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['nukore”HoBada 6onesHs Ib Tumna

AyTOCOMHO-pPEILIEeCCHUBHOE
3aboneBaHue, BHI3bIBAEMOE
ALEePHIINTOM MUKPOCOMAABHOT'O
TpaHcHnopTHOro 6enka Tl
(TpaHCROKA3bI I'TIOKO30-6-
docdaTassr) B aCCOLIHMUPOBAHHOE C
H30bITOYHBIM HAKOIIACHHEM
I'AHKOTreHa HOPMAAbHOH CTPYKTYPBLI
B [IEYEHH, IIOUYKAX ¥ CAHU3UCTOHU
000n0UKE KHUIIIEUHHKA.




OTHOAOT'HUS

[TprunaOn BosHuKHOBEHUA I'D Ib
THIIA IBASIOTCA MYTAIlUH I'eHa
SLC17A4, xopupyrouiero
MHKPOCOMANBHBIN TPAHCIIOPTHBIN
6enok Tl (TpaHCcROKa3y I'AIOKO30-6-
docdaTasel), UTO IPHUBOAUT K €€
HEAOCTATOYHOCTH B II€UEHH, IIOYKAX,
CAM3HUCTON OOONOUKE KHIIIEUHHKA.




['eHeTHKA

I'emnrin nokyc I'b Ib
cooTBETCTBYET 11g23.3.
OH cosepXuT 9 DK30HOB U
3aHuMaeT oT 4 no 5,3 kb
resomuon NAHK.




OIINAECMUOAOTHS

I'b Ib Tumna BcTpevaeTcs
npuMepHO Y 20%
IIAITHEHTOB BCEX
OONBHBIX 'AHKOT'€HO30M
THIIA ]




IIaToreues

Pacnono>xeHHe aKTHBHOTO LIEHTpPAa
I'RIOK030-6-dpocdaTassel B mpocBeTe IIIP
06yCAOBAMBAET HEOOXOAMMOCTD
TPAHCIIOPTHPOBKH BCEX CyOCTPATOB U
IIPOAYKTOB PEAKLNH, KATAAUSHPYEMOH

dbepMmeHnTOM, uepes3 membpany IIIP.

HeanoctraTounocts 6enka T1

COIIPOBOXAAETCA HEAOCTATOUYHOCTHIO

I'NIOK030-6-chbocdaTasel. CrenuduiecKuM

IPU3HAKOM I'B Ib THma sBAsETCS

HEHNUTPOIIEHHUS U VXYAIIEHHE (PYHKIIHHI

HEUTPODPHUAOB. Y TAKHX OOABHBIX HAPYIIEHA

KaK ABHI'aTEAbHAS CIIOCOOHOCTD

HEUTPOMHUROB, TaK M UX aKTHBHOCTD IIPHU

PECIIHPATOPHOM B3PhIBE.




IIaToreues

Kpome Toro, 3TH maTOAOTHYECKHE H3MEHEHHS
MOT'yT OBITH CBSI3aHbI C HAPYILIEHHEM
TPaHCIIOPTA I'AIOKO3BI Yepe3 MeMOpaHy
IIOAMMOP(PHOAAEPHBIX NEHKOIIUTOB.
CornacHo cyiecTByomum 13
IIPEAIOAOXKEHUIM, MEKPOCOMAABHBIN
TPAHCIIOPT I'IOK030-6-dbocdaTa urpaer
OIIPEAENREHHYIO POADb B aHTHOKCHAAHTHOH
3alINUTe HEUTPOMPHUAOB, a 'eHETHYECKAs
IIOAOMKA TPAaHCAOKA3bI I'NIOKO30-6-

¢pocdaTasel BEAET K HAPYIIEHHIO

KAETOYHBIX PYHKIIHNH, B YaCTHOCTH,

aIIoITo3a, YTO MOXXET CAY>KHUTD

06 BACHEHEEM HEUTPOPUABHOM

LUCHYHKIIHY ¥ OOABHBIX C IAHKOreHO30M Ib.




KnuHnyeckada KapTHHA

XapaKTEepPHbIMH IIPH3HAKAMH
raukKoreHosa Ib sBasgroTca Ts>Kenvle
PELHNAUBHUPVIOIINE HHPEKIINH 1
BOCIIAAHTEAbHBIE 3a00NEBaAHHS
KHUIIIEYHHUKA, YTO CBSI3aHO C
HaAHYHNEeM HEHUTPOIEHHH U
LUCPYHKIHNE HEUTPOHUAOB. Cpesu
COIIYTCTBYVIOIIHNX CHMIITOMOB
BCTPEYAIOTCA: ANXOPasKa, AHapes,
[IEpHOPAAbHEBIE U [IEPHAHANRBHBIE
H3BbA3BACHUS




KnuHnyeckada KapTHHA

B oTan4ynre oT reHa rnrokKo30-6-
docdaTassl SKCIIPECCHSI I'eHa
TPAHCAOKA3BI I'NIOKO30-6-
docdaTasel IPOUCXOLAUT HE TOABKO
B [IEYEHH, HO 1 B '€ MOIIO3THYECKHUX
KAETKAX-IIPEAIIECTBEHHUKAX, YTO
MOXKET CAY>XXUTh OOBICHEHHEM
BO3HHKHOBEHHSA HEUTPOIICHHUH U
JACTBIX HH(PEKIIHH.




