOCATCS CIEeLyIOLIHE:

* QaHOMaJIMM KOHCTUTYITUM peOeHKa;

* SHJIOKPUHHBIE PACCTPOICTBA;

* TIOPOKH Pa3BUTHS OPraHOB M CHUCTEM (LIEHTPAJIbHOU HEPB-
HOW CHUCTEMBI, CEPIEYHO-COCYIUCTON CUCTEMBI, KEITYJOYHO-KH-
IIEYHOI'0 TPaKTa, MOYeK, JerKUX U Ap.);

* HACJIe/ICTBEHHBIE HAPYIIIEHUsI OOMEHA BEIeCTB — AMUHOKHC-
JIOTHOT'O, YIJIEBOJHOTI'O, JKUPOBOTO U JIp.

ITaTtorene3 nucrpoduu cioxeH. OTMedyaeTcsl MOHUKEHUE
BO30YIMMOCTH KJIETOK TOJIOBHOTO MO3Ta U HAPYIIAETCs PeryJis-
TOpHasi AesITeJIbHOCTh LIEHTPATIbHOU HEPBHOM CUCTEMBI, UTO Be-
JIeT K HapyIIeHUIO0 (PyHKIIUIA BCEX OPTaHOB U CHCTEM, B TOM UHC-



Jie M K HapyUIeHUI0 (DYHKLMHU KeTyJOYHO-KUILIEUYHOrO TPaKTa.
Hapymiaercs BcacsiBaHve O€JTKOB, JKUPOB Y BATAMUHOB, CHHKA-
eTcst (pepMeHTaTUBHASL SHEPTHS KPOBHU, HAPYIIAIOTCS TIPOIIECCHI
YCBOEGHHUSI MUTATEJIbHBIX BEUIECTB KJIETKAMU M TKaHAMM Opra-
HU3Ma. Pa3zBuBaeTcst paccTpoicTBO NMUTaHUS M OOMEHa BEIIECTB.
s mopnepxkaHusl KU3HEAESATeIbHOCTA OpPraHu3Ma UCTIONb3Y-
10TCS1 OCJTKH, KUPBI U YIJIEBOAbI COOCTBEHHBIX TKAHEU, UTO MPU-
BOJIUT K KaXeKCUM (MCTOIIEHMIO).

B ¢opmupoBanuu BHYTpUYTPOOHBIX AUCTPOGUIl OOJBIIOES
3HaUeHKe UMeeT MUTAHNE MaTepy BO BpeMsi OEpeMEHHOCTH, KO-
TOpPOE MOXKET OBbITh JOCTATOYHBIM MO KOJMYECTBY, HO HEJOCTa-
TOYHBIM I10 KaUeCTBY, T. €. [0 COAEPKAHUIO OTAEJbHBIX IHIIE-
BbIX NTPOAYKTOB. [Ipy HETOCTATOUHOM COZIEPKaHUU B MUIIIEBOM
parrione Matepy Oeslka 1 MUHEPAJIbHBIX BEIIeCTB peOEHOK MO-
KET POIUTHCS C OTCTABAaHUEM B POCTE U Bece MM U30BITOUHBIM
BECOM 3a cueT 0e30e1KOBbIX OTeKOB. [ToHmkeHHbIN Bec peObeHKa
CBsI3aH C arpoduei OpraHoOB U TKaHEM.

Atpocdust, koTopasi HaOMOAAETCS IPU KAXEKCUH, XapaKTepH-
3yeTcsl yMeHbllIeHreM o0beMa U pa3MepOB OPraHoB B pe3yJibTaTe
KAYECTBEHHBIX U3MEHEHUN KJIETOK U TKaHEeu.

