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Cnncok ncnosnb3oBaHHOW NnTepaTypb!



XPOHM4eckasa noyeyHas
HeaocTaTodHOCTb. (XITH) —

CuMnTOMOKOMMNIEeKCc, pa3BUBaloLUUCSA B
pe3ynbraTte nocrteneHHon rmoenn HechpoOHOB Npu
NIOOOM nporpeccupyrowiemMm 3aboneBaHUn NoYex.

[Nouku obriadarom 60r1bWUMU KOMIIEHCamQoPHbIMU 803MOXHOCMSAMU U Oaxke ymepsi 50% u3
obwezo Konuvyecmea 2 MJlH. He COrpoeoxxdaemcsi HapyuwleHuUeM 2omeocmaasa u
KITUHUYECKUMU rposierieHUsIMu (caudemeribcmaeoM 3momy sensitomcesi 60rbHble rnocrie
0O0HOCMOPOHHEU HEPIKMOMUU) U MOJIbKO MpuU CHUXeHUU Kiiyboykoeou ¢buribmpauuu 00
30-40 mri/MUH (coomeemcmayem CHUXXeHUo YucrieHHocmu He(ngHoe < 30%) npoucxodum
3adep)xKa 8 opeaHU3Me KpeamuHUHa, MoYe8UHbI U Opyaux npoo0yKmMoea a3omucmozo
obmeHa u Heazomucmbix 8eWecms, afIUMUHUPYEMbIX 8 HOPME TOYKOU, U rnosbiweHuUe Ux
KOHUeHmMpauyuu 8 CbiIBOPOMKe



AKTYanbHOCTb

OTmeyvaeTcs HeyKnoHHbIN pocT ypoBHA XI'TH B mupe. B Poccun B
nocnegHee gecartmnetne XINH peructpupyetca c Yactoton 100 — 600
yenoBek Ha 1 MnH HaceneHus, B CLLUA — 600-700; exxerogHad
3aborieBaemMocCTb cocTtaBnseT 50 -100 HOBbIX CNy4YaesB Ha 1 MITH.
HaceneHud. [lockonbky cBegeHus o pacnpocTtpaHeHHocTu XIH
OCHOBaHbI Ha JaHHbIX 0DpaLLaeEMOCTU UIMN CBEAEHNAX ANaNN3HbIX

LEHTPOB, UCTUHHAs pacnpoCcTpPaHEeHHOCTb 1 3aboneBaemocTtb XIH
MOXET HEJOOLEHNBATbLCH



BbIXoA

CTPYKTYPA NPNYMNH XINH

B NMuenoHedpuTr

H TnomMmepyrioHedppuT

O MoNUKNCTO3 NoYeK

H aMUIonaos noYvek

= CaxapHbli gnadeTt
KonnareHo3sbl
MMnepToHUYyeckaa Oone3Hb
B TyOepKkynes no4ek

B Onyxonu MIC

O MuernioMmHaAa 6one3Hb




XI'MH pa3BunBaeTcd yalle
BCEro y 00nbHbIX CPEOHErO
N MOXKWUIMOro Bo3pacrTa.
[ToTpebHOCTL B
3aMeCTUTENbHOW
NnoYyeyHoU Tepanun y geTeu
Ha NOPAAOK MEHbLLE, YeM Y
B3poOCnbIX. BO MHOIrmnx
CTpaHax cpegHun Bo3pacT
B6OMbHbIX, NOCTYNAaLLMNX
Ha 3aMECTUTENbHYIO
NOYeYHYo Tepanuio,
npeBbIaeT 65 NneT

BblXoA

YactoTta XINH B 3aBUCMMOCTM OT nona u
Bo3pacTta (Ha 100 000 HaceneHug)

B My xunHbl B XKeHLUHBI




dopmyna Kokpogpta-laynrta

CK® = 88 x (140 — BO3pAaCT, ) X Macca Tena, Kr
72 X KpeaTUHWH CbIBOPOTKU, MKMOSb/ I

[1na >XeHLWWH pe3ynetaTt yMHOXatoT Ha 0,85

N > 60 - 90 mr/MUH



Knaccundpukauymsa XINH (Psbos C.W., 2000)

Crapna |®asa |Kpearmnuu |Beanuamna ®opma | I'pymma B
KPOBH KAYOOYKOBOM 3AaBUCUMOCTH
MMOAB /A duApTpaIM OT A€YEOHBIX
MEPOIIPUATUN
[ (rarenT- |A Hopma Hopwa, moryr | O6pa- 0
Haﬂ) OBITH HApYIIIe- TYIMAS
HBI HpO6bI HA
paSBCACHI/IC "
KOHH@HTpaHHIO.
CHmxeHa, HO
b [ loBpITIEH ’ 0
COCTABAACT HC
Ao 0,13 meree 50% ot