KnuHnyeckada KapTHHA

Tsaxxenbie HTHPEKIITHMOHHBIE OCAOXHEHHUS Y
LAHHBIX ITAIINEHTOB CBI3aHbI KaK C
HEUTPOIIEHHEH, TaK ¥ C PYHKIIHOHAABHBEIMH
AedpeKTaMU TIOANMOPPHOSACPHBIX
HEUTPOMHUAOB U MOHOIIUTOB. Y AEeTEH PaHHEI'O
Bo3pacTa ¢ I'b Ib moryT HabnrosaThHCA YaCThIE
OTHTBI, THHI'MBHUTEI B PYPYHKYAE3. Tak XXe, KakK
U IIpH I'AUKOTr'eHo3e la, mareHTs! ¢ THIIOM [b
MOTI'yT CTPaAATh IIEPHOAHYECKOH AHAPEEH.
OCHOBHOM IPUYHHOMN HAPYIIECHHUS CTyAA
SIBASIETCS BOCIIANE€HHE CAH3HCTOMN OOONOUKH
KHIITEYHHNKA, YTO IIOATBEPXAAETCSH
IIOBBIIIIEHHEM DKCKPEIIUH Al-aHTHTPHIICHHA C
deKkanuaIMu 1 HaANYHEM 'HCTOROTHYECKHX

TITNNIARIETATNI AR IO RTAT'A




NabopaTopHbIE U3MEHEHUS

B nraszMe HaTOIIak oTMevYaeTcs CHIkeHue pH (ao
1,34 u umxe), runoraukemus (0,6— 3,0 Mmmons/n),
IIOBRILIEHHE KOHIIeHTpanuu aakrara (3,0-10,0
MMOAB/R), IIOBBIIIIEHHE COACPIXKAHUSA
TPUTAHILIEPHAOB («XHAE3HASI» CBIBOPOTKA), OOIIIEero
XONAECTEPHHA, a Tax>xe NAIIOHII, AITHIT,
anmonunonpoTerHoB B, C u E. Tak>xe oTrmevuaeTcs
I'HIIEPYPHKEMHS, IIOBBIIIIEHHE ChIBOPOTOYHBIX
KOHIIeHTPAIINY araHHHaMUuHOTpaHcdhepass!l (ANT),
11 acnapraTamuuoTpancdepassl (ACT), mienouHomn
docdarasze! (ILIP), ramma- rayraMHATPaHCHEPA3bI
(I'T'T), nakraTseruasporerassl (AAl). B moue
OTMEUYAETCS YBEAHNYEHNE COACP XaHUSI NaKTaTa, 2-
OKCOTI'AYTapPOBOH KHCAOTHI, AHKAPOOHOBBIX KUCAOT
(C6-C10), B2-mukpornobynuHa, CHIDKEHHE
KOHIIEHTPAIIMH MOYEBOM KHCAOTEHI.




NabopaTopHbIE U3MEHEHUS

I'RIOKO30-6-(

pOC(

J
HenTponeHnus: MmeHee 1000 xneTox/MR, B
HENUTPO(PHAAX CHIDKEHA CKOPOCTD
TPAHCIIOPTAa AEC30KCHUT'AIOKO3EI. [Ipu
I'HCTOXMMHYECKOM HCCAECAOBAHHH TKaHH
[I€YEHH, [IOAYUYEHHOH NPH OHOIICHH,
aKTHUBHOCTE I'NFOK030-6-cpocdaTasbl
CHIDKEHA B MHTAKTHBIX MHKPOCOMaAaX, HO B
HOPME B Pa3PYILIEHHBIX MHKPOCOMAX IIPH
HCIIOABL30BAaHUH I'IOKO30-6-cpocdaTa B
KaueCcTBe CyOCcTpaTa; aKTHBHOCTD

—TAVKOTEH IIOBBIIIIeH B 3 1 bonee pas:

0ATAa3bl HOPMAABHASA KaK B

Pa3pPyILIEeHHBIX, TAK H B HHTAKTHBIX
MHKPOCOMAX IIPH HCIIOAb30OBAHKH
nnupodocdara B KauecTBe CybCcTpaTa;