B 3aBrcuMOCTY OT IPUYMHBI, BBI3bIBAIOIIEH aTpOUIO, pa3iu-
YaloT CJIeIYIOLI1E BU/IBL:

1) HermpoTOKCHYECKas;

2) pyHKIIMOHAJIbHAS;

3) ropMOHaJIbHAS;

4) oT HEAOCTATOUYHOTO ITUTAHUS,



5) B pesyibTare BO3IEUCTBUS (PUBNYECKUX, XUMUYECKUX U
MEXaHUYECKUX (PaKTOPOB.

[Tpu 3TOM B Opranax HaOIIOAAIOTCS U AUCTPOpUIecKre u3me-
HEHMUS.

[Tpu Kaxekcuu KUPOBasi KJIeTYaTKa B SMUKApAE, 3a0PIOIINH-
HOM TIPOCTPAHCTBE, B OKOJIOTIOUEYHON 00JIACTH UCUE3aeT, OTME-
yaercs auddy3Hast IeKaIblUHAIMS KOCTEN, COMPOBOXKAaeMas
O0JIAMU.

[lo 3THONOrMYecKOMy MPU3HAKY BBIIENSIOT IK302€HHYHO Ka-
XEKCU0 1 KAxXeKCUuto SHO02EHH020 NPOUCXONHCOEHUSL .

Hawubosnee yacToit MpUUMHON SK30T€HHOW KAaXEKCUU SIBJISICT-
Csl HEJIOCTATOYHOE NMUTAHUE B KOJMYECTBEHHOM M KaueCTBEH-
HOM OTHOUICHHUSIX. DTO BEJET K aJIMMEHTAPHON JUCTPOdUU U
AJTMMEHTAPHOU KaxeKchH. K 9K30reHHOM KaXeKCUU OTHOCSTCS
OTpaBJIeHMs TIpenapaTaMy MbIIlIbsIKa, CBUHIIA, PTYTH, PTOpA, a
TaKKe MpU aBUTAMUHO3aX, — Oepu-0epu, cripy, neyuiarpe, paxu-
T€ ¥ Pa3BUBAIOINIASCS B XPOHUUECKON CTA[MU JIy4eBOW OOJIe3HU.

Kaxekcusi HIOT€HHOr0 MPOUCXOXKACHUS Pa3BUBACTCS MPU
XPOHUYECKUX MH(EKIIMOHHBIX U Mapa3sUTapHBIX 3a00JIeBaHUSIX
— TyOepKysese, cuduince, XpOHUUECKON Mallsipuu, ameOuase,
TPUTMIAHOCOMHBIX 3a00JIEBAHUSIX W TMPH HEKOTOPBIX 3a00IeBaHM-
SIX MHIIEBAPUTESIBHOIO TPAKTA (CTPUKTYpPE MUIIEBOAA, CTEHO-
3ax MPUBPATHUKA, IUPPO3ax MeYeHH, 3a00IeBaHUAX TOIKEITY-
JOYHOM >xeiie3bl). Tskenas cTerneHb KaXeKCMM pa3BUBAETCS IIPU
3JI0KAYeCTBEHHBIX HOBOOOPA30BaHMSX (TaK Ha3blBaeMasi pPako-
Bas Kaxekcus). K ToMy ke pakoBasi OIyXOJb SIBJISIETCS JIOBYIII-



