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Heap Jeknuu

Hayuurts ucnosib3oBarb MeToa AU depeHInaIbLHON
AUATHOCTUKH NMPH renaroJIueHaJIbHOM CHHAPOME AJIst
IMMOCTAHOBKH HO30JI0THY€CKOI0 JMATrHO03a;

1aTh YIJIYOJIEHHOE MpeacTaBjJeHue 00 0CHOBHBIX
3200/1eBAHUAX, CONPOBOKIAAIOIIUXCH CIJICHO — H
remaromMerajveu.



Ilinan Jgexnuu

Onpenesienve NOHATUHN CIVICHO- U TeAaTOMEraIusl.
DYHKIHUHA CEJIC3EHKN U MATO(PU3NO0JI0TUA CIIJICHOMET AJHM.
I'MnepcnyieHu3M M ero nposiBJICHMA.

IIpyMYMHBI CIVICHOMET AJIUU
Bonpocsl 00J1bHOMY €O CIVICHOMETr aJIueH.

JIMarHoCcTH4YeCKas OlleHKA KIMHUYEeCKUX, JJA00PATOPHBIX U
HHCTPYMEHTAJbHBIX JAaHHbIX.

YBeJMueHHUe MeYeHH U cejie3eHKU( 00J1e3HU MeYeHHu M COCY/10B,
HaCJIeICTBEHHbIE 00J1e3HH, 00/1e3HU KPOBH U KPOBETBOPHBIX
OpPraHoB).

Penkue 3a001eBaHud CONMPOBOKIAKIIHUECH YBCINYCHUEM IICYCHU
H CCJIC3CHKMU.



I emaTo/iMeHAJIbHBIN CHHAPOM

I'enmaro/ineHANBHBIN CHHAPOM (MJIM NIEYEHOYHO-
CeJIe3CHOYHbIU CHHAPOM) - COUETAHHOE MOPAKCHHUE
IICYCHU U CEJIE3CHKU C YBEIIMUYCHUEM 000OUX OPraHOB.

|

. HC SIBJISICTCS HO30JOTUYCCKON (POPMOU

|

. TEpPMHUH HE MOXET OBITh MCIOJIb30BaH B

KA4CCTBC OCHOBHOI'O JIMAI'HO34ad



IIprYMHBI renaToMerajium:

audy3Hbie 3a001€BaHUS TICUEHU — IEMATUT OCTPHIA U XPOHUYECKUH, IUPPO3 MEUEHH;
OMMyXOJIi — JOOPOKAYECTBEHHBIE, 3]TOKAYECTBEHHBIE, METaCTaTUYCCKUE;

MeTaboInuecKue 00Ie3HU IEYEHHN — CTEaTo3 MeUCHH, IIeYeHOUHas moppupusl, aMUuaon 103 1
Ap.;

HACJIEJICTBEHHBIC 3a00JIEBaHUs — FeMOXpoMaTo3, 0one3Hb Bunbcona, geduiut anbda-1-
AHTUTPUIICUHA, TJIUKOT€HO3 U JP.;

OumapHbIe 3a00JIEBaHUS — OMIMapHasi OOCTPYKIIMS, XOJAHTUT, OITYXOJIH;
nH(peKIMoHHbIe 3a00eBanus — cencuc, BUY/CIT/, Tyoepkynes u ap.;

napasuTapHbie 3a001€BaHUS — SXMHOKOKKO3 , IITUCTOCOMO3, OITUCTOPX03 , (hacIuoes,
MaJIsIpust

COCYJIMCThIC 3a00JI€BaHUS — HEJIOCTATOYHOCTh KPOBOOOPAIICHUS , KOHCTPUKTUBHBIM
nepuKapaut, cuaapoM  banna-Kuapu;

nuddy3Hbie 00IE3HU COCTMHUTEIILHON TKaHU;

3a00J1€BaHUs KPOBU



IIpyYnHBI CIVICHOMETr AU

«Pabdouas runeprpodusa» cejie3¢HKHU:
» OcTpbi€ ¥ NOAOCTPbIC HH(DEKIUM:
MH(GEKIIMOHHBIA I'enaTuT
[IUTOMETAJIOBUPYCHAS HH(PEKIIHS

CaJIbMOHEIIIES

CENTULICMUS

TOKCOILJIa3MO03
OaKkTepHualIbHbIN dHIOKAPIAUT
TyOCpKYIE3

MaJIsIpUs

TYJISIPEMUSI

CBIBOPOTOYHAs 00JIC3Hb

rpUOKOBBIEC HH(PEKIINU



IIpHYMHBI CIVICHOMET AJIN

XpoHuueckue 3a00/1eBaHUS:
TyOepKyne3
CapKOUJI03
Opyuee3
MaJISIpUst
TUCTOIIA3MO3
cu"apoM Dentu

CUCTCMHAA KpaCHasd BOJIYaHKa.




IIpHYMHBI CIVICHOMET AJINH

I'uneprpodusi B 0OTBET HA pa3pylleHHue KJIETOK KPOBM:
BPOXKAEHHBIN C(HEPOLIUTO3
ayTOMMMYHHasi TEMOJIMTUYECKasl aHEMHUS
CEpNOBUHO-KIICTOYHAS aHEMUS
TaJacCeMHUs U JPyrue reMoriooOnHOIaTUH
IIEPHULIMO3HAs aHEMUS (MHOT/IA)
ayTOMMMYHHasi HEUTPOIICHUS
Ay TOUMMYHHasi TPOMOOIIMTOIICHUS (PEIKO)

XPOHUYECKUU TE€MOIUATINS.