HNucTpyMeHTanbHbBIE
H3MEHEHUS

[Tpu Y3H y Bcex 6OABLHBIX OTMEYAETCS
3HAUUTEAbHOE YBEAHMYEHHE ODEeHX AOAEH
IIEYEeHH, B 0COOEeHHOCTH AeBOH. [lapeHxuMa
IIeUEeHH I'HIIEPOXOreHHa, CTPYKTypa ee
XapaKTepusyeTrcsa AU Py3HOH
HEOAHOPOAHOCTBIO 3a CUET MHOXXECTBEHHBIX
MEAKHX I'HIIEPOXOTr€HHBIX DXOCHI'HAKOB C
PaBHOMEPHBIM pacIpeieneHUEM IIO0 BCEMY

06BeEMY IAPEHXHUMBI. OAHOBPEMEHHO HMEET
MeCcTO obesHEHME COCYAHUCTOIO PUCYHKA ICYEHH:
BU3YAAHUIHUPYIOTCI €ANHUYHBIE, TOHKHE,
I'OPH30HTANBHO HAaIlPaBACHHBIE IEUE€HOYHbIE BEHEI C
POBHBIM KOHTYPOM; IIPAKTHYECKH OTCYTCTBYET
PHCYHOK MEAKHX BETBEH BOPOTHOH BEHEI. B peaxux
CAyYasaX BU3YAAU3SHPYIOTCS aACHOMEI IIeUYEeHH




HNucTpyMeHTanbHbBIE
H3MEHEHUS

OnpenendroT pasniuYHbIE aHOMAANH POP MBI
>KeAYHOI'O IIy3bIps (Yallle — IIeperuodnI B
obnracTH AHA), YBEAHUYEHHE €I'0 Pa3MepOB,
HapPYVILIEeHHE COKPATHTEAPHON (PYHKIIHH,
VTOAILIIEHHE CTEHOK. BU3yanu3upyeTcs
LUPPYy3HOE YBEAHUEHHE IIOAKEAYAOUYHOH
>Kene3bl, IAPEHXUMA €€ I'HIIO- UAH
IHIIEPOXOreHHa, HHOT'AA HEOAHOPOAHA.
OTMeuaeTcs yBeAHUYEeHHE Pa3MEPOB IIOUEK,
VTOAILIEHHE IAPEHXUMBI U IIOBBILIEHHE
9XOT'€HHOCTH KOPKOBOI'O CAOSI.
CobuparenpHasi CHCTEMA IIOUYeK 6e3
OCODOEHHOCTEH.




[ITaTonoro-mopdonoruueckKue
H3MEHEHUS

MaxpockonudeckH IIeYeHb YBEeAHYEHA B 3—4 pasa, C HaIIps>XEeHHOH

I'’NaAKOM KAIICYAOH U IIAOTHBIM 3aKpPYI'A€HHBIM KpaeM. Ha
pas3pese TKaHb IIEYEeHHU IIA0THAs, MECTAMHU XPYIIKas, CBETAO-
KPAaCHOT'O IIBETa C XXEATbIM OTTEHKOM, CAer'kKa IIecTpas, C
IIOAYEPKHYTHIM PHCYHKOM AOAEK, AAET PE3KOIONAOXKUTEABHYIO
BOAHO-HOAHYIO Ipoby. ConeprkaHnue r'nHKOreHa B II€YEeHHU
YBEAHWYEHO B 3—6 pas. THIINYHOE H3MEHEHHE I'elIaTOIIUTOB: OHH
HMMEIOT BHA «PaCTHTEABHBIX)» KAETOK, 'PAHUIIBI UX YETKHE, HMEIOT
IITAMIIOBAHHBIN BHA, OIITHYECKH IIYCTYIO IIUTOIIAA3MY, YaCTO
BaKyOAHU3HPOBAHHOE U CMEUIEHHOE K ITepudepun saipo. B
IIUTOIIAA3ME I'€lIaTOIIUTOB HaOAIOAAE€TCS I'AbIOYaTOE
pacupesencHuE I'iHKOreHa, YaCTO CKAIIAMBAIOIIETOCS B OOABIIIHNX
KOoAnYeCcTBax. ['nUKOreH BLIIBAIETCSI HEPEAKO U B
BaKyOAH3HPOBAHHBIX APAX I'elIaTOINTOB. BO3MOXHO pa3BUTHE
IIUPPo3a ¢ POPMHUPOBAHUEM (AOXKHBIX) II€UEHOYHBIX AOAEK.
[Touku yBenudeHbI B pa3Mepax, Habyxiue, ¢ OnefHO-PO30BOH
I'AaAKOM IIOBEPXHOCTBIO, HA pa3pese TKaHb IIOYeK IIAOTHAad,
CBETAO-KPACHOTI'O IIBETA C XXEATBIM OTTEHKOM M CMa3aHHBIM
PHCYHKOM, OIIpEAEAseTCs IIHPOoKas KOPKOBas 30Ha. Bec mouku
IIPEBBIIIAET HOPMY IIPHMEPHO B 2 pa3a.




