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CIIMCOK COKPAIIIEHUH

OII -Octpsie nopdupuu

OIIIT - OcTtpas nepemesxarorasicst mopdupus,
HKII - macnencTBeHHast Komporoppupus.
BII - Bapuerarnas nopdupus
[1bI'-nop¢obunnHoreH

AJIK — aMMHOJIEBYIMHOBas KMCIIOTA

HIIBC — necrepougnbie

HCV — Bupychsiii renatuta C

HBV- Bupyc renarura B
CMV-uutomMeranoBupycHasi MHQeKIus
A/II'- anTHIMYypeTUYECKUI TOPMOH (Ba30NPECCHH)
OJIH - ocTpas pixaTeiabHasi HEJOCTATOYHOCTD
TB/ - TpaxeoOpoHXHATIEHOE AEPEBO

IIBK - nmeHTpanbHbIii BEHO3HBIN KaTeTep
KKT - xeny104HO-KIIEYHBIA TPaKT

A/l - aprepuaibHOE JaaBJICHUE

AT - apTepuasibHas TUIIEPTEH3HS

UMH - 4epenHOo-MO3roBbl€ HEPBBI

[IIIP — momumepasHas UenHas peakius
JIHK — ne3kcu-puOoHyKIEeHHOBAsK KUCIOTA
ITA - mnazmadepess

I'1 - remoauanus

I'’1® - remoauaduibTpaus
XIIH — xpoHHueckas royeqHasi HeJ0CTaTOYHOCTh

I'HPI'- roHaAOTPONIMH-PUIUZUHT TOPMOH



1. METOAOJIOT'UA CBOPA TOKA3SATEJIBCTB

MeToabl, MCIIOJIb30BAHHBIE ISl cO0pa / ceJIeKIIUM J0KA3aTeIbCTB:

HOI/ICK HYGJII/IKaL[I/Iﬁ B CHGL[I/IaJII/IBI/IpOBaHHBIX Hepnonnqecxnx IICYAaTHBIX HU3JAaHHUAX C
uMmakT-pakropom > 0.3;

[Touck B 2NIEKTPOHHBIX 0a3aX JaHHBIX.

ba3bl JaHHBIX, HCNIOJIB30BAHHBIX ISl cO0pa / ceJIeKIUM 10KA3aTeJIbCTB:
JlokazaTenbHON ©0a30i Jis PEKOMEHAANMN SBISIOTCS MyONHMKAIlMHM, BOIICAIINE B
KoxpaitnHoBckyto 6ubnmorexy, 6a3sl nanabix PUBMED u MEDLINE. ['myOouna moucka
coctapsa 30 ner.

MeToabl, HCIIOJIb30BAHHBIE JIJISI AHAJIH3A I0KA3ATeJbCTB:
e O0630psI ONTYOJUKOBAHHBIX METa-aHAIH30B;
e CucremaTudeckre 0030pbl C TAOIUIIAMHU JJOKA3aTEIIbCTB.

Metoabl, HCIIOIBb30BAHHbIE JJIs1 KA4YeCTBA H CHJIbI J0KA3aTe/IbCTB:
e KoOHCEHCYC 3KCIIEPTOB;
e OneHka 3HAYMMOCTH JI0Ka3aTEIbCTB B COOTBETCTBHMM C PEUTHHIOBOH CXEMOM
JoKa3zarenbcTB (Tadm.1).

Tabmuna 1.
PeiliTunrosasi cxema JIJ11 OIEHKH CHJIBI 10KA3aTEJILCTB

YPOBHM 10KA3aTENBCTB

Onucanue

1++

Merta-aHanu3pl  BBICOKOTO  KadecTBa, CHUCTEMaTHYecKue 0030pbl
PaHIOMU3UPOBAHHBIX KOHTposHpyembix wuccieaoanuit (PKUW), wium
PKU ¢ oueHb HU3KUM PUCKOM CHCTEMAaTHUYECKHX OMIMOOK

1+

KauecTBeHHO TpOBeEHHBIC METa-aHATN3bI, CUCTEMATUYECKUE 0030pPbI
i PKU

Mera-ananu3bl, cuctemaTudeckue o0030pbl wium PKM ¢ BeICOKHM
PUCKOM CHCTEMATUYECKHX OIMNOOK

2++

BbICOKOKaUeCTBEHHbIE ~ CUCTEMaTHYECKHE  0030pbl  HMCCIEIOBAHUMN
CIIy4al-KOHTPOJIb WM KOTOPTHBIX MCCJIEAOBAHMM C OTCYTCTBUEM WU
OYEHb HU3KUM PUCKOM 3()P()EKTOB CMEIIMBAHUSA MM CUCTEMAaTHYECKUX
oIMOOK M BHICOKOM BEPOSTHOCTHIO NPUYMHHON B3aUMOCBS3H

2+

XOopomo  MPOBEICHHBIE  HCCIEIOBAHUS  CIYy4Yal-KOHTPOJIb  WJIU
KOTOPTHBIE UCCIIEOBAHMS CO CPETHUM PUCKOM d(PPEKTOB CMEIINBAHUS
WIM CUCTEMATUYECKUX OIIMOOK U CpelHel BEpOSTHOCTHIO MPUUMHHON
B3alMOCBA3HU

HccnenoBanus ciiydail-kOHTPOJIb WM KOTOPTHBIE MCCIEIOBAaHUS C
BBICOKUM PUCKOM 3((}EKTOB CMEMIMBAHUS WM CHCTEMaTHYECKHX
OIMOOK U CPeAHEH BEPOSATHOCTHIO MPUYNHHON B3aMOCBSI3H

He ananutnyeckue nccnegoBanus (ONMUCAHMS CIIy4aeB, CEpUd CITy4aeB)

MHeHue S3KCIepToB




MeTtonoJiorust pa3padoTKu peKoOMeHaluii

Onncanue METOMMKH aHAJIM3A J10KA3ATEJIbCTB U Pa3padoTKU peKOMeHIAMIi:
I[Ipu orbope mnybOnuKanuii, Kak TMOTCHIMAIbLHBIX HWCTOYHHKOB JIOKA3aTEIbCTB,
WCIIOJIH30BaHHAS B KAXJIOM HCCIICIOBAHUW METOJIOJOTHS M3ydaslach JJISI TOTO, YTOOBI
y6€,[[I/ITBC$I B COOTBECTCTBHUU €€ HpI/IHI_II/IHaM I[OKaSaTeHBHOfI MCEAUITUHBI. Pe3yanaT
M3y4YeHUs BIMSJI HAa yYPOBEHb OKA3aTEIIBHOCTH, MPUCBAWBAEMBIA IyOJMKAIlMH, YTO B
CBORO Oqepem) BJIMACT HaA CI/I.]]y, BBITCKAKOIIINX U3 HEC peKOMeHI[aLII/II\/JI.
Merononornyeckoe  u3ydeHue  (OKycHMpoBajoch ~Ha  OCOOCHHOCTSX  JM3aifHa
HUCCIICOOBaHU, KOTOpLIe OKa3bIBaJIn CYH_IGCTBGHHOG BJIIMSIHHUEC HA KAYECCTBO pesyanaTOB 148
BBIBOJIOB.
C uenpl0 HUCKIIOYEHHUS BIMSHUS CYOBEKTHUBHBIX (DaKTOPOB Ka)kJI0€ HCCIIEIOBaHUE
OIICHUBAJIOCh HE3aBHCHMO, KaK MHUHHUMYM JIByMsI HE3aBUCHUMBIMHU WICHAMH aBTOPCKOTO
KOJUIeKTHBa. Pa3nuuus B OlEHKE OOCYXJaducCh Ha COBEIIAHUSAX pabodell TpymIisl
ABTOPCKOTO KOJUIEKTHUBA JJAHHBIX PEKOMEHIAITUH.
Ha ocHoBaHuM aHanmm3a JOKa3aTENbCTB IMOCIIEIOBATETHFHO OBLTH pa3padOTaHbl pa3JIeibl
KIMHUYECKUX PEKOMEHAAIMNA C OIIEHKOW CHJIbI B COOTBETCTBHHM C PEUTHMHTOBOM CXEMOW
pexomeHpanuii (Tadm.2).

