


OcHoBHOe 3aboneBaHue

Bone3Hb BunbcoHa-KoHoBanoBa,
XPOHMNYECKUM renaTur.

Ha ocHoBaHuu ocmoTpa:

/Kusom ysenuuen 6 pazmepax, koica Jcusoma e Ha ocHoBaHuM pe3ynbTaToB NpeaBapuUTENibHOro

U3MeHeHda. ;
Cybuxmepuyunviii OmmeHoK KOXCU VULHBIX PAKOBUH obcneposaHus:
youxmep JIUHOLE P " N | -Bunupyéun obwuii — 29,8 mxM/a

HOCOZy6H020 mpeycojlibHUKa U 60Kpye nynkd. Bu]lupy6uH npﬂMOT:i 10 mcM/n

llanbnupyemcs kpau neuenu na 7-8 cm Hudice
pebepnoii 0yau no cpeonexrouuynol aunuu. Kpai -bunupybun nenpsmou — 19,8 mxM/n
OueHb NIOMHbIL, 0e300/1e3HEeHHbI. -AJIT — 108 eo.

Paszmepvr neuenu no Kypnogy 18-15-10 cm. -ACT = 66 0.

B nesom noopebepve omuemauso nanvnupyemcs -Ha ocnosanuu Y3HU opeanos BIT
Kpati cele3eHKU.

Ha ocHoBaHuM xano6 v AaHHbIX aHaMHe3a
-nepuooudecKue cunepKuHesol

-mpemop pPyK,20108bl U HO2

-HapyuweHue cHa

-HecmabuibHoe nogeodeHue




bone3Hb BunbcoHa-KoHoBanoBa, XpOHUYECKUN renaTuT.

PeHarnbHbIe nposiesieHUs: lemamosnoau4yeckue

 Ha ocHoBanuu na"nHbBIX nposiesIeHuUs:
ocMOTpa: * Ha ocHOBaHUM JTAaHHBIX

* Jlerkas macTo3HOCTh TOJIEHEMN MIPEIBAPUTEIILHOTO

 Ha ocHOBaHWU JTaHHBIX 00CJIEMOBAHUA:
IIPEIBAPUTEIILHOTO * [emMonuTHYecKass HOpMOXpPOMHas
00CJIEMOBAHUA: aHEMUS

* Hedponutuas (okcamarbi+++) e TpomOoruToneHUS

* llporeunypus
* Mukporemarypus
» Jlenkouutypus



OnddepeHunanbHaa guarHocTuka

[MepBuyHbIN (AL) ammunongos

HeankoronbHbIX cTeaTorenaTtuT

BupyCHbI/ayTOMMMYHHbIV renaTtuT

Henponatuu npu CL ¢ uepebpansHon popmon

Bone3Hb [owe Tun |

JInsocomarsnbHble Done3Hu

Bbone3Hb HnumaHa-INuka Tun B HaKOMNEHNA




JlusocomaribHble bornesHu HakorifieHUs

bone3Hb [owe

Tun | HeHelipoHONamu4yeckuu murl.

[MposiBrieHne CMMNTOMOB Ha4YMHAETCA B AEeTCTBE UM BO B3POCIIOM BO3pACTE U BKITHOYAKOT YBEITUYEHHYIO NeYeHb U

CUINBbHO YBENUYEHHYIO CENe3eHKyY (YTO MOXET NMPUBOAUTL K €€ pa3pbiBY U AOMNONHUTESbHBLIM MOBPEXAEHUAM). XOTS

MO3r NPV 3TOM TUME He NMOoBpeXaaeTcs, MOryT ObITb HapyLLEHUS B NErknxX 1 nodkax. bonbHble MOryT goxueaTb 40
B3pOCIIOro Bo3pacrta v npun ymepeHHou popme CUMMNTOMbI MOTyT OTCYTCTBOBaTb.

Tun Il npencraBnsetr cobon HeMPOHONATUYECKY O NHPaHTUNBLHY dopmy. CpegHuin Bo3pacT 3abonesaHus 3-5
mMec. HeBponormnyeckme OCroXHEeHUs (TsKenble Cya0oPOXHbIE MPUCTYMbI, TMNEPTOHYC, anHO3, BblpaXKeHHas
3aQepXka YMCTBEHHOIO pa3BUTUS) NPOSBNAOTCA K 6 Mec. bonbHble AETM NAOX0 COCYT U MNOTakT; 00bIYHO