IIpuYMHBI CILICHOMET AJINHA

3acToiiHad CIJIEHOMEr aJIusi
UPPO3 IICYCHU
TPOMOO3 CEJIC3€HOYHON BEHBI
XpOHHYECKas cepAcUHas HeIOCTaTOYHOCTh (PEeaKo)

cugapom bagna-Kuapu (3akynopka ne4eHOYHbIX BEH)



IIpUYHHBI CILVICHOMETr AJINHA

Muesionposu@eparuBHas CIJICHOMEr aJIusl
MuenouaHas meramiasuss HEyCTaHOBJIEHHON 3TUOJIOTUH,
XPOHHUYECKUN MUEIIOJIEUKO3
WUCTUHHAS MOJIMIUTEMUU
OCTPBIE JIEUKO3bI
XPOHUYECKUN MUEJIONTHBIN JIEUKO3
XPOHUYECKUN JIMM(POUTHBIN JTEUKO3
MAaKpONIOOYJIMHEMHUS
JTUM(DOMBI
aHTHOCapKoMa (peaKo)

METAacTa3kl paka (peaKo)



IIpuYMHBI CILICHOMET AJINHA

CruieHoMeraJjusi Npu OIyXoJasix
TUM@OMBI (XOIKKHUHOBCKHE U HEXOI)KKMHOBCKHE)
«BOJIOCATOKJICTOYHBIN JICHUKO3
OCTPBIN TUM(POIUTAPHBIN I MOHOLIUTAPHBIN JIEHMKO3
XPOHUYECKHUH TMM(DOJICHKO3
METacTa3bl paka (peaKo)
aHTruocapkoma (peaKo)

MAaKpOTJII00YJTMHEMHUS



IIpuYMHBI CILICHOMET AJINHA

CmuieHoMeraJiusi mpu 00J1€3HAX HAKOILJICHUS
boJse3ns 1 omre
AMMJI0MI03

I'ncruomuro3 X

IIpoune npuYUHLI
KUCTBI (MICTUHHBIE, JIOKHBIC, ITApa3uTapHBIC)
HEAUArHOCTUPOBAHHBIN PA3PhIB CEIIC3EHKU

THUPCOTOKCHUKO3 U AP.



IIprYMHBI renaTocCmJIeHOMerajinu

-

-

OcTpble U XpOHHUYECKHE 32a00/1eBaHUA
neyeHu (qud@y3Hbie 1 0YATOBBIC)

~N

3a00JIEBaHMS, IIPOTEKAIOIIHUE C PACCTPOMCTBAMU
KpPOBOOOpAIIICHUS B CUCTEMaX BOPOTHOM M
CEJIC3CHOYHOM BEH (BCIIEACTBUE TPOMOO3a HUJIH
OO0JIMTEpAllU COCYI0B, BPOXKJICHHBIX 1
IPUOOPETEHHBIX AS(PEKTOB, TPOMOODIICONTA)

3HA0(]PICOUT NEUCHOUHBIX BEH.



IIpUYMHBI renaTocjIeHoOMerajJum

{ boJe3Hn HakonJIeHUus }

reMOXpoMaTo3
remarornepeOpaibHas JUCTPOdus
oosie3ns [orie

AMHMIIONJ03.



IIpU4YMHBI renaToCcjIeHoOMerajinm

4 )
NHdexkumoHHbIC U

napasurapHsie 3a00/1eBaHUA

MH(EKIIMOHHBIN MOHOHYKJICO03
MaJISIpUS

BUCLIEPAJTIbHBIN JIEUIIIMAHUO3
aJIbBEOKOKKO3

3aTSHKHOM CENTUYECKUN YHIOKAPAUT
cuduuc

opyuemies

a0IOMHUHAJIbHBIN TYOEpKYIE3 U Jp.



IIpU4YMHBI renaToCcjIeHoOMerajinm

-

boJsie3Hn KpoBH U JIUM(POUTHOU TKAHU
-

N

/

I'CM
JIen

nap

OJIMTUYCCKHUEC aHCMHUU
KO3bI

apPOTEMHEMUYECKHI TeMO0JIaCTO3

auMdorpanyaeMaTos U Jp.



IIpU4YMHBI renaToCcjIeHoOMerajinm

-

-

3a0o0J1eBaHUA CePACYHO-COCYAUCTOU
CHUCTEMbI, MIPOTEKAKOIIHME C XPOHUYECKOH
HEJ0CTATOYHOCTHI0 KPOBOOOpAIeHUS

~N

/

MIOPOKH cepAla
KOHCTPUKTUBHBIN MIEPUKAPAUT

XpOHHUYECKas UIIIEMHYECKasi O0JIE3Hb cepalia



JIlnarnocruxka

TiarenbHO U3YUYUTH XapaKTep *Kajlo0, 0COOEHHOCTH aHaMHEe3a (B T.4. CEMEUMHOTI0), IPOBECTH
JIeTanbHOE (PU3NKAIBHOE 00CICA0BAHUE

Crnenyer MOMHUTD, YTO 3a Kpai MpaBoOM JOJIM IIEYEHU MOXKHO MPUHSATH HOBOOOPa30BaHe
YKEITYHOTO Iy3bIPsi, TOJICTOM KHUILIKH, MPABOW MOYKH; KPOME TOTO, OT renaroMerainu
HEO00XOIMMO OTTPAHUYHUTD IeraToITo3.

JuddepenimpoBaTh ICTUHHOE YBEIUUYECHHUE TTIEYEHH OT TUX COCTOSTHUM MO3BOJISIET
MaJIbIIAIMA IEYEHH B PA3JINYHBIX NOJIOXKECHUAX U Y 3U

Jlns pactio3HaBaHus 3a001€BAHUM, POSBIISIIOIINXCS] TPEUMYIIIECTBEHHO TEMaToOMErainen,
BA)KHO [IOMHUTH UX JTUATHOCTUYECKUE KPUTEPUHU

HayuHath AMarHOCTUKY IMPHU rernaroMerajini He0OX0IMMO C BBISIBICHUS OTTACHOU J1JIsI
OKPY>KaIOIIUX MaTOJIOTUU-0€3KENTYIIHON U CTepTOM (POpM OCTPOTO BUPYCHOTO I'eNATUTA.