[ITaTonoro-mopdonoruueckKue
H3MEHEHUS

MaxpockonudeckH IIeYeHb YBEeAHYEHA B 3—4 pasa, C HaIIps>XEeHHOH

I'’NaAKOM KAIICYAOH U IIAOTHBIM 3aKpPYI'A€HHBIM KpaeM. Ha
pas3pese TKaHb IIEYEeHHU IIA0THAs, MECTAMHU XPYIIKas, CBETAO-
KPAaCHOT'O IIBETa C XXEATbIM OTTEHKOM, CAer'kKa IIecTpas, C
IIOAYEPKHYTHIM PHCYHKOM AOAEK, AAET PE3KOIONAOXKUTEABHYIO
BOAHO-HOAHYIO Ipoby. ConeprkaHnue r'nHKOreHa B II€YEeHHU
YBEAHWYEHO B 3—6 pas. THIINYHOE H3MEHEHHE I'elIaTOIIUTOB: OHH
HMMEIOT BHA «PaCTHTEABHBIX)» KAETOK, 'PAHUIIBI UX YETKHE, HMEIOT
IITAMIIOBAHHBIN BHA, OIITHYECKH IIYCTYIO IIUTOIIAA3MY, YaCTO
BaKyOAHU3HPOBAHHOE U CMEUIEHHOE K ITepudepun saipo. B
IIUTOIIAA3ME I'€lIaTOIIUTOB HaOAIOAAE€TCS I'AbIOYaTOE
pacupesencHuE I'iHKOreHa, YaCTO CKAIIAMBAIOIIETOCS B OOABIIIHNX
KOoAnYeCcTBax. ['nUKOreH BLIIBAIETCSI HEPEAKO U B
BaKyOAH3HPOBAHHBIX APAX I'elIaTOINTOB. BO3MOXHO pa3BUTHE
IIUPPo3a ¢ POPMHUPOBAHUEM (AOXKHBIX) II€UEHOYHBIX AOAEK.
[Touku yBenudeHbI B pa3Mepax, Habyxiue, ¢ OnefHO-PO30BOH
I'AaAKOM IIOBEPXHOCTBIO, HA pa3pese TKaHb IIOYeK IIAOTHAad,
CBETAO-KPACHOTI'O IIBETA C XXEATBIM OTTEHKOM M CMa3aHHBIM
PHCYHKOM, OIIpEAEAseTCs IIHPOoKas KOPKOBas 30Ha. Bec mouku
IIPEBBIIIAET HOPMY IIPHMEPHO B 2 pa3a.




[TaTonoro-mopdonoruucexue
HN3MEHEHHS

BHYTPHKNBTOYNEA rNMKOrex
(oxkpacka no Becry)

Pucyrok 2. Cumnromsi 6onesnmn lNipke (no F. Netter, 2001)



[TaTonoro-mopdonoruyeckue
H3MEHEHHST




ANDPDPEPEHIITMANBHASA
AUATHOCTHKA I'MMKOT'EHOBOU
FOAE3H

® I[lockonbKy GOABIIMHCTBO Hanggz&ee JacCTo
BCTPEYAIOUINXCS B IIpakKTuke THIIOB I'b mpoTekaeT ¢
I'HIIOTANKEMUEH, TO AU PEePEHIIHARBHYIO AHATHOCTHKY
9TOH IIATOAOT'HH B IIEPBYIO OUEPEAb CAEAYET IPOBOAUTE
C APYI'HMH I'HIIOTANKEMHYECKUMHU COCTOTHUSIMH, a
TaK>XXe MEXAY Pa3sHbIMH THIIaMH I'HKOI'€HO30B. EavHON
KRaCCH(PUKAIINH I'MIIOTANKEMHYECKHUX COCTOTHUH Ha
HaCTOSIINY MOMEHT He CYLIEeCTBYET. BOABIINHCTBO
COBPEMEHHBIX aBTOPOB PYKOBOACTBYIOTCH
[IaTOT€HETHYECKHIMH MEeXaHU3MaMH Pa3BUTUS
runoraukemuii. B 2006 r. U.1. AesoBBIM H COaBT. 6bIna
IpeAROXKEeHa KRaCCH(PUKAIIUSI I'HIIOTANKE MUYECKUX
COCTOSIHHH, YYHTBIBAIOIIAs BO3PACT IIAIlHEeHTOB, BPEMS
BO3HHUKHOBEHHS IIPUCTYIIOB, COIIYTCTBYIOIIIYIO
IIaTOAOT'HIO, IIPHEM MEAHIINHCKUX IIpEeIapaTos,