AOAKHOU




IT (azoTemmu- 0,14-0,44 | 20-50% o1 AOAXK- CrabuabHas 1
JeCcKas) HOM
0,45-0,71 | 10-20% o1 AoAK- [Tporpeccupyrormas
HOM
I1I (ypemn- 0,72-1,24 | 5-10% o1 A0AX- [porpeccupyromas | 2
JecKas) HOH
125 u Hroxe 5% o1 A0AK- 23

BBIITIC

HOU




KnnHnyeckune nposasneHna XIH

* [1pn HayanbHou XI'MH cumnTOMbI He cneundpunUHbI. BONBHLIX MOy T
becnokounTb criabocTb, CHMXXEHWE anneTuTa, rofioBHbIE 6onu (Npwu
nosbieHun All).

* [Mpn TepMMHaNbBHOM YPEMUN N3MEHEHUS KaCaloTCSl BCEX OPraHoB U
cucTem.



s AcmeHu4Yyeckul cuHOpoM. bonbHbIX 6ecnokosT crnabocTb, bbicTpas
YTOMIIAE€MOCTb, BAMOCTb, HEPEOKO Bbipa)eHHas anaTtus,
3HaA4YMNTENbHOE OrpaHNYeHNe, a B Janeko 3alleLnx crydasax u
nosfiHas ytpaTa TpyaocrnocobHOCTH

o lucmpogpuyeckull cCUHOPOM. CyxOCTb N MYUUTESbHbIN 3y KOXKHbIX
NMOKPOBOB, CBA3aHHbIN C BbIAENEHNEM YepPes KOXY KpUcTanios
MOYEBUHbLI. BblpaxeHHas mbllleyHasa crnabocTb. [pn ocmoTtpe
obpallarT Ha cebst BHUMaHMe brieaHo-XXenToBaTbiv, a Janee
XKEenToBaTo-OpOH30BbLIN OTTEHOK KOXW (OTINOXEHME B KOXE
YPOXPOMOB), Crneabl pac4yecos, N1Muo oayTrnosaTo, brieaHo-ceporo
NI 3eMNUCTo-ceporo upeTta. MbillLbl aTPOdUYHbI, CUTa U TOHYC UX

PE3KO CHWXEHbl. XapaKTepHO NoxyaaHune, BO3MOXXHa HaCTOosLLLas
Kaxekcus



» Xesty0o4YyHO-KUWeEeYHbIU cuHOpoM. CuMnTOMaTUKa: CyXOCTb U
ropeydb BO PTY, HEMNPUATHLIN MeTanM4Yeckun NPmMBKYC BO PTY,
OTCYTCTBME anneTmuTa, TOWHOTa U PBOTA, TAXECTb 1 bonn B
noanoXxe4Hon obnactu nocne eabl («<ypeMUYECKNN racTpUT»),
MOHOCHI («YPEMUYECKUIN QHTEPOKOSTUT), MOTYT ObITb XXEnya04HO-
KNLLIEYHble KpOBOTEYEHUSA, CTOMATUT, MapOTUT, Bbipa)KeHHbIV
QHTEPOKOSNNT, NAaHKPeaTUT, HapyLUeHe PYHKLNN NeYEHWN.
My4yuntenbHas MKOTa, Xaxaa

e CepdeyHo-cocyoducmablil CUHOPOM. ApTepuanbHasa rmnepTeH3uns,
nopakeHne Mmuokapga no Tuny MmokapaogucTpoun:
«ypemMmuyeckasi KapgnomumonaTums» (ronoBHble 6orn, 6onu B
obracTu cepaua, CHUXEHUE UNn gaxe noTeps 3peHus,
rmnepTpodua n aunaTtaumst NeBOro Xenygo4ka, oablLLKa,
cepauebuneHue, nepedbon B pabote cepaua, B TSXKENbIX Cnyyasx —
neBoXenyaodvkoBasi HEA4OCTaTOYHOCTb). B TepMmuHanbHOM cTagun —
nepukapanT (OUBPUHO3HBLIN NN 3KCCYOaTUBHbIN).



o [lneepo-nynbMOHasnbHbIU cuHApoM. [NopaxkeHne nerknx npu XMH
MOXET NPOABUTLCS B BUAE CreayroLmnx popM: ypeMnyeckmin MTHEBMOHNT,
HePOreHHbLIN OTEK JIENKMUX, OCTPbIE MHEBMOHUN. YPEMUYECKNNA MHEBMOHUT
XapakTepunayeTcs MesikoodarosbiM TUMOM MpoLecca, BblpaXXeHHbIMU
paccTponcTBaMmm KpoBoobpaLleHMsa B MeNKNX cocyaax (crtas, cnasm
Kanunnsipos, HebornbLuMe akcTpaBasaThl). OcTpble MTHEBMOHUM UMELOT
TUMNYHYIO KapTUHY. Y psga 605bHbIX MOXET pasBUTLCH YPeEMUYECKUIA
NnreBpuT.