CBE}IeHI/IH A3 aHAMHE3aA U JUATHOCTHYCCKHU JHAYUMDBIC
KIMHHYCCKUC CUMIITOMBI IIPH TCIIAaTOMCI'AJINHU

KOHTaKTBI ¢ MTHPEKIIMOHHBIM OOJIbHBIM BUPYCHBIM
rCIIaTUTOM.

TiareJbHbIN PACCIIPOC MALUCHTA O:
[IPEAIISCTBOBABIINX IIEPEIIMBAHUA KPOBU U €€ IIpeliaparoB
MMAPEHTEPAJILHBIX MAHUITYJISALIMIX

XPOHHUYECKOM I'€MOINATIN3E

MHOIrOKpaTHbIX UHBEKIIUAX

JlnnTenbHOM IpeObIBaHUM OOJILHOTO B CTALIMOHAPE



CBGI[eHI/IH A3 aHAMHE3a U JUATHOCTHYCCKH 3HAYUMBIC
KIMHUYCCKUEC CUMIITOMBI IIPHU I'ClIaToOMCEIraJinm

TwareJbHbIN paccnpoc NalMueHTa o:

MPUHAICKHOCTh OOJBHOTO K IpyMIlaM pUCKa WJIM HEOIaronpusTHBINA MU AEMUOJOTrHYECKUMA
aHaMHe3 (HaJu4yrue OCTPOro BUPYCHOTO TenaTuTa)

U3MEHEHHE MAaCChI TEIA:
YBEJIIMUEHUE - CTEATOTENATUT, 3aCTOMHOE TTOJITHOKPOBUE NEUYECHU

YMeHbIIIeHHE - TUPPO3 NEUCHH, 3JI0KaYeCTBEHHOE HOBOOOpa30oBaHue, MH(PEKIITMOHHOEC
3a00JIEBAHUE

TsoxecTh ocIe mpreMa Nuiy (Aucrnencus Ha (poHe renaTuTa U Apyrux 3a00JeBaHus ICUEHHN )



CBEI[QHI/IH N3 aHAMHE3a U JTUATHOCTHYCCKHU 3HAYUMDBIC
KIMHHYCCKUC CUMIITOMBI IIPH T'CIIaTOMCIraJinu

Kentyxa (OunmapHasi MpUYMHA FEMaTOMETaIMU — OOCTPYKIIMSI, XOJIaHTUT, OIYXOJIH ).
OTteku Ha HOorax ( KapJIMOT€HHBIE U3MEHEHUSI TIEYEHU WIIU LIUPPO3.)

YnorpebneHue ankorois (renarut, UPPo3).

OTHoIllIEHUE K HApKOTHKaM (3apakeHue Bupycamu remaruta B, C, CITU)

[IprieM renaToTOKCMYHBIX MEAUKAMEHTOB, a TaK)Ke OCCKOHTPOJIbHBIN MpUEM
Pa3JIUYHBIX MEIUKAMEHTOB.

ToxkCHKOJIOTHYECKUI aHAMHE3: TPO(PECCUOHAIBHBIN (ITPOMBIIIJICHHBIN ) WA
OBITOBOIA.

Hamuuwne OCTPOI0 NI XPOHHUYCCKOI'O I'CIIaTUTAa B AHAMHC34.

HacienctBeHHOCTh: HAJIMYUE B CEMEMHOM aHaMHe3€ 3a00JIeBAaHUN TEYEHN
(remoxpomaros, 00Je3Hb BuiibcoHa u 11p.), Yanie 1o My>KCKOM JUHUU



Bonpocsl aHaMHe3a npH CIVICHOMErajauu

briia 11 TpaBMa kxkuBoTa? (IMOJAKancyjlbHas reMaToMa, TpaBMaTuueckasi KUCTa Wiiu
CKPBITBIM pa3phbiB CEIC3HKH )

bbuta 11 00J1b B JIEBOM BEPXHEM KBaJIpAHTE KUBOTA, B JICBOM MMOJIOBUHE FPYAHOM
KJICTKHW WJIH JIEBOM Ijieue? (MPOSIBJICHUE CITOHTAHHOW WJIM TPABMATUYSCKON
MOJKAIICYJIbHOM reMaToOMbl, pa3pbiBa CEIE3EHKHU, U €€ MH(apKTa WK a0cIecca)

[Tlepenocuin i Bel 3a001€Banyst, CONPOBOKIAIOIIMECS TUXOPaaKkon? (AMMYHAas
CIJICHOMET aJIH )

Crpagaetre 1 Bbl anemuei wim IpyrumMu 3a00JieBaHUSIMU KpOBHU? («padbogasi
rUIepTpodus» CEIE3CHKH U3-3a paciaja SpUTPOLUTOB MPU TEMOJIA3E WU
HH(pAPKTE CEIC3CHKH, a TAK)KE CEKBECTPAIUH IIPU IeMOITIO0OMHOIIATHSIX )

IIpoBoauTca Ju Bam xponundeckuii reMmoauaan3? (KOMOMHUPOBAHHAS UMMYHHAas
peakiys Ha MH(PEKIIUKM TUIA CBIBOPOTOYHOIO I'elaTUTa ¢ YCKOPEHUEM pa3pyIIEHHs
SPUTPOLIMTOB U UMMYHHOM PEAKIIMEN CEJIE3HKU HA NHOPOJHBIE TEJIA B BUJIE
(bparMeHTOB CHJIMKOHA, IOIAJAa0IMX U3 CUCTEMbI F'eMOINajin3a B KPOBECHOCHOE

pycJIio)