yMUpatoT B Bo3pacTe OT OAHOro 40 ABYX NeT

. Tun lll (nogoctpas HenpoHonaTuyeckas (roBeHUNbHas) cpopma
[MepBbIM HEBPOSTOrMYECKUM MPU3HAKOM ABNSETCS, Kak NpaBuio, OKyJIOMOTOpPHadA anpakcus, paccTponucTBo
rnasogsuratenbHblX QYHKUWI. 10 Mepe nporpeccupoBaHnga 3aboneBaHust, MPUCOEaVHSETCA aTakCud, MbllLeYHas
crnacTU4HOCTb U cnaboymue. Hapsigy ¢ renatocnneHomeranuen B naTtofiormyeckmnin npouecc BOBMNeKarTCs U
apyrve opraHbl 1 cucteMbl. CnneHomeranus 6e3bonesHeHHas u 0bbIYHO BbISBSETCA cryyYanHo. bonbHble
[OXUBAKT 40 NOAPOCTKOBOrO 1 B3pOCHOro Bo3pacrTa.



bone3Hb HumaHHa-I lnka

e Tun A — cambIn TAXKENbIN TUM, KOTOPbLIN HAYNMHAETCA Y TPYOHbLIX OETEN U
XapaKkTepusyeTcs yBermmyeHnem neyveHn n cerie3eHKn n nporpeccuBHbIM
nopaXxeHnem HepBHOM cUCTEMbI. [1py 3TOM OeTU He NepeXnBatoT paHHEro
OeTcKoro nepvoga.

* bonee ymepeHHbIn mun B BKIOYaET renatocnieHoMeranuio, 3agepxky
pPOCTa U HapyLleHne NEro4Hon OYHKLUMN C YaCcTbIMU NTEFOYHbLIMM
NHeKunamn. [ipyrme nokasaTtenu BKIIHOYaoT MOBbILLIEHHbIN
YPOBEHb XOfleCcTepPUHA U NIMNNAOO0B B KPOBU. HU3KUK CHET TpOMOBOLINTOB

BonbHble Kak NpaBuIio JOXNBAOT 40 B3pOCNOro Bo3pacTa.

* Tun C nposiBnNsieTcs B AETCTBE, XOTA BO3MOXXHO Ha4ano B rpyaHoM
BO3pacTe unu y B3pocnbiX. CUMNTOMbI BKMOYAOT TSXKENbIE NEYEHOYHbIE
HapyLleHus1, Npobnembl C AbIXaHUEM, 3aEPXKY B pa3BUTUN, NPUNaaKW,
MOBbILUEHHbIV MbILLEYHbIN TOHYC, HapyLLEeHNe KoopauHauumn ABMXKEHUS,
NMUTaHNA N OBWXEHNS rna3 B BEPTUKAIbHOW NMIOCKOCTH.

YacTtoTa 3aboneBaHmna — 1 Ha 150 Tbicau.



ConyTtcTByHOLME 3aboneBaHuA

CaxapHbin gnabet | TMna
Ha ocHoBaHMM AaHHbIX aHaMHe3a.

Ha ocHoBaHuu AaHHbIX NMpeaBapuTesibHOro O6CJ'IeLI,OBaHI/IFIZ
— rnwokKosa — 6,2 mMonb/n
— HbA1c -14%

OcnoxHeHusAa

Hegppornnamus:

AH2uonamuu (no
OaHHbIM aHaMHe3a):

Heuponamuu (no
OaHHbIM aHaMHe3a):
* Ha ocHOBaHWM TaHHBIX
HIPpEaABApUTCIBHOIO * YyBCTBO OHCMCHUS B

o0cie10BaHus: MajbIax JIeBOM HOTH
[Iporennypus,
MHKPOTeMarypusi

* T OJIOBOKpYXKEHUE
* boJib B )KUBOTE
e Xpomora




ConyTtcTByOWMEe 3aboneBaHuUs

OpPO3MBHbLIN racTPOAYOAEHUT

Ha ocHoBaHum
AaHHbIX OCMOTpa:

Ha ocHoBaHum
OaHHbIX aHaMHe3a:

* HenpusarHbiil 3amax

e Tomrgora, pBoTa
130 pTa > P

Ha ocHoBaHUM AaHHbIX
3a3odparoracTponyoaeHOCKONUN:
CJIU3UCTA KEIIYIKa 04aroBo
TUIIEPEMHUPOBAHA, B 00J1aCTH aHTPYM
E€IUHUYHBIN 3PO3UH, CIIU3UCTAS
JBEHAAUATUIIEPTHOW KUIIKHU
HE3HAYUTEIILHO TUIIEPEMUPOBAHA,
OOJIBIION JyO/ICHAJbHBIN COCOUEK
OTEYECH, OTYETIIMBO KOHTYPUPOBAH