IMHTAaHHE H HACNEACTBEHHOCTD



ANDPDPEPEHIITMANBHASA
AUATHOCTHKA I'MMKOT'EHOBOU
BOAESHU

1. TpaH3HTOpPpHEBlE THNIOTAHKEMHH HOBOPOXAEHHBIX:
I TPaH3UTOPHBIN 'HIIEPHHCYAUHNU3M (HOBOPOXAEHHBIE OT
MaTepPEeH, CTPAAAIOUINX CaXapPHbIM AHabeToM, B CAyYasIX, KOTsa
PO>KEHHIIE BBOAHUANCEH PACTBOPEI I'NFOKO3bI; AETH C TIXKEABIM
deTanbHbIM SPUTPOONACTO30M H AP.); HEAOCTATOUYHBIH 3aIIac
I'AMKOT'€HA B II€YEHU, HEAOCTATOYHOE KOANYECTBO XXHUPOBOH
TKaHU (BHYTPHYTPOOHAs 3aiep>KKa poCcTa, HEAOHOIIIEHHOCTD,
IIAAIEHTAPHBIC HAPYIIEHNS, YaCTHYHAs OTCAOHKA IIAAIIEHTHI;
MHOT'OIIAOAHAS OEPEeMEeHHOCTDh B TOKCHKO3 Y MaTEPH BO BpeMs
OepeMEeHHOCTH); HECOOTBETCTBHE BICOKOH DHEPreTHYECKOH
IIOTPEOHOCTH U HE3HAYUTEABHBIX 3aIIaCcoOB cybcTpara
(HOBOPOXAEHHBIE C HU3KHUM BECOM H TSHXEAOM CONIIYTCTBYIOLIEH
IIATOAOTHEH, HAIIPHMED, PECIIHPATOPHLIM AHUCTPECC-
CHHAPOMOM, IIEPHHATAABHOH aCOUKCHEH, IOAUITUTEMHEH,
THIIOTEPMUEH, 'eHepanu30BaHHON HHGEKIHEH, CEPACYHOM
HEeAOCTATOYHOCTBRIO B AD.).

2. 'HIOrnHKEeMHH IIPH CONNYTCTBYIOUIEH NMMAaTOAOTHH: OITYXOAH;
cepAeYHas HEAOCTATOYHOCTE; 3a00AEeBaHUS IIEUEHH; MAAIPH;
Auapes



ANDPDPEPEHIITMANBHASA
AUATHOCTHKA I'MMKOT'EHOBOU
BONE3HHU

3. 'MnornHKeMHH BCAEACTBHE OTPABAEHHA AEKAPCTBEHHBIMH
CpeACTBaMH: OTPAaBACHHE BaAbIIPOATAMH; OTPAaBACHHE CAAUIINAATAMH;
OTpPAaBAECHHE CAXAPOCHIXAIOIINMH IIpEerapaTaMH.

4. THIOTrAHKEMHH, BO3HHKAIOLIHE IIOCAE NMPHEeMa MHIIH: I'aiaKTO3EMHS;
dpYyKTO3EMHUA; OTPABACHHE aANKOTI'OAEM; IMAaNCKas PBOTHAsI OONE3HE;
OTpaBAECHHE ATPAKTHAO3ZUAAMH.

5. 'HIOrAHKEMHYECKHE COCTOAHHSA, BOSHHKAIOUIHE BCAEACTBHE
TONOAQHHA: DHAOKPHUHHBIC HAPYIIEHHS (THIIEPHUHCYAUHNU3M,
THIIOKOPTHIIN3M, HEAOCTATOYHOCTh COMAaTOTPOIIHOI'O TOPMOHA,
IIAHTUIIONHUTYHUTAPHU3M H ApP.); HAPYLIEHHEe OOMeHa YyIA€BOAOB (AePHUIIHUT
dpyKTOo30-1, 6-audocdaTassl, pocdhoeHOATHPYBATKAPOOKCHAASEI,
ITHPYBATKAPOOKCHKHHA3ZEI U ApP.); HAPYILIEHUT OOMeHa aMHHOKHCAOT
(TUPO3UHEMHS, HEIEPEHOCHMOCTD ACHIINHA, DORE3HD KKAEHOBOTI'O
CHpOIIa» MOYH U AP.);

6 . HapyumeHHne OKHCAEHHA CBO6G0AHEBIX )KHPHBIX KHCAOT
(HeAOCTATOYHOCTh KAPHUTHHA, allui- KoA-zerusporeHassl CpesHe- 1
AAMHHOLIEIIOYEYHBIX XXHUPHBIX KHCAOT, OKCHMETHATAYyTapUA- KOA-n1a3sml,
KapHHUTHHIAABMUTOHATPAaHCdEPas H AP.); AePHULIUT cyOcTpaTa
(keToTHUECKHE HAM KETOHOBBIE runoraukemun). Kpome roro, I'b caenyer
AudpPepPEeHIIHPOBATh OT BUPYCHBIX I'€lIaTUTOB, 6one3HU BuALCOHA,
reMOXpPOoOMaTo3a, al-aHTHTPHUIICHHOBON HEAOCTATOYHOCTH, bonesHu ['ome