Bonpocsl aHaMHe3a NP CIVICHOMETraJInuu

Haomonaaucs jiu y Bac kakue-au00 3a001eBanue nevyeHu, renaTuT KEJITYXa?
(Tpancdopmaliys B IUPPO3-MPUIHNHA CTIIICHOMETAJINH )

He 3ameuann ju Bol yBesinuenue gumbarundeckux Jumoysion? (XJIJI win apyrue
numbonponudeparuBHbie 3a00neBanus, CKB)

Haomaronasca jim apTpuT, 0014 B 00/1aCTH Ta300€IPEHHOI0 CYyCTABA B HUKHHUX
koHeuHocTaXx? (PA, cunapom dentu, 0oe3Hb [ o11ie)

He ormeuaete jiu Bl B mocjieiHee BpeMsi ObICTPO YTOMJISIEMOCTH, OABLIIIKA HPH

HArpy3kKe, 0J1eJHOCTH KOKHBIX MOKPOBOB? (ayTOMMMYHHAasl TEMOJIUTHYECKAsi aHEMUs,
neiiko3, XCH).

He 3ameuanu qu Bamm 01m3kue, yto y Bac kpacuoe jJuno? He rosopusu jiu Bam, 9rto
Bama kpoBb «caumkoMm rycras»? He ormeuaere nu Bel 3y Koxku nociie TEIIOM BAHHBI?
(MCTUHHAS TTOJIUIIUTEMUS )

He nepenocuniu iu Bol nankpearut? (IaHKpPEATHUT, paK MOKETYTOUHOM JKeIe3bI-IPHIHHA
TpoMOO03a CEIe3€HOUYHOU BEHBI).



J/InarHocruyeckas oeHKa KJINHUYECKUX,
JIA00PATOPHBIX U MHCTPYMEHTAJIbHBIX JAHHBIX

OneHka KJIMHUYECKOW CUTyallun

Ouenka aHanu3a nepudepudecKoi KpoBu

KoHTpacTHas peHTIT€HOCKOIHS KETYJOUHO- KUILIEYHOTO TPAKTA
DKckperopHas yporpadus

VY3U nevenu, cene3eHkH, OlleHKa MOPTaJIbHOIO KPOBOTOKA
Pannon3oTonHoe CKaHMPOBAHKUE NIEYEHU U CEIIE3EHKHU
KoMnwroTepHast ToMmorpadus

Anruorpadus

CrepHabHasi MyHKIMS, TPENAHOOUOIICHUS KPbLIA MOJB3OITHON KOCTH
buornicust numdarnyeckoro ysna

Jlammapockonus

I[I/IaFHO CTHYCCKasd J1aliapOTOMMU



3aKJIIIOUCHUS:

PasHbie 3a00i1€BaHus MOT'YT UMCTb OAMHAKOBYIO KIIMHUYCCKYIO KAPTUHY, HWICHTHYIHBIC
BHCIIHHC ITPOABJICHUSI.

[Ipu nosiBIEeHWM TUIIEPILIA3MU OpraHa WK TKaHW, HeoOXoguMa OMOIICHs, C TalbHEHIINM
LIUTOJIOTHYECKUM, TUCTOJOoTHYeCcKuM, 1" X — ncciemoBaHueM .

[IpaBribHbIA 1HarHo3- 70% yCcnemrHoro Je4eHus.

Yem pPaHbIIC BbI IIOCTABUTC IWAI'HO3, TCM OOJIbIIIE IIAHCOB Ha BbBI3JJOPOBJICHUC Y



HeaakoroabHbiu crearorenarut (HACT)

« XpoHHYECKOe 3a00JiIeBaHME IMEYEeHH ¢ THCTOJIOrM9eCKIMHA
NMPU3HAKAMH AJKOT0JILHOIO renarura y Jui, He
YHOTPEOJISI0IINX AJIKOT0JIb B 3HAYUMBbIX
rernaToTOKCHYeCKHX /103aX»

Ludwig J., 1980

HACT — craausi HEaJKOI0JbHOM JKMPOBOM 00J1€3HU NEYEHH (
HAKBII) :

: Crearo3 +
HEKPO3/BOCHAJIeHHE

¢pudpo3/uuppos



CraauM TeueHHS HEaJIKOr0JbHOM KUPO
0os1e3Hu neuenu (HAZKBII)

CTEATO3

+

CTEATOTIEINATUAUT

+

CTEATOTIEINATUAUT
PUNBPO3

+

LUMPPO3

¥

OEKOMMNEHCUPOBAHHLIN
LMPPO3 LMPPO3

CTEATOIEINATUT



ITHONATOreHETHYECKHE (PAKTOPDI

IHepsuunbii HACI
OCHOBHOU NATOTCHETHYECKUN MEXAHU3M - HHCYJIMHOPE3UCTEHT
Oxupenne (UMT >30)

CaxapHblii 1uadeT 2-ro TMa

© ®©® ®

I'unepaunuaemMust (0CO0EHHO rHNEPTPUIVIMLIEPHIEMUA)

Bropuunniii HACI'

.HCKa]l)_fTBCHHBIe Ipernaparsbl (aMI/IO,HapOH I'KC, acTporensl, Tamokcu(eH, TeTpaiy
HIIBII, audbenunus, 1uaTHa3EM. .

Cunapom manbadcopOLuM ( LIIEOCIOHATBHBIN IIYHT, PE3EKIMS TOHKOW KHUIIIKHU...)