ConyTtcTBylOwWMe 3aboneBaHus

Ha ocHoBaHMM gaHHbLIX OCMOTpa

e Musnaanunsl 10 Il crenenu runeprpoduu, B
JIAKYHAX YUCTO

e CHwmwxena YJIJ1

e JlpixaresnbHas apuTMUs Cepia

Ha ocHoBaHUK AaHHbIX OCMOTpPa



[lononHuTenbHbIe obcrneaoBaHUA

JlaGopaTopHasa aguarHocTuka

K 2

L

LepynomiazMuH CbIBOPOTKH

Menp CbIBOPOTKH

CyTouHast SKCKpeIust Meu ¢ MO4OM
npo0a ¢ d-nmeHuIUIIIaMUHOM

s moaTBepKAeHNU OCHOBHOTO IMArHo3a -
JHK-nnarnoctruka myTeM CEKBEHHUPOBAHUS
KOJUPYIOLIEH MMOCIEN0BATENBHOCTH T€HA
ATP7B.

Jlnarnos nmoATBepKaAaeTCs, €Clu y O0JIBLHOTO
0oOHapy>KEeHBI JIBE pa3HbIC MyTaIlUU FeHa
AT®-a3pl 7B wnm o1Ha U Ta *Ke MyTalus B
TOMO3UTOTHOM COCTOSTHUH.

CexBeHUPOBaHWE PK30HOB M ITPUIK30HHBIX
Y4aCTKOB HHTPOHOB (MCKITFOUCHHS
HaCJIEJICTBCHHBIX JTM30COMAJIbHBIX O0JIe3HEH
HAaKOTIJICHUS ):

-rena GBA (bone3ns [omie)

-rena NPC1 u NPC2(bone3ns Humanna-
[Tuka )

e  OCMOTp MIA3HOTO JHA C TOMOIIBIO
niesnieBoi Jamisl (OOcienoBanue Ha
Hannuue kosen Kaitzepa-dineitmepa)

*  OdrambpMocKonUs HA TPEIMET HATUIHS
MPU3HAKOB MUKPOCKOTIHMYECKHUX
KPOBOU3IIASIHUA

* IIpoBeneHue BUBOMETPUU —
ONPENENICHNUS] OCTPOTHI 3pEHUS
MOCPEJICTBOM TaOIHI]

* IIpoBepka ypoBHSI BHyTPUITIA3HOTO
JaBJICHUS (BBISIBJICHUE PETUHOMATHN)




[lononHuTenbHbIe obcrneaoBaHUA

MmyHoRnornyeckoe nccnegoBsaHue,
HckiroueHus BUPyCHOTO ¥ ayTOMUMMYHHOTO
doepMeHTHaa guarHocTuka —

Brissnenue Helicobacter pylori, kak
Ceponormqecme peakunn BO3MOXHOTO ATHOJIOTHUECKOTO (pakTopa
APO3UBHOTO TaCTPOAYOACHUTA.

HcknroueHne nopTaibHON THIIEPTEH3UN.

* roaTeBepXaeHue amnarHosa “bonesHb

BunbcoHa-KoHoBanosa”: anddysHoe
pacnpegeneHne megu B uutonnasme

Broncua neyeHu renaTounToB, HAKOMSEHNE IMUKOreHa B
aapax nepunopTtarnbHbIX renaTtouuToB,
Xuposasi UHUIbTpaumA.

*  VCKNIYEeHne ammnongosa u
HeankoronbHOro crearorenaTmrta




NononHuTenbHbLIe 0bcneaoBaHUA

l MPT ronoBHOro mMo3ra

bBokoBasi peHTreHorpamma
nnn Y3 HOCOrnoTku

Uckitouenue nepedpaibHOM GOpMBI
3a00JIeBaHUS

OHCHKa IMOYCYHOI'0 KPpOBOTOKA W HAJIUYHUSA
KOHKPEMCHTOB

O1ieHKa cCUCTEMBI reMOCTa3a

OHGHKa COCTOsAAHHUA HOCOBBIX XOO0B




A)NHDUnNeTpaumnsa nopranbHOro TpakTa
B)KpynHo- n menkoagepHasa Kmposasi
ancTpoduna renatounToB
B) Bakyonusauua agep renatountoB




* ATpodu4
NOAKOPKOBbIX
CTPYKTYpP







NNeyeOHaA TakTUKa

OcHoBHOe 3aboneBaHue
XenaTHas Tepanvs:
- D-nennuunnamuH (“Kynpennn”) no 1 tabnetke (250 mr) Tpu
pasa B geHb 3a 1 4ac 0o eabl
-INvpungokcnH — 50 Mr B CyTKK
-Mpenapatsbl unHka («LuHkTepan») no 1 Tabnetke (25 mr) 3
pa3a B AeHb 3a 30 MUHYT 00 eapbl