ANDPDPEPEHIITMANBHASA
AUATHOCTHKA I'MMKOT'EHOBOU
BOAE3HHU

[Tpu BOBAEUEHUH B IIPOIECC MBILII HEOOXOANMO
IIPOBOAUTE AU PEPEHIITNARBHYIO AUAT'HOCTHKY C
IIPOTPECCHUPVIOIIEH MBIIISYHON AUCTPOdHEeH
(HanpuMep, MuoasucTpodus ArolIeHa) H
MHUOIIATHAMHU Pa3AHYHOI'O IIPOHUCXOXKAECHHUS
(HanmpuMep, TOAMHO3UT). KnuHnyeckasa
KapTHHA 'eHEePaAH30BaHHON (POPMEI
I'AMKOT'€HO3a HAallOMHUHAaET TaKOBYIO IIPHU
MHOKapAUTe, pubposnacrose cepilia U 6one3HU
BonsmaHa. IIpyu HAANYHNHE CYAOPO>XXHOI'O
CHHAPOMA CAEAYET HCKAIOYUTDH
IIaPOKCH3MAaAbHBIE PACCTPONCTBA



NEYEHUWE AETEHU C
I'AMKOT'EHOBOMU BOAE3HEBIO

® Crnennduueckoe neuenue I'b 5o
HACTOSIIIEI'O0 BpeMEHH He pa3paboTaHo.
OCHOBHBIM BHAOM ITIaTOI'€HETHYECKOH
TEPAIINH IBASIETCS PEXHUM ITUTAHUA U
AHETa, HAallpaBACHHbIE Ha
IIpeAyIpeXieHue u 60prbdy C
I'HIIOTANKEMHEH, METaOOANYECKHM
alrA030M, KETO30M,
IHIIEPAUITHAEMHUEH, KOPPEKITHIO
HapYVIIEHUH QYHKIIHOHARBHOI'O
COCTOSTHUS I'el1aTOOHuANaPHOM CHCTEMbI
H XKEAYAOUYHO-KHIIIEYHOI'O TPAaKTa.



AneToTepanuda

® bonblnoe 3HaueHHE, OCOOEHHO AAA ITAITHEHTOB C
[ Tunnom I'b, nmpusaroT oprauusaiuu ApoOHOro
IIUTAHNS C PABHOMEPHBIM pacIlIpeseieHUEM
KREeTrKOPAaCTBOPUMEBIX YI'AEBOAOB B TEUEHUE
CYTOK; C 9TOH II€ABIO KOANYECTBO IIPHEMOB
ITHIIY YBEANYHBAIOT A0 6—8 pas B AeHb. [IpHu
KOHIIEHTPAIIUNH I'IOKO3bI HIDKE 2,5 MMOAB/I
LOIIONHUTEABHO BBOAAT 1-2 HOUHBIX
KOpMAeHUS. HeoTbeMAeMOH COCTABASIOIIEH
AHETHI SBASIETCSA Ha3HAUEHUE ChIPOT'O
KYKYPY3HOI'O Kpaxmana, HMEIOIIEero CBONCTBO
MEANEHHO H HEIIPEPHIBHO PACLIEIIAITHCS IIOA,
LEHCTBHEM ITIAHKPEATHYECKOHN aMHUAA3BI A0
I'AFOKO3BI, YTO IIO3BOASIET OOOUTUCE 6€3 YacToro
KPYI'AOCYTOYHOI'O KOPMAECHUS.



AneToTepanuda

® IlepBbIe NOIBITKH HUCIIOAB30OBAHHS CBIPOI'O KYKYPY3HOI'O
KpaxMana IPEeAIPHHUMAIOT K KOHITY 1-Io rosa >KHU3HH
pebenka. Kpaxman cMeunnBaoT C BOAOH,
0e31aKTO3HbIME/O6e3caxapO3HbIMHB CMECIMH, COEBBIM
MOZLOKOM HAH C APYTHMH HAIIUTKAMH, HE COAEP XKAIIUMH
caxapa, KOTophle noay4daeT pebeHok. [[pumenenue
Kpaxmana IIO3BOASIET AOCTHYD U IOAACP>KUBATD

YAOBACTBOPHTEADPHYIO KOHIEHTPAIIHNIO I'NIOKO3bI B KPOBH B

CpeAHEM Ha IIPOTKeHUH 4,25 u (Auaras3oH oT 2,5 50 6 u).
ITpu oCyIlIEeCTBACHUN PETYAIPHOI'O KOHTPOAS 'MHKEMHUHU
MOXXET CHHU3HUTLCS CTEIIEHb BOBACUEHHOCTH II0YEK B
IIaTOROTHYECKHH ITPOIIECC.

