BVIOXVIMWYECKWE
NCCITEAJOBAHIZI.




[ TTFOKO3A B KPOBM

[ 71r0K03a ABIAETCS OJHUM U3 BAXKHEHUIIIMX KOMIIOHEHTOB
KPOBH; KOJIMYECTBO €€ OTPAXKAET COCTOAHUE YITIEBOIHOTO
oOmeHa. [ 1roK03a paBHOMEPHO paclpeaeIsieTCs MEKIY
J1a3MOM 1 (POPMEHHBIMHU DJIEMEHTAMU KPOBH C HEKOTOPBIM
IIPEBBINICHUEM €€ KOHIIEHTpaIMu B 1uiazMe. Coaeprxkanue
[JIFOKO3bI B ApPTEPUAIILHON KPOBH BBIIIE, YEM B BEHO3HOU, UTO
OOBSCHSECTCS HEMPEPBIBHBIM HCITOJIb30BAHUEM TJTFOKO3BI
KJIETKaMU. YPOBEHbD INIFOKO3bI B KPOBU PETYIUPYETCS
LIEHTPAJIbHOU HEPBHOU CUCTEMOU, TOPMOHATIBHBIMH
(hakTopamMu U PYHKIIUECH IMCYECHH.



KOHIIEHTPALIVS TTTFOKO3bI B KPOBI

B HOPME
Bo3zpacr KonneHTpanus nitoko3bl B KPOBU
MMOJIB/JT MT/ 111
HoBopoxieHHbIE 2,8-4,4 50-115
Iletn 3,9-5,8 70-105
Bapocnisie 3,9-6,4 70-105




[ MITTEPTTIMKEMIMS

[Ipr 1memoM psijae COCTOSHHUM COJIEp)KaHHE TIIIOKO3bI B KPOBHM ITOBBIIIACTCS
(rumeprimukemusi). Hawmbomee dYacTo THUNEPIIMKEMHUS pPa3BUBACTCA y OONBHBIX
caxapHbeIM AuabeTom. J[marHos caxapHoro auadera mpaBOMEPEH, €CIIM COJCPKAHHE
IJIIOKO3bl B KPOBHU HATOIIAK COCTABIISIET 7 MMOJIB/J U O0Jjiee, a JHEBHBIEC KOJICOAHUS
Ha (poHE OOBIYHOTO pekuMa nmuTanus — 10 11 Mmons/n u 6onee. IIpu conepkaHuu
TJTIOKO3BI OT 5,7 710 6,9 MMOJIB/J1, @ TaKXKe JIUIIaM C BBISBICHHBIMH (haKTOpaMHU PHCKa
B OTHOIICHUH pa3BUTHSA caxapHoro auabera (caxapHbli amabeT y ONHM3KHX
POJICTBEHHHKOB, POXKJICHHE KPYITHOTO IIJI0/1a, HAPYIICHUE TOJIEPAHTHOCTH K TITFOKO3E
B aHaMHE3€, OXHUPCHHE, THUIIEPTOHUYECKas OO0JIE3Hh) HEOOXOAMMO IIPOBOAUTH
[JIFOKO30TOJIEPAHT-HBIN TECT.

Kpome caxapHoro sama0era, THNCPITIMKEMHS HAOIIOMACTCA MPH CICTYIOITHAX
COCTOSIHMSIX M 3a0ojeBaHUsIX: snuiaeMuuyeckuii sHuedanmut, cudwiuc I[HC,
MOBBIIIICHHE TOPMOHAIBHON aKTUBHOCTH ITUTOBUJIHOM KEJE3bI, KOPBI U MO3TOBOIO
CJIOSI HAATIOYEYHHUKOB, TUIO(H3a; TPABMbI M OITyXOJIM MO3Ta, SITHJICTICUS, OTPaBICHUS
OKHCBHIO YITIepOaa, CHIbHBIE SMOIIMOHANBHBIE U ICHXUYECKUE BO30OYKICHHUS.



[ MITOI'TIMKEMA

['moormkeMuIo BBI3BIBAOT CJICAYIOHUC IPpUYNHBI.