O]

bricTpas nmoreps maccel Tena
JlnuTenbHOE mapeHTepaibHOE MUTaHue (HecOalaHCUPOBAHHOE MO KUPaM U YIJIEBOAA
CunHapoM U30BITOYHOTO OAKTEPUAIHLHOTO pOCTa

HCV-undexuums (3-i renorun) , BUU- undexnus

A-GeTanumnonpoTenHEMHUsI

JIunonuctpodus

bonesns Bebepa-Kpucuena

© ®©® ® ®© ® ® ® ®© @

boaesnp Buinscona-KoHoBaioBa



DaKTOpHI PUCKA PA3BUTHS HHCYJIHMHOPE3HU CTH

O6pa3 ku3Hu ( O)KUPEHUE )

Cemeiinblii anHamHe3(MHPAPKThI, HHCYABTHI, Al, O)kKupeHue, caxapHblii 11adeT
['unepkaiopuiHOE NUTAHUE

Huzkast ¢puznyeckas akTUBHOCTD

CuHIpOM M30BITOYHOTO OAKTEPUATIBHOTO POCTA B KUIIICUHUKE

['eneTnueckue GpakTopbl



HeaJkoroJibHBIN CTEATOTCNATHUT - NCYEHOYHBIN
KOMIIOHEHT MeTa00IU4YeCKOro CHH/APOMA

Oxkupenue
CHMKEeHHE TOJIEPAHTHOCTH K IVIIOKO03€
I'uneprpurinnepuaeMus

ApTrepuajibHAsA TUNIEPTOHUS

Yacrora crearorenarura npu oxxupennu - 18,5%

Yacrora crearorenarura 0e3 oxupenus - 2,7%



Kiananyeckue nposisjieHuss H

OrcyrcrBue (48%-91%) nau
HeCneUPUIHOCTD K00

I'emaromerajaus

IIpu3Haku MeTad0JIuYeCKOro
CHUHIApOMA



dakTopsl pucka nporpeccupopanusa HACI

NHCYIMHOPE3UCTEHTHOCTD

Bo3pact crapue 45 et

WMT, xeHckui mou

CaxapHblil AuadeT 2 TUIA WIK HAPYIIEHUE TOJEPAHTHOCTU K YIJIEBOJAM
Cootnomenne ACT/AJIT > 1

Hanuuune ¢pubposa B 3 30HE IEYSHOYHBIX JI0JIEK

[Tpucoenunenne HCV undexnmnun



JIuernueckue pexkomenaanuu npu HAZ?KBII u
HACT

[ unokanopumrHas queTa ¢ OrpaHUYECHUEM KUPOB
’KUBOTHOTO npoucxoxacHusd (MeHee 30% ) u yMCHBIIEHUEM
CYTOYHOTO yIIOTPEOJICHUS YIIICBOAOB

( ObICTpPOYCBaBAEMBbIX )

[lommHeHAaCHIIEHHBIE ( oMera 3) JKUpHBIC KHUCIIOThI (Phl0a,
OpEXH )

PacturenpHad KieTuyarka He MeHee 15 T B I€eHb 3a CUET
(GpyKTOB M OBoLIEH. IIpoayKThl, OOrarblec BATAMUHOM A

3e1eHbIM Yal (AHTHOKCHUIAHTHBIE CBOKCTBA )



HpI/IHIII/IHI)I JICHCHHUA HCAJIKOI'OJIGHOI'O
crearoreimarurTa

I'unokanopuiiHag auera (1200-1600 kkaJ) ¢ neabro morepu
5-10% maccshl Tes1a 3a 6 MmecsleB

Du3nyecKkass aAKTUBHOCTH (23PO0HBbIE YIIPAKHEHUS )-CHUKEHU e
CTeaTro3a,yMeHbIEeHHEe HHCYJIHUHOPE3UCTEHTHOCTH

Koppekuusi caxapHoro guadera

IIpenaparsbl ¢ HIUTONPOTEKTUBHBIM H AHTHOKCHIAHTHBIM
NeHuCTBUEM

Ypcoae3okcuxoieBasgs KMCJA0Ta 1 BUTaMUH E
NHCYIMHOBBIE CEHCUTAN3EPHI :
Metdopmun 20 mr/kr 12 mec;

Pozurimrason 4-8 mr/cyr 12 mec;



HacJjeacrBeHHbIM TeMOXpoMAaTo3

OO011ue nmpu3HaKku

*HacnencrBeHHbIN aHAMHE3 (ayTOCOMHO-PELICCCUBHBIN )
*M/XK —10/1
*Bo3spact 40-60 net

CHMIITOMBI

* “bpoH3oBas’ Koxka
 CaxapHblil 11adeT

» Kapanonarus (kapiioMeranusi, cepJieuHas
HEJI0CTaTOYHOCTh, APUTMHH, HAPYIIIEHUE TPOBOIMMOCTH)