» [loye4yHasi pubpo3Hasi ocmeoducmpogusi (BMOPUYHbIU
aunepnapamupeo3). bornbHble XanyTca Ha 6051 B KOCTSX,
yCUNUBatoLLUMECs Npu ABMXKEHMN, MblLLEYHYO CrlabocCTb, Nepenomsl pedep,
pexe TpybyaTbIX KOCTEN, DONN B MO3BOHOYHUKE, NHTEHCUBHbIN KOXHbIW 3.
B03MOXXHO pe3koe orpaHnyeHne nogBumxHOCTM BONbHOro (3a cyeT
Bblpa>XeHHOM MbILEYHOW cnaboCcTn 1 orpaHnyYeHna NOABMXKHOCTIN CYCTaBOB
B CBSI3M C OTNOXEHNEM KamnbLMA B OKONOCYCTaBHOM XXUAKOCTK). [Mpu
BTOPUYHOM rmnepnapaTupeose 4Yacto oOHapyKMBaKTCS OTIOKEHNS
Kanbuma pocdata B MArKUX TKaHSX, pasnunyHbIX opraHax, CTEHKax cocyoB
(MeTacTaTn4yeckas KanbumHaums).

KanbuuHaT B MAMKNX TKaHAX
CMNMNHBbI



* CUHOPOM 3HOOKPUHHbIX ducgyHKUuUl. HapylwieHune
MeTabonnama sutammHa D 1 BTOPUYHBIN runeprnapaTnMpeons
oOycraBnuBaloT pasBUTUE KOCTHO-CYCTaBHOIO CUHAPOMA.
CHMXeHne cekpeLmm TeCTOCTEPOHa 1 NOBbILLEHME coaepXaHNS
B KPOBW MNPOSiakTUHA BbI3bIBAET Pa3BUTUE Y MYXKUMH
rmnoroHagusma n umnoteHunun. ilsameHeHne ypoBH4A
roHagoTPOMUHOB U TMNEPNPONakTUEMUSA Y XKEHLLWH Bbl3blBaeT
HapyLleHne MeHCTpyanbHOro uukna. HapyweHue qyHKL UK
PEHUHN-aHMMOTEH3NH-aNb40CTEPOHOBON CUCTEMbI CMTIOCOOCTBYET
pa3suTUo Al 1 SNEKTPONUTHLIM HapyLleHnam. dedounymt
9pPUTPONO3TUHA CNOCODCTBYET Pa3BUTUIO HEPPOreHHON aHEMUN.



s AHemu4yeckul cuHopom. Dputponoas npu XINH HapyllaeTcs
OOCTaTO4YHO paHo, YTO NPOSABAETCA aHeMMeWn. Hactota aHeMUn
MEHSAETCS B 3@aBUCMMOCTM OT BblPa)EHHOCTN YpeEMMU 1 OOPMbI
3aboneBaHus. BbipaXXeHHOCTb aHEMWNN KOPPENUPYET C YPOBHEM
KpeaTUHUHa, MOYEBUHBI, KINyOO4YKOBOM omnsTpaLnm.
Bcnencteme aHeMumn pa3BuBatoTca AUCTpoduveckume
N3MEHEHUSA B OpraHax N TKaHsAX, CHMXKAETCHA TONEPAHTHOCTb K
don3n4eCKMM Harpyskam

 CUHOPOM rnopakeHus1 yeHmpasibHoU u nepugepudeckoll
HepeHOU cucmembl. becrnokosiT ronoBHasa 6onb, anaTus,
COHITMBOCTb UK, HA0DOPOT, HEMOTUBMPOBAHHOE BO30DYXOEHNE U
andpopus, HECNOCOBHOCTb COCPEAOTOUNTLCS, ABUTATENBHOWN
BO30OYXXaeHne, MbilleYyHble dndpunnnsaumu,
NapKMHCOHOMOOOOHbLIE ABNEHUA U B KOHEYHOM CYETE, OTEK MO3ra
C 3Knancmyecknmm cygoporamm n kKomowu. lNopaxkeHue
nepmnepmnyeckon HepBHON CUCTEMbI XapaKTepusyeTtca
nonMHenponaTtuaMmu, HapyLleHnem pedriekcos, Nnape3amMmu.