JUTUTEIBHOE TOJIOAAHUE;

HapylI€HUE BCAChIBAHUS YIIIEBOAOB (3a00JICBAHUS JKEIIY/IKA U KUIIICYHUKA,
JAEMIIUHT-CUHIPOM);

XPOHUYECKHUE 3a00JICBAHUS IIEUCHHU BCJICACTBUE HAPYIIICHUS CUHTE3a [NIMKOT€HA
¥ YMEHBIICHUS IEYEHOYHOTO JEIO YIJICBOJIOB;

3a00JIeBaHMs, CBSI3aHHbBIC C HAPYIIIEHUEM CEKPEIIMHA KOHTPUHCYISIPHBIX
TOPMOHOB (THUIIONUTYUTAPU3M, XPOHUYECKAsE HEOCTATOYHOCTh KOPBI
HAJIMOYECYHUKOB, TUIIOTUPEO3); MEPEA03UPOBKA I HEONPABAAHHOE Ha3HAYCHHE
MHCYJIMHA U TIEPOPaTbHBIX MPOTUBOANA0ETUUECKUX TIpenapaToB. Y OOIbHBIX C
caxapHbIM JIMA0ETOM, MTOTYyYaroIIUX UHCYJINH, HAau0O0JIEe TKEIIbIC
TUITOTJIMKEMUYECKUE COCTOSHUS, BIJIOTh JIO TUITOINIMKEMUYECKON KOMBI, 00OBIYHO
Pa3BUBAIOTCS MIPY HAPYILICHUH PEKUMA MUTAHUS — MPOITYCKE MPUEMa MUIIH, a
TaKXe PBOTE MOCIIE €]IbI;



[ MITOI'TIMKEMA

JIETKHUE TUIIOTTIMKEMUYECKUE COCTOSHUS MOTYT HaOJII0aThCs TIPH 3a00JICBAaHUSX,
IPOTEKAIOIINUX C TaK Ha3bIBAEMOU «(PYHKIIMOHATBHOWY THIEPUHCYIMHEMHUEH: OKUPECHUH,
caxapHoM auabere Il Tuna jgerkoit crenenu. /s mocneaHero xapakTepHo YepeaOBaHUE
AIIU30/I0B YMEPEHHOM TMIEPIIIMKEMUN M HEOOIBIIION THIIOITIUKEMUH Yepe3 3—4 4 moce
mpueMa MU, KOTrJla pa3BUBACTCA MaKCUMaJbHBIN 3G (PEKT HHCYINHA, CEKPETUPYEMOTO B
OTBET HA aJIAMECHTAPHYIO HArpy3Ky;

MHOIJIa TUIIOTIIMKEMUYECKUE COCTOSTHUS HaOmoaaroTcs y jaull ¢ 3adoneBanusimu [{THC:
pacpoOCTPAaHEHHBIMHU COCYIUCTBIMU HAPYIICHUSAMH, OCTPOM IMMOTEHHOM MEHHUHTHUTE,
TyOEpKYyJI€3HOM MEHUHTUTE, KPUIITOKOKKOBOM MEHUHTHUTE, SHIIC(aTUTE TIpU
BMUJIEMUYECKOM MMAPOTUTE, IEPBUYHON WIIM METACTATUYECKOU OITYXOJIU MITKOW MO3TOBOU
000J104KH, HEOAKTepUAIbHOM MEHUHTO3HIIePaTuTe, IEPBUYHOM aMEOHOM
MEHHUHTO?HIIEe(haIUTE.

HanOoJIee TsoKeIask TUTIOTIMKEMHUS (32 UCKIIFOYEHHUEM CIydaeB Mepea03uPOBKU
MHCYJIMHA) HaOII0aeTCs MPU OPraHUYE€CKOM THIICPUHCYJINHU3ME BCIICICTBHE
WHCYJIMHOMBI WUJIY TUIIEPIUIA3UH P-KIETOK OCTPOBKOB MOKEITYIOYHON KeJe3bl. B
HEKOTOPBIX CIyYasX COAEPKaHUE TITIOKO3bI B KPOBU OOJIBHBIX THIIEPUHCYIUNHU3MOM
cocTaBJisieT MeHee 1 MMOJIB/JT;

CIIOHTAHHBIC TUTIOTIIMKEMUHU MIPU CAPKOUIO3E.