Metoasbl, HCIIOIL30BAHHbIE 11 (POPMYIMPOBAHUSA PEKOMEHIALMIA:
e KOHCEHCYC 3KCIEPTOB;

e OneHKa 3HAYUMOCTH PEKOMEHAAIMHA B COOTBETCTBUM C PEUTHHTOBOM CXEMOH
(Tabn.2)

Taoauna 2.
PeliTuHroBasi cxema /Iisi OHEHKH CHJIbI pekoMeHaaumid [13]

YPOBHM 10KA3aTENBCTB Onucanue

Pexomenaanum OCHOBAHBL:

110 MEHbIIEH Mepe, Ha OJIHOM MeTa-aHaJlu3e, CUCTEMaTHUeCKOM 0030pe
umu PKU, ouenenHsix kak l++, HampsiMyr0 NMPUMEHHUMBIX K LIE€JIEBOM
MOMYJISILMY M JEMOHCTPUPYIOIIUX YCTOMYUBOCTD PE3YyIbTATOB

WIH

TpyNIe J0Ka3aTelabCTB, BKIIOYAIOUIMX pPE3YJIbTaThl MCCIEAOBAaHUM,
OLICHEHHBIX KaK 1+, HanpsAMyl0 NPUMEHUMBIX K 1I€JIEBOM MONYJALUN U
JEMOHCTPHPYIOIIUX OOy YCTOWYMBOCTh PE3yJIbTaTOB

PexomMenmanmyu oCHOBAHLI:

Ha TPYyNIe J0Ka3aTelIbCTB, BKIIOYAIOIIUX PE3YJIbTAaThl HCCIEIOBAHUM,
OLICHEHHBIX KakK 2++, HalpsIMYIO0 MPUMEHUMBIX K 11€JIEBOM MOMYJIALNHA 1
JEMOHCTPHUPYIONTUX OOIIYI0 YCTONYMBOCTH PE3yJbTaTOB

50)071

AKCTPAaNOJIMPOBAHHBIX JI0KA3aTEJIbCTB W3 HMCCIEIOBaHUM, OIEHEHHBIX
Kak 1++ wm 1+

Pexomenmanum oCHOBAHLI:

Ha TpYIIE JI0Ka3aTeIbCTB, BKIIOYAIOIIUX PE3YJIbTaThl HCCIIEIOBAHUMI,
OIICHEHHBIX KaK 2+, HAMpsSMYIO MPUMEHUMBIX K IEJICBOU MOMYIISINN 1
JEeMOHCTPHUPYIOIIUX OOIIYI0 YCTOWYHBOCTH PE3YIbTaTOB

HIIH

BKCTpaHOHI/IpOBaHHLIX J0Ka3aTCJIbCTB U3 HCCHCHOBaHHﬁ, OLCHCHHBIX
Kak 2++

PexoMeHany oCHOBaHbI Ha JOKa3aTeNbCTBaX ypoBHS 3 wiu 4
WIH




SKCTPANOJIMPOBAHHBIX JI0KA3aTEJIbCTB W3 HMCCIEIOBAaHUM, OIEHEHHBIX
Kak 2+

Nuaukatopsl 1o0pokadyecTBeHHOM KJaMHHYeckoil npakTuku (Good Practice Points
— GPPs):

JloOpokauecTBeHHasi TMpaKTHUKAa PEKOMEHJAIMK OCHOBBIBACTCS Ha KBAIM(UKALUN U
KJIMHUYECKOM OIIbITE aBTOPCKOI'0 KOJUIEKTHBA.

MeTo10/10TUsI BAJIUAM3AIUU PEeKOMeH AU

MeToabl BAJIUAM3AIMU PEKOMEHIAIHIi:
e BxemHss skcriepTHas OLCHKA;
e BHyTpeHHs dKCIIEpPTHAS OLICHKA.

Onucanue MeTOAMKH BAJIMAU3ALUN PEKOMEHIANM:

Hacrosmme pekoMeHaanuu B MpeaBapUTENIbHON BEpCUU OBbUIM PELEH3MPOBAHBI HE3aBUCUMBIMU
JKCIIEpTaMU,  KOTOPHIX  MOMPOCUIM  MPOKOMMEHTHPOBATh,  HACKOJIBKO  KAaue€CTBEHHO
MHTEPIPETUPOBAHBI JOKA3aTENbCTBA U Pa3pabOTaHbl peKoMeHJaluu. Takke Obula MpoBeleHa
AKCTIEPTHAs OL[EHKA U3JI0KEHUS PEKOMEHIAllUi U UX JTOCTYIMHOCTHU JJIsl HOHUMAaHUSI.

[IpenBaputenbHble  BEpPCHM  PEKOMEHAAIMN  HEOJHOKPATHO  MPEACTABISUIACH U
o0CyXKJaich Ha HAYYHBIX Te€MATOJOTMYECKUX KOH(MepeHIHsIX U 3acemanusx Paboueil rpymmbl
no XpOHHYECKOMY MHENONEHKO3y U JAPYTruM MHeNIonpoirndepaTUBHbIM  3a00J€BaHUSAM
HarmponansHOro reMaroaoruueckoro o0IecTsa.

[lommyyeHbl KOMMEHTapuU CO CTOPOHBI BpauyeH-reMaTosioroOB aMOyJaTOPHOTO U
CTAllMOHAPHOTO 3TalOB B OTHOIICHHH JOXOJYUBOCTH M MX OLEHKH BaKHOCTH PEKOMEHJALUMA
KaK pabo4yero MHCTPyMEHTa MOBCETHEBHOM MPAKTUKH.

Pexomenparmu oOCyXJeHbl M OJOOPEHBI BEAYIIMMH CIEIHATUCTaMU TMPO(UIBHBIX
®denepanbHbIX HEHTPOB PO 1 mpakTUUECKUMU BpayaMu.

3ameuaHusi M KOMMEHTapuu,  MOJyYE€HHblE  OT  JKCIEPTOB,  TIIATEIHHO
CUCTEeMATHU3UPOBAINCh U OOCYKJAJIMCh aBTOPCKUM KOJUIEKTHMBOM. Ilpu HeoOxomumoctu
MIPOBOAUIIOCH BHECEHNE U3MEHEHUI U JTONIOJIHEHUN B TEKCT PEKOMEHIALIHA.

OxoHuaTe/IbHAS peJaKuus:

Jl1si OKOHYATeNbHOM pelakluu M KOHTPOJIS KayecTBa PEKOMEHAALUU ObUIM IOBTOPHO
NPOaHAJIM3UPOBAHBI WIEHAMH aBTOPCKOTO KOJUIEKTHBA, KOTOPbIE MPHUILIM K 3aKIIOUEHHIO, YTO
BCE CYILECTBEHHbIE 3aMEuUaHHMs M KOMMEHTapuUU O3KCIEPTOB MPUHATHl BO BHHUMAaHHE, PUCK
CHCTEMaTHYECKUX OIIMOOK MpH pa3paboTke CBEJCH K MUHHUMYMY.