KO TJTIOKO3bI, YTO IPUBOAMT K Pa3BUTHIO TUNIONIMKeMUH. KoM-
MIEHCHUPOBATH TITIOKO3Y MOXKHO TOJIBKO TITIOKOHEOTEHE30M 32 CUET
HEYIJICBO/IHBIX COSTUHEHUI, B TOM YKCJIe aMUHOKHUCIIOT. Ho mipu
9TOM TepsieTcs a30T. Kpome Toro, a3oT pacxomyercsi B OpraHms-
Me Ha MOCTPOeHHe caMoi oryxoiu. Bee 3T0 mpuBoAUT K TsKe-
JIBIM HapYIIeHUsIM TOMEeOCTa3a 1 OOMeHa BEIECTB C Pa3BUTUEM
aucTpodudeckux arpoduueckux m3MmeHenui. Hapyienue ro-
MEeOCTa3a JIS)KUT B OCHOBE PaKOBOW Kaxekcuu. K sHporeHHoii
KaxeKCHM OTHOCHUTCSI TaKke paHeBOe MCTollleHue. PaneBas ka-
XEKCHSI CBSI3aHa C pe30pOIre MPOIyKTOB TKAHEBOTO pacrajia u
MAaCCHBHOM TOTepeit Oeska ¢ paHeBbIM oTaensieMbiM. [lomoOHOe
HaOJTI0/1aeTCsl PU XPOHUYECKOW SMIHeMe TUIeBpbl. ATpodupy-
I0TCSI TIUINIEBAPUTEIIbHBIE KeJle3bl, TePSETCsl CIOCOOHOCTh YCBO-
€HHs TIPOMYKTOB MUTaHus. [Ipy TsKeNbIX cepredHbix 3abore-
BaHMAX (JIEKOMITEHCUPOBAHHBIE TIOPOKU CepIia, NepeHeCeHHbIS
UH(pAPKTHl MUOKApJa) MOKET Pa3BUThCS CepleUYHas KaXeKCHsl.
Yacto Kaxekcusi sIBJISIETCS CJIEACTBUEM HapyieHusi (pyHKIUU
SHIOKPUHHBIX Xkese3 (MOHO— WM TUTIOPUIJIAHTYJISIpHAST HEJI0-
CTATOYHOCTb) WJIM TIOpaKeHUs AUdHIIEe(abHON 001acTH MO3ra
MOT'YT BECTU K I'MIO(pU3aPHON KaXEKCHH.

B GonbiHcTBEe HaOMoOAeHUI y OOJIBHOTO OTCYTCTBYET TOJI-
KOXKHas ’KUPOBasi KJIeTYaTKa, OTMEUAITCs JAPSAOIOCTh U aTpo-
(us ckeneTHON MyCKylaTypbl, pyKH 3aBHCIIHE «KaK ILICTH»,
’KUBOT BTSIHYT, IJ1a3a 3araBIliie, BOJIOCH CyXHe, BbINAIAI0T, HOT-
TH JIOMKHE, 3yObl PacCIIaThiBAIOTCS] W BBIMAJAIOT, KOXa CyXas,
apsionass, 6e3 MPU3HAKOB Typropa, CKjaayaras Wid HaTsSHyTa



KaKk y Mymud, OJleIHO-3eMJIMCTOro oTTeHka. Yacro Habmona-
I0TCS IMTMEHTALNS KOXKU, KPOBOUBIIUSHUSA, (PYPYHKYJIE3, PbIX-
JIOCTh JIECEH, SIBJIEHUSI CTOMATUTa, MOMYTHEHUE XPyCTaIMKa U
T. 1. IHOT/1a MoXy/ieHue TOCTUTraeT TaKoW CTeNeHH, YTO OOJIbHbIE
HAIIOMUHAIOT CKeJIET, OOTSAHYTHIA KOXeN; B OTACIbHBIX CITydasix
HAOJII0AAI0TCS OTEKM U BOASHKA moyocTter. Kaxekcust 0ObIYHO
COIPOBOXJAETCS OOIIEN TMMOTOHUEH, TUIIOTOHUEN CKeleTHOM
MYCKYJIaTypbl, PE3KMM CHUKEHHUEM COCYIMCTOrO TOHYCa, apTe-
pHabHOM runoToHuer. bobHbIe Oe3pa3IMuHbl K OKpysKaoIen
cpenie v K ceOe, HaXOIATCS B COCTOSIHAY TPOCTPAIIVH, OleTieHe-
HUSI, UHTEJUIEKT pe3Ko cHukeH. OOBIYHO OHM JIeKaT, TBUTaloT-
Csl C TPY/IOM, JIBUKEHUS TTPU 3TOM Bsijible, MejieHHbIe. [TonoBas
(pbyHK1IMA pE3KO NaaeT, y KEHILIMH HACTyMaeT ameHopes. Yacro
OTMEYAETCS OJIMIOypHs, a IPU OTEYHOU (pOpME MOy PUS.