[TIMKEMUYECKNUI ITPODVIIb

JI1st KOHTpOJIS 3a Tepanuel OOJBbHBIX caxapHbIM JUA0ETOM B KJIMHHUKE ITUPOKOE
paclpoOCTPAHEHNUE MOJYYWJI IIIUKEMUYECKUN Npoduib — pe3yabrar 6- unu 8-
KPAaTHOTO OIPEIEJICHUSI TJIFOKO3bl B KPOBHU B T€UEHHUE CYTOK. KpoBb OEpyT M3 manblia
nepea 3aBTpakoM, 00eIoM, YKUHOM U 4yepe3 90 MUH mociie mpuema nuiiu. Takoe
UCCIICIOBAaHUE HEOOXOAUMO Yy OOJIbHBIX caxapHbIM JUa0eTOM, IOJyYaroIux
WHCYJIVH.

OnpeneneHue ypoBHSI IVIIOKO3bl B TEUYEHUE JIHS HCIOJB3YETCS JJIsl OIEHKHU
(D (HEKTUBHOCTH JICUCHHUS U KOMIIEHCAIIMM CaXapHOTo JIuadeTa.

Caxapnbiii quadet | Tna (MHCYJIMH3aBUCHUMBIN) CUYMTACTCI KOMIIEHCUPOBAHHBIM,
€CJId YPOBEHb NIIOKO3bI HATOIIAK M B JIHEBHBIX KOJ€OAHUAX HE TmpeBbimaer 10
MMoJib/1. Ilpu 3TOM THUME nuabeTa JOMyCKaeTcsl MOTEps IVIFOKO3bI C MOYOU 10
20—30 r B CyTKHW.

Caxapnpiii auaber Il Tuma (MHCYJIMHHE3aBUCUMBIM) HMEET O00Jee CTPOrue
KPUTEPUU KOMIIEHCAIIUH: COJIEp)KAaHWE IJIIOKO3bl B KPOBHM HATOIIAK HE JIOJKHO
npeBbiark 6,0 MMOJIB/JI, @ B IHEBHBIX KOJIeOAHUSX — HE BbIIIE 8,25 MMoIb/1. B
MOYE TJII0K03a JI0JI’)KHA OTCYTCTBOBATH (ArIIOKO3ypHs).



[TTFOKO3OTOJIEPAHTHBIV TECT

Conep:xkanve IOKO3bI B KpoBH npu nposeaenuud I'TT

Bpewms uccienoBanus

YPOBEHB TIIFOKO3bI

MT/ U1 MMOJIB/JI
310pPOBLIE OOJIbHBIE 300POBLIE OOJIbHBIE
Haromax 70-105 > 115 3,9-5,8 >6,4
O ends: 60 s ot | 120-170 200 | 6794 ~11,1
90 MuH 100-140 >200 5,6-7,8 >11,1
120 Muu 70-120 >140 3,9-6,7 >7.8




[TITFOKO3OTOJIEPAHTHBIV TECT

[ M10KO30TOIEPAHTHBIN TECT HEOOXOIUMO MPOBOJAUTH OOJILHBIM, €CIIU COACPKAaHUE TIFOKO3bI
B KPOBHM HATOIIAK COCTaBiseT OT 5,7 mo 6,9 MMOJB/I, a TakXKe JIMIaM C BBISBICHHBIMU
(dakTopamMy pUCKa B OTHOIIEHUM PA3BUTHS CaxapHOro auadera (caxapHbld AuadeT y OJU3KUX
POJCTBEHHUKOB, POXIEHHUE KPYIHOIO IUI0O/Ia, HAPYIIEHHUE TOJEPAHTHOCTH K TJIFOKO3E B
aHaMHe3€, O)KUPEHUE, TUIIEPTOHNYECKast O0JIE3HB).