[locnennue w3MeHeHHMs M OKOHUYATENbHAs pPEJAKUUs MAHHBIX pEeKOMEeHAauuil Obuin
paccMoTpeHsl U yTBepxkaAeHbl 29 mas 2013r. Ha 3acenaHuud DKCIEpTHOM rpymmbl 1o Penkum
3aboneBanusaM otaeneHust Opdannsix 3a6onesanuii ®I'bY 'HI[ M3 CPO




1. OIIPEAEJIEHHUE

Octpbie mopdupuu (OII) - rpynmna 3aboneBaHuii, OOYCIOBIEHHAS HAPYIICHUSIMHU
noppupuHOBOr0o oOMeHa. B 3Ty rpymmy BXOIAT: ocTpas NepeMexaromiasics mopdupus
(OIIIl), wnacnenctBennas xompornopupus (HKII), Bapueratnas mnopdupus (BI) u
nopdupusi, oOycClIOBIEHHAs OePUIIMTOM JOeTHUApaTa3bl O-aMHUHOJEBYJIUHOBOW KHCJIOTHI.
OCHOBHBIMU OCOOCHHOCTSIMU, OTIMYAIOIIUMHU ITH HO30JIOTHYeCKHe (PopMbI OT apyrux (hopm
noppupHii, SBISIOTCSA: TpeodiamaHue cpeau JadopaTOPHO OIPEACIIIEeMbIX METaO0O0JUTOB
NPEIIECTBeHHUKOB ~ mopdupuHoB, a wuMeHHO mnopdodmnunorena (IIBI) wu  &-
amuHoNeByIMHOBON KucioThl (AJIK), u ObicTpo mporpeccupyroliee KINHHYECKOE TCUCHHE
3a0oneBaHus. B OCHOBE pa3BUTHS TMATOJIOTHYECKHX MPOIECCOB MPHU JTIOOBIX HAPYIICHUSX
nopUPUHOBOTO OOMEHA JIGKHUT HEJOCTATOYHOCTh ()EPMEHTATUBHOW aKTUBHOCTH OJIHOTO W3
dbepMeHTOB B MHMKIEe OWOCHMHTE3a Trema, MNPHUBOJAMIAs K HW30BITOYHOMY HAKOIUICHUIO
MeTa0O0JINTOB, CHHTE3UPYIOIINXCS BBIIIE MecTa 0JI0Ka B MU MOPPUPHUHOBOTO OOMEHa.

3. AIIMAEMHUOJIOI' U1

Octpble moppupuu HE SBISIOTCA HSHASMUYHBIMU 3a00JIEBAHUAMU U C TPUOTH3UTEIHHO
OJMHAKOBOM 4YacTOTOM BCTPEUYAIOTCA BO BCEX perdoHax 3emMHOro mapa. Yacrora
BCTpeyaeMocTu nophupuii umeer Takoe cooTHomeHue (kareropus C):

. [To3auss KoxkHAsE TophUpus: 15-20 : 100000 (mpuBeneHa st CpaBHEHUS )
- Octpas nepemexatomiasics noppupus:  5-10 : 100000

. Hacnencreennast konpornophupwsi: 3-5: 100000

. Bapueratnas mopdupus: 2-3: 100000

[lpuBeneHHAsT CTaTUCTHKA BEpHA Uil CIIydaeB, IMPOSBUBIIMXCS Ha KIMHAYECKOW CTalWH.
['oBopsi 00 3HAEMHYHOCTH TOp(UPUNA, HEOOXOAMMO TMPHUHATH BO BHHUMAHHE BO3MOIKHBIE
0COOEHHOCTH, CBOMCTBEHHBIE JIUISI JAHHOTO reorpaduyeckoro peruoHa.

ITO MOTI'YT OBITh:

- KIumMamuieckue yclous — TPOINYECKUE IMUPOTHI (MOBBIIICHHAS WHCOJSIHS MTPOBOIUPYET
dbopMeI ¢ HoTOIEPMATO30M);

-9mHUYecKue, KyIbmypHble — mpaouyuu (M30BITOYHOE noTpedIeHue AJIKOTOJIA,
OJIM3KOPOJICTBEHHBIC OPAKK);

-eeoepaghuueckue uzonamel (B TPYAHOAOCTYIHBIX HACENICHHBIX IIYHKTaX Opakd MexIy
KHUTEJSIMA KOHIICHTPHPYIOT TEHETHUECKYIO MATOIOTHIO).

TUNUYHBIME IPUMEpPAaMH MOTYT OBITh BBICOKAs KOHIIEHTpauus oTaenbHbix Mytanuii Ol Ha
ceBepe llIBenuu m Heckonpkux Mytanuii BIT cpenu Gemoro nacenenus FOAP — mpumepst
apdexTa ocHoBaTtens. TeM He MeHee, YacTOTa paclpeiesieHHss MyTallil Be3le MPUMEPHO
onuHakoBa. OOpa3oBaHME HOBBIX MYyTalMi, Kak IPAaBHUJIO, TOXKE HEBEIIMKO, HANPHUMEp, MpHU
OIIII de novo 3%.

4. OTUONMATOI'EHE3.

Pa3Butne pasnuuHbIX GOpM MOpGHUPHI CBSI3aHO C HAPYIICHUSIMU B IMKJIE OMOCHMHTE3a remMa u
uMmeeT oOuie uyepTel. B ocHOBe pa3BUTHA KaxIoW (OpMBI MOpHUPHUU JIEKUT TEHETHUECKH
00YCIIOBIICHHOE CHIDKEHHE WM OTCYTCTBHE AKTHBHOCTH ONpEAEIEHHOTO (epMeHTa B IENH
OMocuHTe3a TeMa, B pe3yJabTaTeé Yero IMPOUCXOAUT H3OBITOYHOE HAKOIUICHHE MPOIAYKTOB



nop¢upuHOBOTO OOMEHa nmepen CTYNeHblo, TAe HaxoauTcs nedeKTHbi sH3uM. [lpu
TOKCUYECKNX KOHIEHTPALUAX MPOSBISETCS KIMHUKA Ooyie3HH. ['eHbl (epMEHTOB pacIoyioKeHbI
Ha pa3sHbIX XpOMOCOMAX W HC HMCIOT I‘pyr[HOBOI‘/JI CHCIIJICHHOCTH. CHIXeHUEe aKTUBHOCTHU
depmenta 10 50% OT HOPMBI MOXKET HE UMETh KIMHUYECKHUX MPOSBICHHIA.

4.1. UaayKkuuoHHbIe (PAKTOPHI M UX POJb

IIpu OIl peanu3oBaTh TI'€HETUYECKOE HOCHUTENBCTBO M CHPOBOLUPOBATH KIMHUYECKYIO
MaHudecTauoo 3a00JIeBaHUsl MOTYT WHAyHHpyoomue (mopbupuHoreHnsie ¢aktopsl). K
HUM OTHOCsTCS (Kareropus D):
aJIKOTOJTb
nexapctBeHHble mnpenapatsl (HIIBC, ©6apOutypatsl, 1ehanocrnopuHsl
CyibhaHUIaAMUIBI U JP. CIHUCOK KOTOPBIX MPEICTABICH B MPUIOKESHHUH )
MEHCTPYaAJIbHBIH UK, OepeMEHHOCTS (Y JKEHIINH )
MHCOJISLUS
OakTepuanbHbie U BUpycHbIe nHpekmn (ocooenno HCV, HBV, CMV)
TUTOTIMKE MU