e Atpodus simuek
* boiu B )KUBOTE

JlabopaTopHbI€ TaHHBIE

* YBennueHue % HachlleHus: Tpancpeppuna Fe
* VBeIMUYEHUE KOHIIEHTpaluu eppuTrHa

buorncusg neuenu

e Cuziepo3 nevyeHu

o L{IT
Coueranue ¢ IpyrumMu * XOHIPOKAJIBIIMHO3
COCTOSIHUSIMU * ['TIK m

* KpoBonryckanue — 500 mut 1 pa3 B HeJenro
Jleuenue P y p A

» Jlecdhepan




rononorpyxorqi d

Qbneicenne

ATpod U AanNeK,
MMNOTENLMA




IlepBUYHBIA OMJIMAPHBIA HUPPO3

O0mme npu3HaKku

e Kenmuuol — 90%
* Bospact 40-60 seT

CuMITOMBI

* Ko:xHblii 3y1 (4acTo 0e3 :KeJITyXH)
* ['MnepnurMeHTAUMA KOKU

* Ilnapes, crearopest

e KcanTes1a3Mbl, KCAHTOMbBI

e Occaaruu

e ['emaromeraJjusi

JlaGopaTropHble JaHHbIE

« >[I®, >y-I'T

* >AJIT, ACT 1,5-3 N

* 'unepOnupyouHemust
* ['unepxosecrepuHeMust
*>[gM

*>AMA

* J03uHOpUINA

JIlmarnocTuyeckue MeToAbI

e buoncus nmeyeHu

Coueramomuecs 3a00/1eBaHUA

e Cunapom Illerpena 75%

e Cunapom Peiino

e Cxaeponepmus 4%

e Tupeonaur Xamumoro 20%

* PeBMaTouaHbIN apTPUT

e Jlepmaromuosut, CKB

e Heaunakusa, HAK

* XT'H, ITIKA

e OulOpo3MpPYOIIU AJTbBEOJIUT

e Pak M0J104HO keJie3bl B 4,4 pa3 yaie
* [lankpearuyeckass HEAOCTATOYHOCTD
* XKXKb 39%

e Capkouao3







AKEJITYXA IIPU XOJIECTASE




PACYECDI KOYKHU I1PHU XOJIECTASE




KCAHTEJIAZMBbI 11PU XOJIECTASE




KCAHTOMDBDI I1PA XOJIECTA3E
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IlepBUYHBIA CKJICPO3UPYIOIIHMN XOJTAHTHAT

OO01ue Tpru3HaAKH

« M/K —2/1
* Bo3pact 25-45 ner

CUMIOTOMBI

 Kenrtyxa

» KO>XKHBIN 3y

* [Toteps Beca, c1aboCTh

* bonu B nmpaBom noapedepbe

* JIuxopanka (BOCXOJAIINN XOJIAHTHUT)
» 25% acuMITOMHOE TEUCHUE

JlaGoparopHbie TaHHbBIE

« >[[D, >y-I'T, >AJIT, ACT
* D03UHOPUIUS PEIAKO

JIMarHoOCTUYECKUE METOIbI

« OPXIII, MPXT
* buorncug neuenun

Coueraromuecs 3a00JIeBaHUs

« JK

 bosiesus Kpona

* XOJIAaHTUOKapIIMHOMA
 Perponeputroneanbubiii pruOpo3
* UMMmyHOIEPULIUT




Bboae3nb Buibcona-KoHoBajioBa

['enaTroneHTUKYIISIpHAs AEreHepalus

['enaToniepeOpanbHas gucTpodus

- ayTOCOCMHO-PELECCUBHOE 3a00JI€BaHHUE,
00yCIOBIICHHOE AS(PEKTOM OJHOUN U3 MEJIb-
TPAHCHOPTUPYIOIIUX C
HAKOIUIEHHEM MEIU B FOJIOBHOM MO3TeE, IICUEHHU,
IIOYKaX, pOrOBUIIE, CEIIC3EHKE, OpraHax
KPOBETBOPEHUS U JAP.



boJjge3nsr Buiabscona-KonosaJjioBa

OO0mue NpU3HAKHA

I‘HaCJIeIlCTBeHbIﬁ aHaMHe3 (AyTOCOMHO-
penecCuBHbIN)

eBo3pacrt 5-50 et (B cpenHemM — 10 35 JjieT)

CuMnTromMspl

cIlopaxenune neuenu ( crearos, OI, XAI, III)

 [lopa:xxenue IIHC (Tpemop, 1ucToHus,
AU3apTpus, 1ucharus, IMCKOOPAUHALUS,
mu3oppeHonono0HbIi cuaapom, MJ1C)

* Koabuo Kaiizepa-®ieimepa
* AMeHopest
e [ emarypus

* TyOyionarus (moBbILICHHE MOYEYHOU IKCKPECLHH
MO4YeBOM KUCJIO0THI, pochopa, kaabuu,
IJIIOKO3bI)

/lnarnocruka

* Koabuo Kaiizepa-®Dienniepa
* Huskuii nepy/ionjiasMuH CbIBOPOTKH
* IloBBbINICHHUE IKCKPEUHA MEIU ¢ MOYOH

JleueHue

e D-nennuuIJIaMuH




7 days 9 muete

A. Deletion Sp-: arl-du-chat syadrome

! %’; i; E [J, I.‘
- c‘-.

*I
3 yoors cAat

1.AQe 11 )dyears 2 Age: Syears
B Defetion 4p-: Wolf-Hirschhorn syndrome

o
nHae,, M
3. Scheme of phyucalmap of 4p16

- : . s’ - - '~" : -
Pucyrnox 1. Boneaus Bunscona —
Kownopanosa. Bmwonrar nevyern,
OKPACKa remMarTOKCHITMHOM M 20~

amHom, = 200 (no B.T. MeawKkmiy ©
coasr., 2002)



Hacuaencrsennbid remoxpomaro3 (HI'X)

HI'X — HacneacTBeHHOE MHOTOCUCTEMHOE 3a00JIEBAHUE C
ayTOCOMHO-PEISCCUBHLIM THUIIOM HACJICIOBaHUS,
acCcoMMpOBaHO ¢ anTureHom HLA A3.

['eHeTHUECKMI AE€(DEKT NPUBOIUT K YBEIIMUCHHOMY
BcachIBaHUIO xeye3a B JKKT.



IlaTorenes HI' X

1. 130bITOYHOE HAKOILICHHUE KEeJie3a B OPraHu3Me

2. OTJIOKEHHE KeJIe3a BO MHOTHX OpraHax (Ie4eHb, Cepalle,
MOKEITYAOYHAS KEJI€3a, CEIEC3€HKA, CYCTaBbl, IMOJIOBBIC
KEJIE3bI U JIPYTUE SHJIOKPHUHHBIC OPTaHbI).