7. Ilcuxuyeckue paccTporcTBa

PaccTpoiicTBa MCHXWKN OONBHBIX KaxeKCHel BechbMa pa3Ho-
o0Opa3Hbl. B HayanbHOW CcTaguM pa3BUBAETCS] ACTEHUSI C MPe0d-
JalaHreM pas3IpakuTeIbHOM C1aboCTH (CM. BBIIIIE), a C YXY/IIIIe-
HHEeM OOIIero COCTOSIHUSI HAUMHAET Mpeodiaaarh anatus (Oec-
YyBCTBEHHOCTb, Oe3pa3nnyue). ANaTu4eckuid CUHAPOM — IICH-
XAYECKOE PacCTPOMCTBO, MPU KOTOPOM BO3HMKAET MOJIHAS J1y-
IIEBHAsl OIYCTOIIEHHOCTh, NICUXUYeCKas U (pU3nvecKas aJuHa-
MHUS1, UCKJTIOUMTEbHast OeTHOCTh ap(peKTUBHOM Chephl BILUIOTH
JI0 TIOJTHOM ee OJIOKa/Ibl («Tapaidy MO ).

KimmHuka anaTu4eckoro cmHapoma

BonbHble Oe3ydacTHbl Kak K COOCTBEHHOHM JIMYHOCTH, TaK M
K OKPY’KaIOLIMM ABJIEHUAM KU3HA. OTCYTCTBYIOT KEJIaHNU S, BJle-
yeHus u ctpemiieHus. [Ipu HanOonee BbIpakeHHOM IITyOUHE IM0-
paXeHUsI SMOLMOHAIBHBIX PEaKIMi, OCJa0JeHNH BCEX TCUXU-
YECKUX MPOSIBIIEHU pa3BUBAETCS COCTOSTHUE allaTUYECKOr'o CTY-
nopa. [Ipy 3TOM OTCYTCTBYIOT IPU3HAKA MOOMIIN3AIY BHUMA-
HU$1, MTHTEJUIEKTYaJIbHOTO HaNpsikeHUsl. BonbHOM J1eXkUT Ha criu-
He, BCe I'PYMITbl MBIIIL paccialiieHsl, 171a3a MOCTOSIHHO OTKPHI-
ThI, B3IJISI/L HAIIPABJIEH B ITPOCTPAHCTBO, HU HA YeM He (PUKCUPY-
sICh. XapaKTepHO HOYHOE OO/IPCTBOBAHUE — «OOAPCTBYIONIASI KO-
Ma» WM «CMEPTh C OTKPBITHIMU IazaMu» (Scniepe (K. Jaspers)).
IIpu MeHee BbIpaXXE€HHOM anaTU4ecKoOM CHH/IPOME OOJIbHBIE BSi-



JIbl, €CJIM U JJAIOT, TO OHOCJIOKHBIE OTBETHI. CO3HaAHUE COXpaHe-
HO, HO BHUMaHUE JIE30PUEHTUPOBAHO.



Konen 03HaKOMUTEJLHOI'O
¢dparmenra.

Tekct npenocraBieH OO0 «JIutPec».

[IpounTaiiTe STy KHUTY LIEJIMKOM, KYIIUB TOJIHYIO JIETATbHYIO
Bepcuio Ha JIutPec.

Be3ormacHo oriaTuTh KHATY MOKHO OaHKOBCKOH KapToit Visa,
MasterCard, Maestro, co cuyera MOOMJIBHOTO TesiehOHa, C TiIa-
Te)KHOro TepMmuHaia, B cajoHe MTC wmm Cesa3HoOHM, uepe3
PayPal, WebMoney, Aunexc./lensru, QIWI Komenek, 60Hyc-
HBIMU KapTaMu WK APYTUM YI0OHBIM Bam crioco6om.
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