[Tepeuncnennple (akTOpbl NMPUBOAAT K TOBBIIMIEHHOMY IOTPEOJICHUIO KOHEYHOTO MPOAYKTa
UKJIa OWOCHMHTE3a — reMa (HampuMmep, aKTHBallUs CHCTeMbl IuToxpoma P-450), mubo
OKa3bIBAIOT HEMOCPEACTBEHHOE CTUMYJIHMPYIOIIee BO3JCHWCTBUE HA aKTUBHOCTh TIEPBOTO
dbepmenTa ukia OuocuHresa — cuHTerasbl O-AJIK, 4To MPUBOAUT K MOBBILICHHUIO €€ aKTUBHOCTHU
(HampuMmep JAeWCTBHE MPOTeCTEpPOHA), B pe3ylbTaTe 4Yero YCKOpsieTcs CHHTE3 BCeX
MPOMEKYTOUHBIX TPOAYKTOB MeTabonu3ma mnopdupuHoB. Ha srtame ydactus nedekTHOTO
dbepMeHTa HauMHAETCsl U30BITOYHOE HAKOIIEHHE METa0OJIUTOB B TOKCHUECKHUX KOHIIEHTPALMSIX,
YTO MPUBOAUT K 00ocTpenuto 3adoneBanus. [Ipu OIl uzbpitounoe Hakoruienue o-AJIK u 16 B
TKaHAX MTPUBOIUT K CCFMGHTapHOfI ACMUCIIMHU3AlM HCEPBHBLIX BOJIOKOH C HApYUICHUCM
HEPBHOM MPOBOAMMOCTU. TOKCMYECKOMY BO3JEHCTBUIO TOABEPKEHBI BCE OTHEJbl HEPBHOM
CUCTEMBI YEJIOBEKa.

4.2. IlopakeHue HEPBHOW CHUCTEMBI

Ilepughepuueckasn cencopHo-momopuas noauxeluponamus SBISETCS CIEACTBUEM BTOPUYHON
JNEMHUENIMHU3AIUN HEPBHBIX BOJOKOH.

Bogneuenue e6ecemamugnoil HepEHOll cucmeMyl SIBISETCS CIEACTBUEM TOPAKECHUS
a0/TOMUHAIIBHBIX BETCTaTHBHBIX CILUICTEHUH U COMPOBOXKIACTCS CIIAa3MOM COCYIOB OpBDKEHKH
U HAapYHICHUEM MOTOPUKH KHUIICUYHHKA. OCHaGHeHI/Ie AKTUBHOCTHU 1N. Vvagus MNPHUBOJIUT K
NPEUMYIIECTBEHHOMY BIUSHHUIO Ha CEPJICUHO-COCYTUCTYIO CHCTEMY CUMIIATUYECKOTO OT/AeTA.
Takxe B MaToreHe3e OTMEYCHO JCCITHKPATHOE YBEITUYCHHEM JKCKPEIHH KaTeXOJIAMHHOB U
HapymeHne GyHKIIMU 0apo-perenTopoB apTePHATHHBIX COCY/IOB.

Hapywenue ¢ynxkyuu yenmpanonoti Hepenoti cucmemyl ABISETCS CIEACTBUEM TOKCHUYECKOTO
BO3/ICHCTBUS MPE/IIIECTBEHHUKOB MOP(MUPUHOB HA HEHPOHBI TOJIOBHOTO MO3Ta M Pa3BUTHS
JUIMTEJIBHOTO Cla3Ma apTepHojl, TUIOHATPUEMUU U THUMNEPTUApATALMHM, YTO MPUBOJIUT K
TSOKENBIM 3HIIe(aTONaTUsIM.

4.3. IlopaxkeHue KOKH
Tosviuennas c6emoyy8cmseumenbHOCMb KOXCHbIX NOKPOB08 CBsi3aHa ¢ (POTOXUMHUYECKUMHU

peaKkusiMMi, CHPOBOLMPOBAHHBIMU TopdupuHamMu. M30bITOK MOpHUPUHOB B  KOXKe
HOZIBEPraeTcsi aKTUBHOMY BO3/ICHCTBHUIO CIIEKTPA COJHEYHOTO M3IYUCHHS C JJTMHAMHU BOJIH



400 — 410 HM, 9TO IPUBOAMUT K 0Opa30BaHHUIO PEAKTUBHBIX YACTHI], HAIPUMEP, CYIEPOKCHU]T
aHMOHA, AKTHBHPYIOUIETO KCAHTHMHOKCHJIA3y, U JPYTUX MeTa0OJIMTOB, MOBPEKIAIOIINX
KJIeTKH Oa3anmbHOW MeMOpanbl. IlOBTOpHBIE aTaku TPUBOAAT K Pa3BUTHIO HECKOJIBKUX
cioéB 0Oa3aJbHBIX MeMOpaH M OO0pa3oBaHHMIO IUIacTa KPOBEHOCHBIX COCYJIOB B
MIOBEPXHOCTHBIX CIIOSX JAE€pPMbI. PeakTHBHBIE KHCIOPOACOAEPIKAIINE YACTUIIB TAK)KE MOTYT
OPUBOJIUTH K BBICBOOOXKJIEHUIO THCTAMMHA W3 TYYHBIX KIETOK, YCUJIMBAs SIBJICHUS
(OTOTOKCUYHOCTH. Y pOTTOpPUPUHOTEH CTUMYIUPYET CUHTE3 GruOpodIacTaMu KoJulareHa.

4.4. HeiiporymopaJjibHble HAPYLLIEHUS

Jloctatrouno penkuM u odeHb cremuuuabiM ais OIl sBiasercs cUHAPOM HEaaeKBaTHOW
cekpeuun A/, sBIAONMICA  CIEACTBUEM M30BITOYHOTO  HAKOIUICHHS MPOJYKTOB
nopupuHOBOoro obmeHa B rumoduse. M30piTounas cekpeumss AJIIT u yBenuueHue ero
KOHIIGHTpPALlMd B CHIBOPOTKE BbIe 4.0 HI/I NpOABISETCS CHWKEHHEM IOKa3aTelei
CBIBOpOTOUHOTO Hatpusa. [lpm rumonarpuemMun Hrke 120 MMOJIB/T BO3MOXKHO TOSIBJICHUE
o0memMo3roBoii cumnToMaTuku. Ilpu nanpHelIIeld NPOrpeccHH TUMOHATPUEMHUH MOXKET
Pa3BUTHCA MO3rOBasi KOMa ¢ PUCKOM JIETAIIBHOTO HUCXO0/a.

4.5. Oco0eHHOCTH OCJIOKHeHUH NpPH KpaiHe THAXKeJIOM M (yJIbMHHAHTHOM TeYeHUH
3a00J1eBaHHA

4.5.1. Ocmpas ovixamenvrnas nedocmamounocms. OJJHO U3 CaMbIX TPO3HBIX OCJIOXHEHHUN
nopGUPHIHOTO MOJIMHEBPUTA - HApYIICHHE WHHEPBALUH auadparMbl U CKEJICTHOU
JBIXaTENbHON MYCKYJIaTyphbl. B pa3BUTHUM KIMHUKH JbIXaTeNbHONW HEJOCTATOUHOCTH
nape3 auadparMbl TOSBISETCS paHbIIe Tape3a MeXpEOSpHOH CKEeIeTHOH
MYCKYJaTypHl.

B ¢opmupoBaHuM AbIXaTENbHOM HEIOCTATOYHOCTH WIPAIOT BAXHYIO pPOJb TPHU
KOMIIOHEHTA:

» [lape3 npIxaTenbHON MYCKYIaTyphl.
» OOCTpYyKIUS JBIXaTeIbHBIX ITYTCH.
» AnbBeolsipHas HEIOCTATOYHOCTD.