OCHOBHOE MECTO HAKOILJIECHUS — II€UYECHb.



Kananka HI'X

Ileuens — remaToMeranius, U3MEHECHHE IICUYCHOUYHBIX TECTOB
(MOBBIIICHUE TPaHCAMMHA3 U JIP.), 00N B )XUBOTE,
(hopMHUpOBaHUE HUPPO3a IICUCHU C BEICOKMM PHUCKOM
pa3BUTHSA paKa IICUCHH.

CeneseHKa — CIIJIeHOMeErajud.
[Tomkenynodnas xkene3a — caxapHbIi TUA0eT.
Koska — nurmenTanus (MeJIaHOAEPMMUS ).

Cepane — KapauoMuonaTus (cepieuHasl HEJ0CTaTOYHOCTh,
ApUTMHUN).



Kanaunka HI'X

IToJs10BBIC KeJIe3bl — AMEHOPes! Y KEHIIMH, UMIIOTCHIUS Y MY2KYMH,
aTpo(us MOJIOBBIX KeJIe3.

CycraBsbl — apTponaruu no Tuny aprpanarui yame I-111 msicTHbIX
CYCTABOB C OTJIOKeHUeM nupodocharos.

JInarnocruka

N3MeHeHre 00MeHA xesie3a — MOBBIIICHHE YPOBHS
CbIBOPOTOYHOIO KeJie3a, peppuTHHA, 0011l
7KeJIe30CBA3bIBAIOIIEH CIIOCOOHOCTH CHIBOPOTKH.

buorncus nmeyeHu ¢ OKpPacKkou Ha xkese3o nmo Illepciay u
omnpeaeJeHUs COAEPKAHUA B MEUYCHHU KeJle3a



Jleuenune HI X

KpoBonyckaHus exxeHeneIbHbIE

Tepanus xesaramu keJjie3a




boJuae3nn I omie

OTtHOCHUTCS K TpyIne 00JIE3HEH HAKOIIJICHHS.

10 3a00JIEBaHUE C Ay TOCOMHO-PELIECCUBHBIM THIIOM
HaCJICJOBAHUS.

B 0CHOBHOM JICKUT AeUIIUT (pepMeHTa
IIIFOKOIIepeOpo3uga3bl U HakorieHue B POC
IroKo3uianepamuaa. I1locneqHum HakanjiIuBacTCA
IIPEKAC BCETO B KJICTKAX IICUCHHU, CCIIC3CHKH,
KOCTHOI'O MO3ra.



Kanauka 0oJie3nu I oie

XpoHuueckas (hopma y B3pOCIbIX (4aCTO BCTPEUACTCS Y CBPEEB-
AIlIKUHA3H )

- be30one3HeHHas CIICHO- M renaToMeraivs

- AHeMus

- OcTenopo3, nepeaIoMbl KOCTEU

- YMEpEHHOE YBEJINYCHUE TPaHCAMMHA3 U LIEI0YHOM (pocdaTaszbl
- L{uppo3bl NeYeHU ¢ NOPTAIBLHOW TUIIEPTEH3UEN

Y MIIQCHIIEB U IETEM CTAPIIETO BO3pACTa — MPEUMYILIECTBEHHO
HEBPOJIOTMYECKAasd CUMIITOMATHKA ¢ HEOJaronprusTHLIM
IPOTHO30M.



JInarmocruka 0oj1e3nu Iomre

= ONIPEJICTICHNE AKTUBHOCTH TJIFOKOIIEpEOpPO3u1a3hl B
MOHOHYKJIEapax KpOBH

- OOHapykeHMe KJIeToK I o1lle B Ma3KaxXx KOCTHOTO MQ3ra HJju
ouoIrrrarax reuYcHu

Knerku [ome — uMeroT 0BaJIbHYI0 WIN MOJUTOHAILHY IO
dbopMy 1 1Ba mim OoJiee saapa, OTTECHEHHBIX Ha
nepu@epuro U OTACICHHBIX APYT OT Apyra (uOpULIaMHu.



Jle(pMIIUT 01 — AHTUTPUIICUHA

YMepeHHa}I IerraromMerajiamvsd, ClIrJiCHOMCT aJINA.

MeJkoy3J/10BOU 1IUPPO3 MEYEHU C KEITYXOU
X0JIECTAaTUYECKOIO THUIIA.

[TaTonorust APyrux OpraHoB: paHHASA SM(pHU3EMa JIETKUX,
MeMOPaHO3HO-MIPOIU(PEepaTUBHBIN ITIOMEPYIOHE(DPUT,
(GHOPO3 MOHKETYIOUHON HKEIIE3HI.



Cunapom bagga-Kuapu

3aTPYAHEHUE OTTOKA BEHO3HOU KPOBHU OT IIEUYECHU,
00yCJIOBIICHHOE TPOMOO30M KPYHHBIX IIEUCHOYHBIX BEH C
pacIpoCTpaHCHUEM Ha HUXKHIOIO IIOJYIO BEHY.