e C 2007 r. opu suerorepanuu I'b mpuMeHIE€TCS HOBBIH BHA,
Kpaxmana (HeobpaboTaHHOTr0 MOAH(HUIIMPOBAHHOI'O
KYKypy3HOro — obosnauenune K WMHM20y»).
Hcnionb3oBaHME ero B sueTe B fo3e 2,0 r/Kr (CMelaHHoro
C BOAOM) COIIPOBOXXAANOCH ¥ OONABIIMHCTBA HabAIOKaEMBIX

nanueHToB c Ia, Ib u III Tunmamu I'B AocTHXKeHHEeM OOnbIIeH

IIPOAOMKHUTENAPHOCTH HOPMOI'ANKEMHUH B 6onee
ORATOIIPHATHOIO METAOOAHMYECKOI'O KOHTPOAS



AneToTepanuda

® [Ipu sueTOTEpPAIINH 'HKOI'€HO30B
Ba>KHO COORIOAEHHE OIIPEAECAEHHOI'O
pe>Xuma nuTaHug. IlepBeIa IpHueM
ITHINMH KaK IIPAaBUAO HA3HAYAIOT Ha
5—-6.00 yTpa, OH MO>XXET COCTOSTH K3
KaIll}, OTBAPHON BEPMHIIIEAH, Yasd C
I'NIOKO30H, JAaiee CAEAYVIOT OCHOBHOH U
2-H 3aBTpaK, 00en, MIONAHUK, VXKUH.
ITocresHNN IpHEM ITHITH IPHUXOAUTCS
Ha 22-23.00 4, coCTOUT rnaBHBIM
obpazoM u3 Kedupa u 06e3>KHUPEHHOT'O
TBOpora. B 24 u i npu HeOOXOAUMOCTH
HOYBIO AAIOT KYKYPY3HBIH KpaXMaA.



MeasnkaMeHTO3HAda TepaIus

® B KOMIIZEeKCHOM A€UYEHHH OOMEHHBIX HAPYILIEHHUHN
rmpu I'b 1enecoobpas3Ho BBeseHHE KOKAPOOKCHAA3EI,
criocobcTryloie obpazoBanmio anun-KoA. ITpu
LedHIINTEe KAPHUTHHA [I0Ka3aHa 3aMeCTHTEeAbHAaA
TepaIusa AeBOKaPHUTHHOM. IIpH BTOPHYHBIX
ocno>xHeHUsIx ['b (BTOopHuHbIE TYOyAOIIATHH,
IIe4YeHOYHbIEe ¥ OHAHAPHbIE AUCHOYHKIIHUH K AD.)
IIOBOAAT KOPPEKITHIO TYOYAIPHBIX PaCCTPOHCTSB,
OCTEOIIOPO03a, YCTPAaHEHHE 3aCTONHBIX IBAECHHUHY B
XX€AYHOM ITy3bIpe (IPpHUMEHEHHE XXEeAYET'OHHBIX
ITpeapaToB, IIOBLIIIIEHHE 9BaKYaTOPHON OYHKIINHT
XX€AYHOTI'O ITY3bIPs), Ha3HAYAIOT I'elIaTOIIPOTEKTOPEI,
RUIIOTPOIHELIE BelrecTBa. OCHOBHBIM A€YEOHBIM
MEPOIPUATHEM IIPH BOSHHKHOBEHUH
MEeTAOONANYIECKOI'O allHA03a IBAIETCSI BHYTPHBEHHOE
BBEAECHHE III€A0OYHBIX PACTBOPOB HATPHA
ruspokapboHara.



MeasnkaMeHTO3HAda TepaIus

B cayyae pas3BHUTHS alllA03a HEOOXOAMMO BBEAECHUE pacTBoOpa COAabl (1-2
MMOAB/KT B CYT B 4 npuema) unu nurpara kKanus (5-10 MEx xaxxasie 8-12 4). C
AHTHIIPOTEHMHYPHYECKOH IIeAbIO U AAS IPEAOTBPAIIECHUSI YXYALICHUS PYHKIIHU
IIOYEK BO3MOXKHO HCIIOAB30BAHNE HHIHOUTOPOB
AHTHOTEH3UHIIPEeBpalllaloero pepmMeHTa (KanTOIPHA, PAMHUIIPHR).

Hcnonb3oBaHHUE I'PaHYAOLIUTAPHOI'O KOROHHECTUMYAHpPYIoLIero dpakropa (I'-
KC®) npu raukorenosax tuma Ib rmossonsieT BOCCTaHOBUTE (PYHKIIHH KPACHOT'O
KOCTHOTI'O MO3ra, 30 CKOPpPEKTHPOBATH HEUTPOIIEHHIO, CHU3UTH CTEIIEHD
TSDKECTH 6aKTepHaNbHBIX HH(EKIIHH, BOCIIAAUTEABHBIX H3MEHEeHHUH
KHIITeYHUKA U MeTaOOANYEeCKHX HAPYILEHHH, YAYYIIHNB TEM CAMbIM IIPOTHO3
3aboneBaHus. [Ipu neueHUH BOCIAAUTEALHBIX 3a00N€BaHNH KHIIIEUYHHKA YaCTO
adpdekTuBHA KoMOuHanug '-KC® 1 npon3BoAHBIX 5-aMHHOCAAHITUAOBOH
KHCAOTHI. OZHAKO B HEKOTOPBIX CAYYASIX TaKOE AEUEHHUE HE UMEET yCIIeXa, UTO
TPebyeT APYIHX TEPAIIEBTHYECKHUX MOAXOAOB. ['NIOKOKOPTHKONAHAS TEPAIIHUS B
TAKHX CHTyaLlHIX OOBIYHO He II0OKAa3aHa, YYUTBIBAS CTEPOUA-HHAYIIHPYEMbIH
I'ANKOT'€HONN3, BO3MOXXHOCTD YCYI'yOAE€HUS NaKTATAIIHAO3a U
THIIEPANNHAEMEH. [I[ppMeHeHe HMMYHOCYIIPECCAHTOB (METOTPEKCAT,
a3aTHOIIPHH U 6-MEPKaNTONIYPHH) COIIPOBOXAAETCS PUCKOM H3OBITOUHOM
HUMMYHOCYIIPECCHH U YCHACHUS HEUTPOIIEHUH Y ITAIIUEHTOB C I'AHKOI'€HO30M
tuna Ib.