» PasButne mape3a JBIXaTEIbHOH  MYCKYJaTypbhl —SIBIISICTCS — IPOSIBICHUEM
nonuHerponatud npu OIl m MoXkeT HadaTbCad YK€ B KOHIIE MEPBOro Mecsla
60s1e3HU. Y CKOPHTH Iporpeccuto 3roro Mexannsma OJIH moryt:

® MPOJOJDKEHUE BO3JEHCTBUS HAa OpPraHu3M OOJBHOTO MOPPUPUHOTEHHOTO
areHta (Hampumep, OepeMEHHOCTh WJIM MEHCTPYaJbHBIA UK, MPUEM
nop(GUPUHOTEHHBIX JIEKAPCTBEHHBIX MPEIapaToB).

® XUPYpPruiyeckoe BMEIIATeNbCTBO (TpaBMaTH3aIUs TKaHEl) B COUETaHUH C
MCIIOJIb30BaHUEM 3aIPEIIEHHBIX CPEJICTB OOIIET0 HAPKO3a MOXKET MPUBECTH K
dbynpmuHaHTHOMY paszBuTHio OJ[H.



» B passutun oOctpykumonHoro Mexanmsma OJIH BakHyr0 poib UrparoT WH(EKIUU
TpaxeoOponxuanasHoro nepesa (ThJl) u ocnabnenue kamieBoro Toavka. B matorenese
obctpykuuu TB/[ UrparoT poib CIeayrOmne JIeMEHTHI:

e mape3 Auadparmel.

e [1ape3 CKEJIETHON MYCKYJIAaTypBhl.

® [ape3 MBI OPIOITHON CTEHKH.

® HE CMBIKaHHE TOJIOCOBBIX CBSI30K (BCIIEACTBHE OYIH0apHOTO CHHAPOMA).
® [1ape3 PECHUTYATOIrO AUTENHS OPOHXOB.

» AunbBeonsipHas HEIOCTaTOYHOCTh pA3BUBACTCS TpPU ITHEBMOHMH, arTelieKTa3ax
ApEHXUMBI, NPUBOJAIIMX K  3HAYUTEIBHOMY  COKDAUICHHIO  JABIXATEIbHOU
IIOBEPXHOCTU  JIETKUX, KOTOPOE  XAPAaKTEPU3yeTCs  CHUKCHUEM  IIOKa3aTels
(GYHKIMOHATIBHON OCTATOYHOM EMKOCTH, BBISIBISIEMOM IIPH CITUPOMETPHH.

4.5.2. Bynvbapuwiii cunopom

BynpOapHblii CHUHAPOM BO3HHMKAeT NpU MOpaxkeHWu mnoabszbiaHoro (XII mapa),
nob6asounoro (XI mapa), 6myxnaromero (X mapa) u si3pikorsiorounoro (IX mapa)
YEpEeNHO-MO3IOBBIX HEPBOB W XapakTepeH i 3anyuieHHblx ciaydaeB  OIL
KnuaudeckumMu cuMnToMamMu pa3BUBAIOLIErocs Oyiab0apHOro CHHApPOMA SBISIOTCA:
HOCOBOI OTTEHOK I'0JI0Ca — PUHOJIAJINS, HEBHATHAS pedb — AU3apTpus, MONEPXUBaUs
— nucgarus, a TakKe CBUCAHUE MATKOro HEOA M OTCYTCTBHE €r0 MOJBHKHOCTU IMPH
dboHamm.

4.5.3. Unghexyuonmuwvie ocnoxcueHus.

VY GonpMHCTBa OOJBHBIX K KOHILY BTOPOM, Hayally TpeTbeil Heaenu ot aedrora OI1
HayMHaeT (POpPMHPOBATHCS HEBPOJIOTHMUECKHUN Ne(ULUT B BHJE Mape30B M IUIETHIl.
CocTosiHEE OONBHBIX YXYALIAIOT W HapYIIeHHUs (YHKIIMH BUCIEPATBHBIX OPTaHOB.
Takue mnamuMeHThl NapaliM30BaHbl M Jexar B mnocrend. Yepes 1-2 Mecsma, B
pe3ylbTaTe TMOBBIIICHHOTO KaTa0OlM3Ma MBIIICUYHBIX OEIKOB MPOUCXOTUT TOTEps
Macchl Tena Ha 6-15 xumorpamm u OGombiie. Kpome Toro, Bcerja MOSIBISIOTCS
HapyIIeHUsT (YHKIIMH Ta30BBIX OPTraHOB, OCIA0JICHHE SKCKYPCUH TPYTHOW KICTKH U
BBIpOXECHHBI Tape3 kemymouyHo-kumeuynoro Ttpakta (OKKT). Hamwmume sTux
OCIIO’)KHEHUH U HEOOXOIUMOCTh JUTUTEIILHOTO MPOTE3UPOBAHUS (DYHKIIUU PA3THYHBIX
OpraHOB  CO3JAIOT MPEANOCBUIKM  JAis  pa3BuTus  xapakTepubix s OIl
MH(EKIIMOHHBIX OCJIOKHEHUH, KOTOPHIE MOKHO Pa3/CIUTh Ha 5 KaTeTOpHA:

WNudeknun qpixaTebHBIX MyTEH.

Nupexnnn MOYEBBIICTUTEIBHON CUCTEMBI.

Nubexnun 4en0CTHO-IUIIEBBIX Ma3yX.

Nudexnnn xKeny109HO-KHIIIEYHOTO TPAKTa.
Nudexnun nerTpaabHbix BeHO3HBIX KaTeTepoB (IIBK).

» OyHKIMOHATBHAS HEJOCTaTOYHOCTh JIBIXAaTENIFHONM MyCKynaTypsl (nuadparma u
MEXpEOEPHBIE MBIIIIBI) MPUBOAUT K HEMOJHOW SKCKYPCHU TPYAHOM KIETKH C
pPa3sBUTHEM TMIIOBEHTWISALMM NPEUMYILECTBEHHO 0a3albHBIX CETMEHTOB M HMXKHUX
JOJIEW JIETKUX, YTO CO3AET MPEANIOCBUIKM JUIs pa3BuTUs IHeBMOHHHU. [lapes
PECHUTYATOrO JMUTENHUS OpPOHXOB B COBOKYNHOCTH C HEIOJHBIM CMBIKAHHEM



TOJOCOBBIX CBSI30K TOPTAaHH TPOSBISIOTCS  BBIPQKECHHBIMU — HapyIICHUSAMHU
sBakyatopHoi ¢yHKkumu ThJ[. Bo3HMKAIOT cTa3hl MOKPOTHI C 00Typarueii MeITKux
OponxoB. OcobeHHO dYacTo 3TO HaOmonaeTcss y OOJBHBIX, KOTOPHIM YyKe
npoBoautcs MBJIL.

» Hapymenne ¢yHKIMH Ta30BBIX OPraHOB OOYCJIOBJIEHO OOpaTHUMOH JeHepBanueit
MOYEBOTO MY3bIpsl. DTO NMPHUBOAUT K MEPEPACTSHKEHHIO €r0 CTEHOK, ITOBBIIICHHIO
THJPOCTAaTUYECKOTO JaBJeHUs MOUYH. B nmanpHeiimemM mpoucxoauT 3a0poc Mouu B
MOYETOYHHKH, JIOXaHKH M Pa3BUBACTCS IHEI0-BEHO3HBIN pedIIroKc.

» UWHpexknun YeloCTHO-THMLEBBIX Ma3yX 4YacTo HaONIONAIOTCS y TAlMeHTOB C
IUIETUSIMH, KOTOPBIE JJIMTENBHOE BPEMS HAXOAATCS B BBIHY)KJICHHOM MOJIOKEHUH
aéxa. JTO HapylIaeT €CTECTBEHHYIO a’pallfio MOJOCTEH U OTTOK UX COJAEPKUMOTO.
CuTyanuio yxyAlIalOT YCTaHOBJICHHBIE HA30-TpaxealbHblE M Ha30-TaCTpaJbHbBIC
BEHTWJISILIUOHHBIE TPYOKU M 30H/IBI.