Jl1s1 ipoBeieHus TecTa 00JILHOM 3 JIHS AOJKEH MOJy4yaTh JUETY, COACpKaIlyto He MeHee 125
I' yIJIeBOJOB (3TOMYy TpeOOBaHHIO OTBEUAIOT BCE CTOJBI OOJBHUYHOrO TmuUTaHus). Ecnu
oOcliienyeMblii MOTPeOIsiT MEHbIIEE KOJIMYECTBO YIVIEBOJIOB, TO €My Ha3Ha4yaloT JUETY C
conepkanueM 130—150 r yreBonoB. IIpoOy mpoBoasT yrpom mnocie 10—14 4 ronoganus.
bepyT ncxoaHy0 MOpLMIO KPOBU HATOIIAK, OOJLHOW MPUHUMAET 75 T IIIFOKO3bI, PACTBOPEHHOMN
B 200 M1 Bofbl, a pebeHOK — U3 pacueTa 1,75 r mitoko3bl Ha 1 Kr Beca, HO He Oonee 75 . KpoBb
oepyT 5 pa3: Haromak, yepe3 30, 60, 90, 120 MuH.

ComnmacHo pexomeHnanuii BO3, mo caxapHomy auabeTy KpoBb Ipu npoBeaeHur I'TT
UCCIIEAYIOT HAaTOIIAK U yepe3 90 MUH mociie MprueMa IiIF0KO3bI.
JlnarHo3 caxapHoro quadeTa CTaBUTCS, €CJIM HATOIaK KOHIIEHTPAIUs IIFOKO3bl B KPOBH ObLIa
7,0 u 6onee MmoIib/1, a uepes 24 — 11,0 u 6osiee MMob/i1. Eciin HaToIak ypoBEeHb TTFOKO3bI
MeHee 7 MMOJIb/JI, a yepe3 2 4 B uHTepBasie 8—11 MMOJIB/J, TO 3TO TPaKTyeTCA KaKk HapylIEHUE
TOJIEPAHTHOCTH K IIFOKO3€, YTO COOTBETCTBYET JIATEHTHOM (popMe caxapHOro auadera mo paHee
pHUMEHSBIICHCS KIIaCCU(DUKAITHH.



[TITFOKO3OTOJIEPAHTHBINM TECT

Jli1st otieHKH pe3ynbTaroB [ ' T'T BBIUMCIAIOT ABA ITOKA3ATENS: TUIIEPIVIMKEMUYECKUN
Y TUMNOTIM-KEMUYECKUN KO3 (PULIMEHTHI.

* [uneprnukeMu4ecKuil KOAPOUIUEHT — OTHOIICHUE COJCPKaHUS TIIFOKO3bI Yepe3
30 nm 60 MuH (OepeTca HanOoJIbIIAs BEJIMYMHA) K €€ YPOBHIO HATOIIIAK; B HOPME
He BoIIIe 1,7.

e [unommkemMuueckruii KOA(POUIUEHT — OTHOIIECHHUE COACPKAHUS TTIFOKO3bI Yepes 2
4 K €CypPOBHIO HATONIIAK; B HOpME MeHee 1,3.

Ecnu o n3noxkeHHbIM Bbile kputepusiMm BO3 y 00JbHOTO HE BBISBIISIETCS
HapyLICHUN TOJIEPAHTHOCTH K IJIFOKO3€, HO BEJIMYMHA OJTHOTO HMJIK 000MX
KOA(P(OUIIMEHTOB MPEBBIIACT HOPMATBHYIO, KpUBas HArpy3KH TITFOKO30M TPAKTYETCS
KaK «COMHUTEIbHAs». TakoMy MalUEHTy CIEAYET PEKOMEHI0BAaTh BO3JIEPKAThCS OT
3JI0YIIOTPEOJICHUS YITICBOIaMH M TIOBTOPUTH TECT yepe3 1 roj.



[TPIYVIHDBI HAPYLUEHIA1
TOJIEPAHTHOCTU K I'NJIKO3E

IloBrilIeHHAS TOJICPAHTHOCTD

IToHnkeHHAs! TOJIEPAHTHOCTh

(TomakoBasi rUNOIVIMKEMUS, YILIOIEHHbI

MUK YPOBHS IVIIOKO3bI)
Manasi CKOpOCTh a0COPOLIMM U3 KUILIEYHHKA!