ITUOJIOTUSI
- BpOXKJCHHA ITaTOJIOTHs YCTUH IE€YEHOYHBIX BECH;

- IOBBIIIICHHAS CKJIOHHOCTh K TPOMOOOOPa30BaHMIO —
TpoMOOGb NS (MCTUHHAS HOJIULMTEMUS U IPyTrye
MHEJIONPOJIM(pEepaTUBHEIC 3a00JICBaAHMS,
apoOKCU3MaabHas HOYHAsI TEMOITIOOMHYPHS



Cunapom bagga-Kuapu
CepnoBUIHOKICTOUHAS aHEeMUs, aHTU(OChOIUITHN THBIN
CUHIPOM, OEPEMEHHOCTD);
- IpUEM OpPaIbHBIX KOHTPAICIITUBOB;
- TpaBMa >KHUBOTA;
- THOMHBIE IOPAXKEHUS [ICUCHMU,

-3JI0Ka4€CTBEHHBIC HOBOOOPA30BaHUS B 00JIaCTH ICUYCHOYHBIX
BEH (paK IEYECHHU, ITOYKH ).



Cunapom bagga-Kuapu

Mopdoiorus: TpoM003 IEYCHOYHBIX BEH, YBEINYCHUE
[ICYCHH, CHHYCOMIAJbHBIN OTEK, aTpOo(Qus 1/UIn
AECTPYKIHUS TE€MaTOIMTOB, PrOPO3, y310Bas
pereHepalus, HapyIleHUE ApXUTEKTOHUKHU, TTOpTajdbHas
TUNEPTECH3USA, CIUIECHOMET AN, ITOPTO-CUCTMHbIE
aHACTOMO3bI, BTOPUYHBIA TPOMOO3 BOPOTHOM BEHBHI,
aCIIUT.



Cunapom bagga-Kuapu

Knunuka: 00116 B )KUBOTE, OOJIC3HEHHAA I1aJKast
YBEJIMUCHHAA MIEYCHB, CINICHOMET AN, cliadasi
KEJITYXa, BBIPAXKECHHBIN ACIIUT, YCTOMYUBBIN K JICHEHHUIO.

Hauano: octpoe (MOJIHUEHOCHOE), IOAOCTPOE,
XpoHHu4eckoe. TpomM003 HHKHEH MOJI0N BEHBI: OTEK
CTCHKH JKMBOTA, HOT, M3BUTHIC BCHBI, IOJHUMAIOIIHECS
OT Ta3a BBEPX MUMO ITyIKa K peOSPHOMY Kparo



JledeHue

[TopTOoKaBaJIbHBIM aHACTOMO3 OOK B OOK, TpaHCILIa
MIEYCHHU, aHTUKOATYJISIHTBI U (DUOPHUHOIUTUKH.



Cunapom Deitu

PeBMaTOUIHBIM apTPUT + CIUIEHOMET AU + JIEUKOIICHUSA
bone3ns Ctuiuia
B paMKax FOBeHWJILHOTO PA (1o 16 ner):

JUXOPAAKa, ChIlb, CITICHOMET AN, TUM(DaACHONAaTHs, CEPO3UT,
BBIPAKEHHBIA HEUTPOPUIIbHBIN JIEHKOIIUTO3 PD 00BIYHO
OTCYTCTBYET.

bone3np Ctuiia

B3pPOCJIOTO THMA: CEPOHEraTuBHBIM PA, TMxopaaka, BEIPAXKCHHBIC
CUCTEMHBIE IIPOABIICHUSI



Pak nmeueHnn

Pazaunuaror

- nepeudHble onyxojiu neveHu,

- BMOPUYHbBIE, Memacmamu4ecKue.
IlepBUYHBIN PaK MEYCHH M0 KJICTOYHOMY THUILY JCJTUT

I'emaroue/UIHOASIPHBIN (rermaromMa) — UCXOIUT U3
MEYECHOYHBIX KJIETOK (TEMAaTOIUTOB).

XO0JTAHTHOUEJUTIOJIAPHBIN (X0JJAHIMOMA) — UCXOIUT 13
SMUTEINS KETUYHBIX IIPOTOKOB.

CMennIaHHDBIM.

Yamne BcTpedaeTcs renaroMa (renaToueuIroIspHast
KapIIHHOMA).



dopma pocTa OIyXoJu

- HOIlyJIﬂpHaﬂ — Onyxojib cocmoum us OOIbUIUX V37106, OKPYHCEHHbIX HEUSMEHE

- Inddy3nas popma — xapaxmepuzyemcs MHOCOYUCIEHHBIMU ONYXOAE8bIMU V31
3AHUMAIOUWUMU BCIO NEYEHb.



Pak nmeueHnn

Kanauka remaToMbl HA (hoHEe HEN3MEHECHHOU 1IN
NMEeYeHU

Kopomxuti anamnes, 6onv 6 6epxnux omoenax sHcueomad
JIUXOPAOKQA, NPO2PECCUPYrOudas ciabocms, 2enanmom
U naibnupyemas Onyxoib.

Pazmepwvl neuenu 6oicmpo napacmarom, Kpau ne4eHu nio
HEePOBHDIIL.

[lo30Hue cumnmomui: Hceimyxd, acuyum, paciduperue
NO6EPXHOCMHBIX 6€H JHCUB0MA.



Paxk neuenn

Huppo3 — pak:

J[numenvHwlil neueHOYHbIU AHAMHE3 C HE3ANHbIM VXY
meueHus 3a001e8anusl — pe3xkue 6oau 8 ooiacmu n
3HAUUmMenbHoe U bbicmpoe ygeiuyerue neueHu, He
HOCOBble KPOBOMEUeHUs, pehpaKmepHblil ACUUm.



JIlnarHocTuka paka nme4eHu

- PAAYOHYKIIMIHOEC CKAHUPOBAHUE TICUCHU
- V31

- KT

- OMoIICHsl, JJanapoOCKONus ¢ OMoIcuei

- CeJICKTMBHAs 1ieIrakorpadus

- oOHapyxeHue o-deromnporenna (> 1000 ur/mi),
KapIIHHOAMOPHOHAJIBHOIO aHTUI'CHA.




CIIACHUDBO 3A
BHVMAHHE!