» VY OompHbIX ¢ mape3oMm JKKT Hapymaercs 3Bakyarusl >KeayI0YHO-KHIIEYHOTO
CONEPKHMOTO,  TMPOBOLMPYS  HAapyUIeHHE  MPOILECCOB  (U3NOIOTHUECKOTO
IOJOCTHOTO W TNPUCTEHOYHOTO TMIIEBAPEHUs] B  KUIIEYHOW TpyOKe, C
NOCEIYIONM  (OPMHUPOBAHUEM TAaTOTEHHOH MHUKpoOHOH Quopel.  Ilapessr
CUHKTEPOB IKEeIyAKa CO3JAl0T Yyrpo3y pa3BUTHA aclnupanud. BosHukaer
HEOOXO/IUMOCTh YCTaHOBKH HA30-9HTEPAIILHOTO MM HA30-TacTPaJIbHOTO 30HAA JUIS
NPOBEJCHNST HMCKYCCTBEHHOTO KopmieHus. [Ipn mapeHTepanbHOM NHTaHUA
OTCYTCTBHUE CTUMYJISIIMKU PaTTepoBa COCKa MUILEH YXYAIIAeT IBAKYaIHIO JKEIYH U3
KEITYHOTO Iy3BIPsl, TPOBOLMPYS MEPEPACTHKEHUE €0 CTEHOK.

» CranuonapHoe nedenne OonbHbIXx OIl TpeOyer ycranoBkm  OompHOMy L[BK.
[Inoxast rurueHa OOJNBHOTO, HEAJEKBATHBIA YXOJ 3a KaTeTepoM, MHPUBOIAT K
uHumposanuio [IBK.

4.5.4. XpoHnuueckas noueunas HeOOCMamouHOCb.

Knuanueckue n abopatopHble NMPU3HAKU PAa3BUTHUS MMOYEYHON HEAOCTATOYHOCTH Ooliee
XapakTepHbl UIA OOJBHBIX, CTPAAAOIIMX OT MOBTOpHBIX mHpuctynoB OIl B TedyeHue
JUIUTENILHOIO BPEMEHH (HECKOJIbKO JieT). [laTorenes nopa)eHus: mo4eK MpH MOBTOPHBIX
npuctynax OIl no xonna He siceH. OgHaKo, HanboJIee BEPOSTHO JAEUCTBHE HECKOJIBKHUX
ATUOJIOTHYECKUX (PaKTOpPOB:

e IluToTOKCHUYECKOE M Ba30CHACTUUYECKOE BO3/eHCTBHE HA HEPPOH M3OBITKA
NOp(GHUPUHOB U UX MPEANIECTBEHHUKOB.

e TpaH3uTOpHAasl apTepuabHasi TUIEPTEH3HsI C OUYEHb BBICOKUMHU LU(ppaMu
apTepHaJIbHOTO AaBiieHUs BO BpeMs npuctynos OlI, conpoBoxnaromascs
[ATOJIOTUYECKUM BOBJIEUEHHUEM IIOYEYHBIX apTEpPUl C MOCIEAYIOLUIUM
(dbopMHpOBaHHEM apTEPHOIIO-HEPPOCKIEPO3a.

e HedpoTokcnyHOCTh MPOAYKTOB KaTaboiu3Ma TKaHed (MHOTJIOOHMH U Ap.),
BCJIE/ICTBHE NIOJUHENPONATHH, BOZHUKAIOIIEH ITpH TskENbIX atakax Oll.

[Io nuteparypHbIM JaHHBIM Yy OoJbHBIX, cTpagaBmux OIl, npu ayroncuitHOM
UCCIIEZIOBAaHUM OBIIM BBISBICHB MAaKpPOCKOIMYECKHE M TUCTOJIOTMYECKHE MPU3HAKU
Hedpockieposa.

Cpenu paccMaTpruBaeMbIX TPUYUH OCOOYIO POJIb UTPAIOT METAOOIUTHI TOPPUPHHOBOTO
oOMeHa, TIOCTOSIHHO JKCKpeTHpyeMble B HW30BITOYHOM KOJHMYECTBE Jaxe B
MexnpucTtynHoMm nepuonae OIl. Pa3zHol BbIpaXE€HHOCTH TMOYEYHAsT HEJOCTATOUYHOCTh
CO3a€T TPEANOCHUIKM JUI pPAaHHEro pa3BUTHS W Oojiee arpecCMBHOTO TEUYEHUs
MHQEKIUH y 0ClIabIeHHBIX, KaXEKTUYHBIX OOJIbHBIX.



4.5.5. Cencopno-momopHas noiuHeuponamusi.

PesynpTaTom M30bITOUHON ceKperuu mophupuHOB 1 ux npeamectBeHHukoB (I1BI u o8-
AJIK) sBnsieTcss WX HaKOIUIGHWE BO BCEX oOpraHax W TKaHAX. l[IpeamecTBEeHHUKH
nopupunoB, ocobenHo 5-AJIK obnanatoT HelipoTokcHuecKuM 3(hPEeKToM U MPUBOIAT K
aKCOHAJIbHOM CEerMEHTApHOM NEMHUEINHU3AIUA HEPBHBIX CTBOJIOB C HAPYIIEHUSMHU HX
MIPOBOJIUMOCTH U T€M CaMbIM K Pa3BHTHIO Mape30B, KOTOPbIE UMEIOT crenuduyeckue
ocobenHocTH y 6ombHbIX OI1.

K mnddepeHnmanbHbIM THarHOCTUYECKUM KpuTepusM nape3oB npu OIT otHocsTes:

e [lape3sl Bcerma cuMMETpUYHBIE W BOBJIEKAIOT B PaBHOM CTENEHU BCe
KOHEYHOCTH.

e B mepByro ouepeab MopakaroTcs MPOKCHUMaJbHBIE, a 3aTeM IUCTAlIbHbIE
OTAENbl KOHEUHOCTEH.

e [lape3ssl Bcerga UMEIOT XapakTep BSIBIX.

e [lape3sl ObICTpO TpOrpeccUpyroT 0e3 chenuduueckoi Teparuu,
HAIpPAaBIIEHHOW HAa TIOJABJICHUE CUHTE3a MOP(HUPHHOB.

Ha mo3gnux cpokax 0ojie3HH B OTCYTCTBUM aJ€KBAaTHOW Tepanuu Yy OOJIbHBIX
nape3bl MPOTPECCHPYIOT 10 CTeNeHHW Iuleruu. Jlyis  Takux OOJIBHBIX THITMYHBI
CIIEAYIOLINE OCIIOKHEHUS:

o Tpomb0o3 6eHO3HO20 COCYOUCMO20 pYCAd BCIEACTBHE 3aMeIJICHUS
KPOBOTOKAa B HEPa0OTAIOMMX KOHEYHOCTAX, HapsAdy C TNPUMEHEHUEM
JIEKapCTBEHHBIX  MPENapaToB,  CIOCOOCTBYIOIIMX  THMIIEPKOAryJsLuu
(KOHTpALIENITUBEI, ITPETIApaThl TeMa).

o ObOpazosanue  KOJNCHO-MblUEUHbIX  Oehekmos  (nponaedicHell) ¢
MOCIEAYIOIUM HUX WHQUIMPOBAHMEM B MECTaX IOBBIIIEHHOTO KOHTAaKTa
KOXHBIX IIOKPOBOB C TBEPAOM IOBEPXHOCTBIO H3-32 HAPYILIEHUs
MUKPOLMPKYIISIIIUH.

o Dopmuposanue myono08uUICHOCMY CBA30YHOTO ammapaTa KOHEYHOCTEH
C aHKUJIO3UPOBAHUEM MPEUMYIIECTBEHHO MEJIKHX CYCTaBOB.

o [unepcmesuu u  eunocmesuu KaKk  MpOSBIEHUE  CEHCOPHOM
MIOJIMHEVPOIIATUN.

e Pazeumue spupoyumonenuu u anmemuu (ycyryoyseMoil HapylIEeHHBIM
OMOCHHTE30M remMa),

e bvicmpas nomeps MbvluledHoOl MAcchl, BbI3BaHHAs MpeolialaHUEM B
oOMeHe BEIIeCTB MPOIeCCOB KaTabonm3ma.