— I'MIIOKOPTHUIHU3M
— T'MIIOIINTYUTApPU3M C BTOpH‘-IHOﬁ THIIO-

dbyHKIIMEH HAATIOYCUHUKOB

— 3a00JICBaHUs KUIIICYHUKA, B TOM YHCIIC
cTearopesi, crpy, TyOepKyIe3HbIN IHTE-
puT, 00Ne3Hb Yuia

— THUIIOTHPEO3

30b1TOYHAs CEKpelrst MHCYINHA!
— WHCYJIMHOMA
— He3uauobiIacToMa

[loBbIIIEHHAS] CKOPOCTH A0COPOIIUY U3 KUIICUHUKA:

— U30BITOYHBII NPUEM TITFOKO3bI C TTUIIEH
— TUNEPTHUPEO3

— COCTOAHUS ITOCJIC IaCTPIKTOMHUH, TACTPOSHTCPOCTOMUHU U
BarorToMmMu

— s13Ba JIBEHA/IIATUTIEPCTHON KUIIIKU

[TOBBILIEHHBIN [TIMKOTEHOJINU3 U [IIFOKOHEOTEHES:

— TUIEPTUPEO3

— runepdyHKIUS HAIIOYEIHUKOB, CBS3aHHAS C DMOIIHO-
HaJbHBIM BO30YKJIeHHEM WU (eOXPOMOIIUTOMOM

— TOKCEMUS, CBsI3aHHas ¢ HH(pEeKIue

— OepeMEeHHOCTh

HeBo3MOXKHOCTh  O00pa3oBaHMsl TIIMKOTE€HA W3 BBEICHHOU

[JTFOKO3bI:

— MOPAKEHUS IEUEHU

— TJIMKOTE€HO3bI

HecrnocoOHOCTh TKaHEH YTUITU3UPOBATH TIIIOKO3Y:

— npenauadert, caxapHbIil 1uabeT, CTEPOUIHBIN JUaA0ET

— TpaBMBbI TOJIOBBI U BHYTPUUEPEITHbIE MPOLECCHI, CBSI3aHHbIC

C MMOpaXCHUECM HJIM CAABJICHHUCM THIOTaJaMHUYeCKOM 001acTH
(HpH OTHUX COCTOSHHUAX YPOBCHDL ITIIOKO3bI CTAHOBUTCA HEC-

O0OBIYHO BBICOKMM H MCIJICHHO CHHXKACTCA 40 YPOBHA

TATOTTAK )




KPUTEPVII OLUEHKW DODOEKTIVIBHOCTN
JIEHEHV bOJIbHBIX CAXAPHDBIM JIMABETOM

[Ipu nedeHnu OOJBHBIX CaxapHbIM JUAOETOM BaKHOE 3HAYEHHUE UMEET OIEHKA
3¢ (PEeKTUBHOCTH MPOBOAUMOTO JeueHus1. Dkcrepramu BO3 pa3paboTanbl KpUTEpUU

OLOCHKH

JlaboparopHbIii OKa3aTelb

Kputepuu oneHku 3 (PEKTUBHOCTH JICUEHUSI

XOPOIIIO

YAOBJICTBOPUTCIIb
HO

IIJIOXO

I'mukeMus HaTOIMIAK, MMOJIB/JI
['mukeMus nmocie eapl, MMOJIb/JI
I'mroxo3a moun, %

[ MMKO3UIMPOBAHHBIN
reMoriIoouH, %

OO0t XonecTepruH, MMOJIb/JT

JITIBII, MmMmomb/1

Trurmuirentu TeT MNMO WR/T[

4,4-6,7
4,4-8.,9
Her
Menee 6,0

Menee 3,2

bonee 1,1

Megee 1 7

6,8-7,7
9,0-10,0
Menee 5
6,0-8.9

5,3-6,5
0,9-1,1
17909

bonee 7,8
bonee 10,1

bonee 5

boiee 8,9

bonee 6,5
Memnee 0,9




MOJIOYHAS KMCJIOTA (JIAKTAT) B
KPOBU

JlakTar sIBII€TCS] KOHEYHBIM ITPOAYKTOM aHA3POOHOI0 ITIMKOJNU3a. B yCIOBUSIX MOKOsS
OCHOBHOM MCTOYHUK JIaKTaTa B IIa3Me — 3PUTPOLUUTHI. [Ipu huzndeckoil Harpy3Kke JaKkTar
BBIXOJIUT M3 MBIIIIL], TPEBpaIlacTCs B MUPYBAT B IEYEHU WJIM META00J U3UPYETCS MO3TOBOM
TKaHBIO U CEPJILIEM.