[laHHble AONONHUTENbHbLIX METOOOB
nccrnenoBaHUS

* Hanboree HageXXHbIMU NoKasaTensaMm sIBMATCS CoadepXKXaHne
KpeaTUHWHa B CbIBOPOTKE KPOBU M KIyboukoBas dounstTpauus.
HopmanbHoe coaepkaHune KpeaTuHUHa B KpoBu — 0,08-0,1
MMoOInb/Nn. HopmanbHas knybovkoBasa punstpaums no
9HOOreHHoMy KpeaTuHUHY (npoba Pebepra-Tapeesa) — 80-120
MI/MuH. CTonkoe nageHme krnybodkoson dounstpaunm oo 40
MIT/MUH yKa3blBaeT Ha BblpaxeHHYto XI'TH, cHuxeHue ee oo
15-10-5 MmN/ MUH — Ha pa3BUTUE TEPMUHANBHON YPEMUN



*[lpn ganeko 3awenwen no4ye4yHou HegoCTaTO4YHOCTU BO3MOXHO
NOBbILLIEHNE CoAepXaHNA KPOBU MOYEBOW KNCIOThI, YTO MOXET
o0yCcnoBuUTbL NOSABNEHNE CUMNTOMOB rnogarpsl. MoyeBom
cuHapom npu XI'NH obycriosneH 3aboneBaHneMm, nexatwinm B
ocHoBe XI[1H, ogHako ooLwnmMK NposiIBNEHUAMU ABNSIIOTCA:
anbOyMUHYPUS, ULUNTMHOPYPUS, MUKPOreMaTypusi, NENKOLUTYPUS,
ns3ornnoctenypua. lNpotenHypua, UMNnMHOpypus,

MUKporemaTtypusi, B TepMnUHanbHOU pase MoryT ObITb BblpaXXeHb!
He3Ha4YnuTenbHO



[Tpn XI'H n3-3a HapyLeHns metabonmnyeckon oyHKLUNK NOYEK B KPOBU
BOsbHLIX HAKaNIMBaKTCH TOPMOHbLI, EPMEHTbI, HU3KOMOSEKYNAPHLIE OENKY,
MeTabonuTbl. [JocTuUrasi BbICOKMX 3HAaYEHUIN, HEKOTOPbIE N3 3TUX BELLECTB
MOTYT OKa3blBaTb TOKCUYECKUIN 3P EKT, a N3 B2-MUKPOrnodynmHa y 60sbHbIX,
ONUTENbHO HaxoaAaWmMXcs Ha ananuse, PopMUpPYTCA aMmunongHole
dombpunnel, MHOYLUMPYSA pasBUTUE Anannu3HoOro ammnonaosa. lNosblweHue
KOHLEeHTpaun MO4eBON KUCMOTbI BbI3bIBAET OTNOXEHNE YPaTOB B TKAHAX

BbIXof
BeLI.I,eCTBa, HaKannuBawuwuecHd B

OopraHname npu noye4yHoun
HeJOCTaTO4YHOCTHU

FOPMOHBI BENKWU U PEPMEHTbI METABONUTLI
AKTT BeTta — 2 — rnukonpoTenH ApomMaTnyeckne aMuHbl
AnbAOCTEPOH Beta — 2 — mukpornobynuH | KpeaTWUHWH
KanbUWTOHWH Jnzoymm [ponsBogHble NUpUaNHa
KaTexonamuHbl | PuboHykneasa [MoKypoHoOBagd K-Ta
oCr PeTnHon-ceasbiBatownii LLlaBeneBagq k-Ta
[acTpuH NPOTENH McTamuH
["ntokaroH Muponbl
CTr MaHHuTON
MHCynuH LAM®
nTr MwuounHoauTon

[NponakTuH 'yaHWaWHbI
ComaTomeavH ®eHon

[MonvamuHbl
CpeaHune monekynbi
MoueBunHa
MoueBag K-Ta




3aknyeHume

3HaHWe NPUYMH N MEXAHU3MOB Pa3BUTUSA PYHKLMOHATTbHbIX MOYEYHbIX
PACCTPOWNCTB, HAPAOY C BbICOKMMMU KIMHUKO-ANArHOCTUYECKUMM
BO3MOXXHOCTSIMMW, MO3BONSOT UBMEHUTb TeYEHNE 3a00NeBaHN NOYEK,
3aMeanuTb HAacTYNIEHNEe CKNepoOTUYECKNX N3MEHEHNI N OTOOBUHYTb Ha
HeonpeaeneHHbIN CPOK ANanmn3Hyro Tepanmio
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