4.5.6. CuHOpom HeadekeamHol ceKpeyuu aHmuouypemu4ecko2o 2aopmoHa (AAr,
8030IPeccuHa).

Hoctatouno penkum u oveHb cnenuduanpM s Ol sBisieTcss CHHAPOM HeaJaeKBaTHOU
CEKpEelMH  TOSBIAIOMIMNACA  BCIEACTBUE  HW30BITOYHOTO  HAKOIUJICHHS  MPOAYKTOB
nopupruHOBOro ooMeHa B runoduze. CHHIAPOM pa3BUBAETCS NPU M30BITOYHOM BBIOpOCE
AJIl' u yBenuueHnn ero KoHIEHTpanuu Bbiie 4.0 HI/T B CBIBOPOTKE M TPOSIBISETCS
CHIKEHUEM TOKa3zaTelied ChIBOpOTOUHOro Hatpus. [Ipu CHM>KEHUM YpOBHS HATpusi B



CBIBOPOTKE HIKe 120 MMOJIB/TT OABISETCS KIMHUKA 00IEMO3roBoi cuMnrTomMaTtuku. [lpu
HApacTaHWU TUIOHATPUEMHUU MOXKET Pa3BUTHCS MO3rOBas KOMa C PHUCKOM JIETaIbHOTO
UCX0/a.

4.5.7. Ilapes scenyoouno-kuuieuno2o mpakma. AGOOMUHANbHBIL CUHOPOM.

VY nonainsonero 00JBIMUHCTBA OOJIBHBIX, cTpanamimux oT npuctynoB OIl, oTmedaroTcs
00111 B J)KUBOTE, OOYCIIOBIIEHHBIE MTAPE30M >KETYJOYHO-KHILIEYHOTO TpaKTa (HadIogaeTcs
y 80% Oonbubix ¢ OIl) u 3amopamu. B matorenese mapeza JKKT BaxkHbIM 3BEeHOM
SIBIISICTCS.  Pa3BUBAIONIUICS CIa3M ME3CHTEPHAIBHBIX COCYJIOB, COMPOBOXKIAIOLTUIICS
HapyIIEHHEM MOTOPHUKH MeTeNb TOHKOIO KUIIEYHUKA.

4.6. I1atomop§o3 OpraHoB ¥ TKAHEW NPH AJIUTEIHLHOM TeYeHUH 3a001eBaHUSA.

W3menennss B TKausax crneuuduunsie ans OIl, gopmupyrorcss mox Bo3AeHCTBHEM
TOKCHMYECKHX KOHIICHTpAallMi MeTabOoJIUTOB TOpPOUPUHOBOTO OOMEHAa B TEUYCHHE
JUINTENILHOTO BpeMeHU. KIiloueByro poib B MAaTOreHe3e WUrparoT — MpeAlIeCTBEHHUKH
nopdupuHoB - O -AJIK u [IBI" u B MeHbIEH cTerneHn u3oMephl 00mUX MOPGUPHUHOB.
W3meHeHust 3aTparvBaloT MPAaKTUYECKH Bce TKaHU. DPopMHpyeTcs TKaHeBas OpraHo-
crieniuuanas u HecnienuuyHas JUCTpodus. Bo3MOKHBI TpH MEXaHU3Ma peaTH3aIlin:

® HEMOCPEICTBEHHOE TOKCUKO-METa00INIECKOe BO3JICHCTBUE
nop(UPUHOB, BCIEACTBUE MX U30BITOYHOTO HAKOIUICHUS B TKAHSIX C
MOCNEAYIOUUM HapylIeHHEeM HX TPOoPUKHU (Hampumep, TKAHU KOXKH U
BEIIIECTBA F'OJIOBHOTO MO3Ta);

e HapyueHHe TpodUKHU TKaHEH BCJEICTBHUE HAPYLICHUS WX WHHEPBAIMU
(HampuMmep, TKaHM KOCTEM W MBIIII, CYXOXWJIMi), B YaCTHOCTH Ha
KOHEYHOCTSIX;

e HIIEMUYECKHE  HW3MEHEHUsT  TKaHell  BCJIENCTBUE  JUIMTEIbHOM
Ba30KOHCTPUKIIMHM apTePHABHBIX COCY/IOB, HAlpUMeEp HIIeMUYecKas
TUCTpodUsT TMAPEHXUMATO3HBIX OPraHOB OpIOIIHON TOJOCTH U
3a0pIOIIMHHOTO MPOCTPAHCTBA (B YACTHOCTH: MOJDKEIYI0YHAs KeJe3a,
MOYKH, SIUYHUKH).

IIpn ouneHKe ayTONCHUMHBIX MaKpomnpenapaToB OBUIM BBISBICHBI TNPU3HAKU
TUCTPOPUIECKUX M3MEHEHUW TKAaHEW C SIBJICHUSMH CKIIEpO3a Pa3IMUYHON CTETIeHU
BBIPAKCHHOCTH. Taxkue N3MCHCHUA OTMCUYCHBI B HOHCpG‘-IHO-HC‘ICp‘-IGHHOfI
MyCKyJaType, MHUOKapJie, Kejne3ax BHYTPEHHeHl cekpenuu (HaAMOYeYHUKH,
ANYHUKH). Taroke nACHTU(UIMPOBAHBI SIBICHUS TOTAJIILHOTO CKIIEPO3a C IMPU3HAKAMHU
BBIPKEHHOT'O MepHapTepunTa. bbpuin oTMedeHbl AUCTPOPUS U YyMEHBIICHHE B
pasmepax o00eux TOYeK, B KOTOPHIX OBUI BBISBICH BBIPAKCHHBIH apTEpHOIIO-
Hedpockiepos.

5 Kuaunuka OI1

Kmuauka OIl  BepasutensHa u moiauMopdHa. JlMHAMUKa pa3BUTHS CUMIITOMOB
MOKET HMMETh pPa3jMYHyI0 IOCJenoBaTeNbHOCTh U MackupoBath OIl mox npyryro
natojoruto. OHa  sBisieTCs  OTPaXXEHHEM  CIOKHBIX,  B3aMMOCBSI3aHHBIX



[IATOJIOTUYECKUX IPOLECCOB, MPOTEKAIONIMX C MOPAXKEHUEM Pa3IMYHBIX OPraHOB H
TKaHEH, B MEPBYIO 04YEpelb HEPBHOM CUCTEMBI. B 3HaYNTENBHON Mepe IPEICTaBIICHbI
TaKXKe COCYIUCTBIE M TyMOpajibHble HapylieHus. llaroreHe3 pa3BuUTHS OOJE3HU
NPUHIUIHAIBHO OMHAKOB TpH Beex Gopmax OIL.

5.1. KiiuHu4ecKkue BApHAHTBI TeYeHUs!

Teuenne OIl MOXKXHO MOAPA3IEIUTE HA:

e Kitaccuueckoe, cTyneHuaroe
e ATUNNYHOE
e MoHOCHUMOTOMHOE.