KpoBsb CoAEPXKAHUE AQKTATA B KPOBM
MT/AA MMOAb/A
BeHo3Ha4 4,5-19,5 0,5-22
ApPTEPUAABHOS 4,5-14,4 0,6-1,6
CooTHoLwleHue AakTat/nmpysat (A/I1) = 10/1




MOJIOYHAS KMCJIOTA (JTAKTAT) B
KPOBIM

YBesinueHNe KOHIEHTPAIUN JIAKTATA OTPA’KaeT CTeNneHb nineMun Tkane. Coaepxanue
JIAKTaTa B KPOBU MPU TUITOKCUUECKUX COCTOSHUAX BO3PACTAET COOTBETCTBEHHO TSKECTH
runokcuu. Hakon—JieHue jlakrara siBJISIETCS OHOM W3 MIPUYUH KOMBI, HAIIPUMED,
TUTIepIaKTaTalluIEMUYECKON TMa0e " THUYECKOM KOMBI.

Paznuuarot cieayroiue TUMbI OBBIIMICHWS JlakTaTa (JaKTaT-aiua03a) B KPOBH.

Tun 1 — coneprkaHue JaKkTaTa MOBBIIICHO, HET BEIPAXKEHHOTO aiua03a, JI/I1 B HopMme.
CocToss—HHUS, TPU KOTOPBIX BBIABISAETCS 3TOT TUI: (PU3NUECKas Harpy3Ka, THIEPBEHTUIISAIINS,
JEUCTBUE TIIFOKaroHa, IITMKOr€HO3bI, TSKeJIas aHEMUsl, BBEJICHUE NTUPYyBaTa WM MHCYJIMHA.

Tumn ITA cBsizaH ¢ runokcue. XapakTepeH BhIpaKEHHbIN alli103, JJaKTaT noBsiiieH, JI/T1
yBetn4eHO. COCTOSIHUS, MPU KOTOPBIX BBISBIISETCS 3TOT THIIL: JIFOObIE COCTOSIHUS C
HEAJICKBATHOW JO"CTABKOW KMCIIOPOJA K TKaHSIM, OCTPOE KPOBOTCUCHHUE, TSKENAs OCTpas
3aCTOMHAs CEplIeYHasi HEIOCTAaTOYHOCTh WJIM IPYTUe CIIy4Yau HUPKYJIATOPHOTO KOJUIarca,
3a00J1€BaHUsI CEPJILIA C [IMAaHO30M WM JAPYTHE CIydan OCTPON TMIIOKCUHU, SKCTPAKOPIOPATHHOE
KpOBOOOpaIeHue.

Tun IIb — nauonaTryeCcKril, JaKTAT HOBBIIIEH, ALIUI03 OT YMEPEHHOIO JO BBIPAKEHHOTO,
JI/TT yBenudeno. CoCTOSIHUSA, MPU KOTOPBIX BBISBISIETCS 3TOT THIIL: JIETKasl CTENIEHb YPEMUH,
uHpexunn (ocobeHHo nuenoHedpur), uuppo3 neueHu, oepemeHHocts (I Tpumectp), TsKENbIE
3a00J1€BaHUs COCY/OB, JICHKO3bl, AHEMUHU, XPOHUUECKUM aJTKOTOJIM3M, MOJOCTPHIA CENTUYECKUIM
HJOKAPINT, MOJMOMUECIINT, caxapHbiii quadet (okosio 50 % ciyyaen).



[TVIPOBMHOI'PATHAS KVICJIOTA
(IIIPYBAT) B CbIBOPOTKE

Conep:xxanue mupyBara B ChIBOPOTKe KpoBM B HopMme coctrasiasier (0,03—0,10
MMOJIb/J1, niau 0,3—0,9 mr/n.