NeueHne asanuMyMaboM (PeKOMOHMHAHTHbBIE YEAOBEUECKHUE aHTUTEAA K
dakTopy HEKPO3a OIIYXOAEH) OBINO IPOBEAECHO Y OAHOI'O BOABHOTO C
I'AMKOTreHo30M Tuna Ib, mMeBIIero BocnaruTenbHOE 3aboneBaHle KHUITEUHHKA,
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XUpyprudyeckoe neUYeHHue

[lepes npoBeseHHEM KAKHX-ANO0 XUPYPIrHUECKHUX MAHUIIYASIIIUH Y TAKHX
ITAITMEHTOB HEOOXOAUMMO HOPMAaAK30BATh II0OKa3aTEAH CBEPTHIBAEMOCTH KPOBH
(ckopocCTs arperaiuu TpoMOOLIUTOB) IOCPEACTBOM IIPOAOAKUTEABHOI'O TUTAHUS
yepes Ha30raCTpPanbHbBIN 30HA (HEIIPEPhIBHO B TeUEHHE 1 HeA) HAM TOCPEACTBOM
BHYTPHBEHHOM MH(QY3HH I'iIOKO3bI B TeueHue 24-48 4. B 50- 1 mocaeonepaioEHOM
IIEpHOAE KpaHHe BaXXeH PEryAIPHBIN KOHTPOADb YPOBHS I'AIOKO3bI U 1AKTATa B
KPOBH.

OpToTonuueckas TpaHcnaauTaug rneveHu (OTII), aBAIIChL €AMHCTBEHHO
9P PEKTHBHLIM CIIOCOOOM PaAUKARBHOI'O ACUEHHUS TXKEABIX (PaTaABHBIX
3aboneBaHUM NIE€UYEHH, YCIEUIHO IPHMEHIETCS B IIEAHATPUUECKON IIPAKTHKE.

OcTaeTcs HeA0Ka3aHHOM BO3MOXHOCTD IIPEAOTBPAIIEHHS IIPOrPEeCCHPOBaHUSA
IIOPa>XeHHS IIeYeHH, KOTOPOE MOXET Aa>Xe YCHANBATHCS Ha POHE
HMMYyHOCynpeccuBHoM Tepanuu rnocae OTIL. Cpesn omuCaHHBIX OCAOXKHEHUN
BO3MOXXHEI: XPOHHYECKOE OTTOP>XXEHHE TPAaHCIIAAHTATA, IOCTTPAaHCHY3HOHHEIN
renatut C, moyeuHass HEAO0CTATOYHOCTS, IOAATPHUECKHH aPTPHUT X TPOMOO03
BOPOTHOM BeHbI, Tpebyromui nosTopHoi OTII. Kpome TOro, MMeroTcs: CBEAEHUS O
TOM, YTO Yy ITAIIME€HTOB C TAMKOI'€HO3aMH MOT'YT OBITh AOCTHUIHYTHI
YAOBAETBOPHTEALHBIE CPEAHECPOYHbBIE HCXOALI

TpaHCIAAHTAIINUSA II0OYEK ITIO3BOASIET CKOPPEKTUPOBATEL TOABKO HAPYIIEHUI PYHKIIHH
IIOYEK, He BAUSS Ha I'HIIOTANKEMHIO. TpaHCIIAaHTAIINS KOCTHOI'O MO3ra 6biaa
IIPOBEAEHA OAHOMY M3 IIAIMEHTOB C 'HKOI'eHO30M THIIA Ib, MMeBIIEMY
XKHU3HEYT'POXXAIoLIHe OCROXKHEHHUS, CBI3aHHLIE C HEUTPOIIEHHUEH 1
TpoMmbouuTonerue. [Ipu 3ToM HaOAIOAAROCEH VAYUIIEHHE METAOOANYECKOT'O
KOHTPOAS ¥ PETPECCHSI CUMIITOMOB, CONIPSXEHHBIX C BOCIIAANTEABHBIM
3aboneBaHMUEeM KHIISUHMKA.