OKcTpakopnoparnbHas reMoOKOppeKLUus: remounsTpaums
MeToabl 3KCTpakopnopanbHOM NoAAEPKKN NEYEHMU:
-MARS

-FPSA

AuvetoTepanus: lueta Ned

cknodeHne npoaykToB, cogepkaHme Mean B KOTopbix npesbitaet 0,5
Mr/100 r, Takux Kak rpubsbl, opexmn, MONMIOCKN, LWOKoNad, nevYeHb n ap.

KoHTponb cogepxaHua megun B Boge, Npy HE0OXoAMMOCTU UCMOSb30BaTb
COOTBETCTBYIOLLNE PUSBTPDI.

Cnepyert nsberatb XpaHeEHME NULLIK B MeabCcoaepXKallen nocyae

Heobxogmnmo ¢ OCTOPOXHOCTbHO OTHOCUTLCA K NOJIMBUTAMWUHHbIM
npenaparam, cogepxawmmMm MUKpPO3JIEMEHTDI, NMULLEBbLIM nobaBkam,



NNeyeOHaA TakTUKa

PO3UBHbLIUN racTpoayoAeHUT

-NHrmbBuTopbl NPOTOHHOW NoMMBbI (“O3omenpason”) 20
Mr 2 pasa B aeHb Kypc — 7-10
-AHTaumaHble cpeactsa ( “Maanokc”) 1 ct.n. 3-4 pasa
B AeHb Yepe3 1,5 4 nocne eabl
-OpaavkaumHHasa Tepanus
npu NoNoOXuTernbHOM pesynesrate Ha Helicobacter

pylori
-“AmokcnumnnuH” 1000 mr 2 pasa B AeHb,

“KnaputpomumumnH” 500 mMr 2 pasa B A€Hb, 7

—TrmeprpodvavmaganvA-i
cTeneHu
Ilonockanue copna 6AMNCYWUMU U

npuscucarowumu cpe@cmecmu:

-pactBop TanuHa (1:1000);

-pacTBOPBI AHTUCENTUKOB(HAIIPUMED,

pacTBop PpypanmniiiHa)
MOH3UIIIKMOMUSL

4

AHemusa

npenaparsl xenesa(“Deppym jiek DepkoBeH”) u
(hoMeBON KUCIIOTHI

\

4

Koppeuus caxapHoro anabeta
KoHTpoub 3a perynsapHbIM BBEICHUEM
VHCYJINHA B JIOJDKHOM JIO3UPOBKE

4




Koppekuma ngnonatn4eckoro
CKOJIMO3a

* 1. PEHTreHONOrM4eCcKUn KOHTPOJib pa3 B 6 MecsLEB B
nepunop ObICTPOro pocTa, 3ateM — OAMH pas3 B rog

« 2. BcnomMmorarenbHble MeToAbl
rie4eHUs — 3aKpensieHne n KOppPEKLUA No3 KopceTamu.
(Hanpumep,meton kopcetupoBaHusa rno LleHo)

* 3. ®DOoHOBbIE MeTOAbI Ne4YeHns: Koppernpyrowias
rTMMHACTUKa C UCMNOSIb30BaHMEM aCUMMETPUYHbLIX
ynpaxKHeHUn, gbixaTtenbHON TMMMHACTUKN N NIe4eDHOro
Macca)ka. BHeaopeHa ruMHacTMKa no Metoguke
KaTtapuHbl LUpoT n goktopa Benca



INnTepatypa:

A.H.CypkoB, ®I'BY “Hay4HbIn ueHTp 300poBbs aeTen”
PAMH r.Mockea. QuddpepeHymansHaa guarHocTuka
renatonuneHarnibHoOro cMmHapoma y aeTeun.

Coto3 negnatpoB Poccun. PeagepanbHble KNMMHUYECKNe
pekoMeHaaLum rno okasaHmw MeguLMHCKON NOMOLLM
netam ¢ bonesHbo BunbcoHa

Knaccudonkaumsa n Kputepmm AnarHOCTUKN BHYTPEHHUX
bonesHen. lNog pen. A.l.Kynmosa

XaszaHoB A./. OyHKUMOHaNbHaa anarHocTmka 6one3Hen
neyeHu

bntorep A.®., HoBuukum U.H. lNpaktnyeckas
renartonorug

boukos H. Il. KnnHnyeckasa reHeTuka.



Cnacnbo 3a BHUMaHume!