[TupyBar sABISIETCS OMHUM M3 IIEHTPaIbHBIX META0O0JIUTOB yIIeBOAHOrO ooOmeHa. OH
oOpa3yeTcs B MPOIIECCE pacliaja IIIOKO3bl U IIMKOI€HAa B TKaHAX, MPU OKHUCICHUM
MOJIOYHOW KHMCJIOTHI, a TAKXKE B PE3ysbTaTe MpeBpalieHuil psjga aMuHokucsioT. Hanbonee
pPE3KOE MOBBIIICHUE KOHIICHTPAIIMK MTUPyBaTa OTMEYAETCs MPU MbIIIEYHOU padoTe u B,-
BUTAMUHHOM HENOCTATOYHOCTU. KpoMe TOro, MOBBIIMICHUE COJEpKaHUS MUPYyBara B
KPOBH OTMEUAETCS IMPU MAPEHXMMATO3HBIX 3a00JICBAHMUSAX MEUYCHHU, CaxapHOM auadere,
CEepACYHON JEKOMIICHCAIIMU, TOKCHMKO3aX M JAPYrux 3a0oJjieBaHHSAX. B OCHOBHOM Bce
(baxkTOpbl, BHI3BIBAIOIINE MOBBIIIEHUE COJICPIKAHUS JaKTaTa, KaK MPaBuio, MPUBOAAT U K
YBEJIIMYEHUIO KOHIICHTpAIlMM MUPyBaTa B KPOBU, MO3TOMY JAKTaT W MOUPYBAT PEKO
MEHYETCSl ONPEEIISITh COBMECTHO.



['JTIMKOI'EHO3bI

I’ TuKOreHo3bl - HACJIEACTBEHHBIC 3a00JICBaHHUS YIJIEBOJHOIO OOMEHA, B OCHOBE KOTOPBIX
JCKUT HaApyIICHWE CHUHTE3a W/WIIM PaCIICIUICHUS IJIMKOIe€HA M HAKOIUICHHE €r0 B TKaHAX
OpraHu3Ma, 0COOCHHO B MEUYCHU M MBIIIIAX, YTO MPOSBIISICTCS BBIPAXEHHOW rHnepTpodueii u
CHIDKCHHEM (DYyHKITUH MOpaKeHHBIX opraHoB. [1o maHHbIM 3apy0OeKHBIX aBTOPOB, TJTUKOTCHO3BI
BcTpeuarorca ¢ yactoror oT 1:70 000 mo 1:200 000, uyto HE OTpakaeT WUCTUHHYK) YaCTOTY,
MTOCKOJIbKY JHUAarHOCTHKA INIMKOT€HO30B HE HAXOAUTCS Ha JOJKHOM YPOBHE.

Boigeneno 12 THUMOB IJIMKOI€HO30B, B OCHOBE KaXKJIOIO0 M3 HHUX JICKHUT T€HETHUYCCKU
00YCJIOBJIICHHBIN Ae(PHUIIUT KaKOro-JIuoo (epMeHTa, y4acTBYIOIIEro B MeTa00IM3Me INIMKOI'€HaA.
M3BeCTHBI MOATHIILI TJIMKOICHO30B, KOIJIAa HApYIICH MPOIECC aKTHBALlMK WM TPaHCIOpTa
dbepmeHTa yepe3 MeMOpaHy. [ TTMKOT€H03bl HACIEAYIOTCS 110 ayTOCOMHO-PEIIECCUBHOMY THITY,
nckiarodas [V twu.

[ mukoreHo3pl (IIECUCHOUHBIE) XapaKTEPH3YIOTCS BBIPAKEHHOM TI'€laToMerajneii, 3a cyer
yBEIIMYCHUS 00euX Joyei (MIOBEPXHOCTh IICUCHHM IVIaJiKasi, KOHCUCTECHIINS ClIeTKa YIIOT-HeHa),
OTCYTCTBHUEM WM HE3HAYMUTEIIHbHON CIUICHOMETrajnuei, M30BITOYHBIM OTIOKECHHUEM KHpa IO
KYIIUHTOUIHOMY THIY; IIPH MBIIICUYHBIX THMAX - THHOEPTPOdHS OSAPCHHBIX W HKPOHOXKHBIX
MBIIIIII, MBIIICYHAS TUIIOTOHUS M CIIa3MbI ITOCIIe (GHU3UUYSCKOM HArpy3KH.



[JIMKOI'EHO3bI - AMATHOCTVIKA

YPOBEHb IJIIOKO3bI, JIaKTaTa, MOYEBOW KHCJIOTHI M AaKTUBHOCTH
TpaHCaMHHa3 HaTOIIAK

IJIMKEMHUYECKas, JJaKTaTEeMUYeCKasi KpHUBbIC

«30JI0TBIM CTAHJAPTOM)» OUArHOCTUKH IJIMKOT€HO3a CIIY>KHUT
OIpeICICHNE aKTUBHOCTH (pepMEHTA B TKAHU II€UCHH, KUIIICYHHKA,
MOYKM WJIM B JICMKOIUTAaX KpOBH, OWOICUA TMCYeHU Oe3
BO3MOXXHOCTH OCYIIIECTBUTh JH3MMHYIO JHArHOCTHKY IIOKa3aHa
TOJBKO B COMHUTEJIBHBIX CIIyYasix;

B MOCJIEAHEE BpPEMs ISl JUATHOCTUKHU INIMKOT€HO30B MPHUMEHSIOT
METOABbl MOJIEKYJISIPHOM OHOJIOTHH (BBISIBICHUE TI'€HETHYECKOIO
nepexkra nyrem IIIIP u mnocneayromendn ruOpuad3aluu Co
Creu(pUIECKUMH OJIMTOHYKJICOTHAAMHU ).



MVYKOIIOJIMCAXAPVO3bI

Myxononucaxapu103bl uin cokpaimeHao MIIC, nmn MPS—
rpyImna METad0In4YECKUX 3a00JIEBAaHUN COCAUHATEIBHON TKAHH,
CBSI3aHHBIX C HApPYIIIEHHEM OOMEHA KHUCJIbIX INIMKO3aMHUHOTIIIMKAHOB
(GAG, MyKomoJrcaxapr10B), BBI3BAHHBIX HEJ0CTATOYHOCTHIO
JIM30COMHBIX (P€pMEHTOB OOMEHA INIMKO3aMUHOTJIIMKAHOB.
3a0o0sIeBaHuA CBSI3aHbI ¢ HACIEACTBEHHBIMH aHOMAJIMSIMA OOMEHaA,
IPOSIBIISIIOTCS B BUJIE «00JIE3HU HAKOIUICHUS» U IIPUBOJAT K
Pa3JIMYHBIM JIe(DEKTaM KOCTHOM, XPAIICBON, COCIUHUTEIBLHOM
TKAHEU.



IIVIATHOCTHMKA
MYKOIITOJIMCA3APV/]

O3

1

JlupdepennnanbHas JMarHOCTUKA. Y YUThIBAsI CXOJICTBO
KIIMHUYECKUX 1 JJAOOPATOPHBIX JAHHBIX C APYTMMH JIM30COMHBIMU
00JIE3HAMHU HAKOIUICHUS (HAIIPUMEDP, MYKOJIMITHA03aMH ),
OKOHYATEJIbHBIN JIMArHO3 YCTAHABIMBAIOT HA OCHOBE MCCIICOBAHUS
KOHKPETHBIX (DEPMEHTOB B JICUKOIUTAX W/WIIM KYJIBTUBUPYEMBIX
(uOpoOIaCTAX KOXKHU.



BV /1bl MYKOIIOJIVMICAXAPWV]10O3

B 3aBucuMocTH oT xapakrepa (pepMEHTaTUBHOTO Je(EKTa BHIACISIOT HECKOIBKO
OCHOBHBIX TUIIOB MYKOIIOJIHACAXapUI030B:
I Tunt — cunapom I'ypiep (mykommnonucaxapunao3 I H— Hurler), cuaapowm ['ypiepa-
[Menie (mykononucaxapuao3 I H/'S — Hurler-Scheie), cunapom Illetie
(mykomnonucaxapuao3 I S — Scheie). O0ycnosieHn aepuiuroM anbda-L-
UypoHUIa3bl ((hepMEHT KaTaboIM3Ma MYKOMOJIMCAaXapuI0B). 3a00JI€BaHHE
MOCTENICHHO TPUBOJUT K HAKOIIJIEHHUIO B TKaHAX remnapaHcyliibdara u
nepMarancyiabdara. Beigensator Tpu dheHoruna: cuaapoM ['ypiepa, cunapom Illeiie u
cunapom ['ypnepa-Ilieie.
II Tnm — cungpom XaHrtepa
I Tunm — cunapom CanuIMIIoO
IV tun — cungpom Mopkno
V tun — cungpom lleie
VI tunn — cunapom Maporo—Jlamu
VII tun — cungpom Crnas nepuiuT p-mIrOKYpOHUAA3bI