B GonpmmHcTBe ciydaeB (1o 85%) cumnromaTtuka OIl pa3BuBaercs MOATAITHO.
Pa3BuTHe CUMIITOMOB B TaKOM CiIy4ae MPHUBS3aHO K ONpeAeNEHHBIM BPEMEHHBIM
CTaIusIM, OTIPEJICIIsAs HEKOTOPYIO «CTYIEHYATOCThY IBONIOIMH Oosie3HH. MOXKHO
TOBOPUTH O paHHEro W Mo3AHEro 5TanoB. OlEeHHBas COMATUYECKUH CTaTyc
MalMeHTa MOXHO TMPEJICTaBUTh CTEMEeHb IMPOrpecCuu OOJe3HU, OlEHUBAs
COBOKYITHOCTh CUMIIOTOMOB U BpEeMS UX TMOSBIEHUS U MPEIJIOKUTH aJeKBATHBIN
00béM MemunuHckor momomu. Jlo 10% mamueHTOB MMEIOT, TaK Ha3bIBAeMOE
aATUTINYHOE pa3BUTHE (KaK MPaBUIIO, OBICTPO pa3BUBHAIOIIEECS ), KOT1a CUMIITOMBI
MPOJBUHYTHIX 3TANOB OOJIE3HU MOTYT BCTPETHUTHCS B JIeOIOTE U HET OMUCAHHOU
BBIIIIE  TNpeeMcTBeHHOCTH. Emé cnoxuee BepudunupoBats OIl  mpu
MOHOCHUMIITOMHOM  TEUYEHHH, HANpUMeEp, MPOSBISIIONIEMCS HW3MEHEHUSIMHU
noBeieHYeCcKuX peakuuii (~1-5%) (kareropus A).

5.1.1. Mencrpyajno-accounupoBanHoe teuenue OII.

OTaenpHYI0 KaTeropuio OONBHBIX COCTABISIOT  JKEHIIMHBI C MEHCTpyallo —
accolMupoBaHHbIM XapaktepoM TedeHust OIl. Dta rpynna cocrasusier 45% 0T Bcex
nanenToB ¢ OIl (6e3ycnmoBHO, HamOoJsiee SIPKO TPEICTABICHHBIX OOJIBHBIMU C
OIIIT) 1 mmeeT TeYeHHE, MPOBOIUPYEMOE ITUKJINIECKON (DYHKITUEH THIHUKOB.

Kak mpaBuno, mns teuenuss OIIl ¢ TakuM MHAYIHPYIOIMHUM (DAKTOPOM XapaKTEepPHBI
MOBTOPHBIE AMU30/bI o0ocTpeHuii. [loBTOpHBIE aTakw, NPEIONPENEIAIOT TUIOXOM
NPOrHo3 3a0ojieBaHUs € (POPMUPOBAHHMEM OTCPOUYEHHBIX OCJIOXKHEHHM U Jaxe
XpoHM3aIuio 6one3Hu. Xporudeckoe teueHue Ol Hanbosee TUTUYHO JUTS TAIIMEHTOK
uMermux O6onee 3-4 MPUCTYNOB B T€YCHHE Toaa. B psae ciydyaes, 3a HECKOJIBKO JIET
OTMEYEHO OT 5 710 15- Tn u Gozee mpuUcTynoB. DTy HOATPYIIY MOKHO TPAKTOBATh Kak
UMEIOIYI0 310KayecTBeHHOoe TeueHue OIl. OcoOeHHO Ha/I0 MOAUYEPKHYTh, YTO TOJIBKO
TOPMOHAIBHBIA (DOH MOXKET OBITh E€AMHCTBEHHBIM NOP(PUPHUHOTEHHBIM (HAaKTOPOM,
NPUBOJAALIMM K TMOBTOPHBIM aTakaM Ha (pOHE MPOBOJAMMOrO Kypca TEpanuu IOcie
nebrora mpuctyna. Takas CTaTUCTHKA TO3BOJISIET TOBOPUTH O KpalHE Ba)KHOM PO
OBapUOCYIPECCUBHOM Tepanuu B KOMIUIEKCHOM JieueHun OIT.

CrneunuyHOCTh MEHCTpyasio - acconuupoBaHHoro teueHuss OIl  cnemmduuno u
TpeOyeT BRIPaOOTKH APYTUX MOIXOI0B B JICYCHUH, TaK KaK UMEET XapaKTePHBIC YEPTHI:



e lmeer BBICOKYIO MOBTOPSIEMOCTh MPHUCTYIOB, MPUBOJIS K OOJIBIIOMY
KOJIMYECTBY OCTIOKHEHHH M XpPOHU3AINU OOJIE3HH;

e Tepanus apruHaToM rema He Ta€T IOJATOBpeMeHHOro 3¢ dekra mim
CTaHOBUTCA HE 3()(HEKTUBHOI.

AJlekBaTHas OBAapUOCYIPECCUBHAs Tepanus IMOJHOCTHIO HCKIIOYAET TOPMAaHAJIbHBIN
NOpGUPUHOTEHHBIN (aKTOp Ha JJIUTEIbHOE BpeMs, IO3BOJSSI BOCCTAHOBHUTCS
MOBPEXKAEHHON HEPBHOM CUCTEME, MUHUMU3UPYS KOJIUYECTBO KYpCOB apruHaTa reMa
B JIeueHUH (KaTeropus B).

5.2. CuMITOMBI M CHHAPOMBI

OcHOBHBIE TIPOSIBJICHUS OCTPLIX MOPQUPUN COCTABISIOT TAKUE CUMIITOMBI, KaK:
—  TaxuKapaus
— 00JH B )KUBOTE
~  3amopsl
— TOIIHOTa/pBOTa
— aprepuanbHasi TUIIEPTCH3US
— ©Ooyu B HOTaX, pyKax, MOSCHUILIE, TPYTHOU KIIETKE
— CHIDKEHHUE KO)KHON 4yBCTBUTEIBHOCTH
— KpacHBIN WK OypbIii IIBET MOYH
— TeTpamapes/TeTparuierus
— TUIOHATPUEMUS
— IOBEJIEHYECKHE pacCTPOUCTBA
—  TaJUTIOIMHALAN
— mape3 VII napsl 4epenHo-MO3roBbIX HEPBOB
— mucdonus, gucharus, 1u3apTpus (Oyas0apHbIe HAPYIICHUS )
— TmapaJoKcallbHOE JIbIXaHue (IIPH BIOXE KUBOT BIAJIaeT W3-3a Mapainda auadparmsl)
— OCTaHOBKA JIBIXaHUS
— JpuUTeMa, BOIJIBIPU Ha OTKPBITHIX YUaCTKaX KOXKHU.

[epBoIit mpUCTyn OCTPBIX MOPPUPHI MOKET pa3BUTHCS B Bo3pacTe ctapiie 14-16
ner. CrpajaroT 3HAUUTENBHO 4Yalle >KeHIMHbI. Hauano 3abosieBaHus OCTpoe, pexe
nogoctpoe. Ilocne BozaelicTBUS MOPPUPHUHOTEHHBIX (DAKTOPOB MOABIAIOTCA OONMU B
KHUBOTE, KOHEYHOCTSX, MOSICHUIIE, TOIIHOTA, pBoTa. K KOHITY BTOpOi Henenun 3a0ojieBaHus
MOSIBIISICTCSL MBIIIEYHAs CIabOCTh, MEpexojsinas B Mape3bl M Mapaludd. XapaKTepPHbI
taxukapaus (mo 110-130yn/mun aprepuanbHas runepteHsus (mo 180/100 Mm.pT.cT.),
BBIJICJICHUE MOUYHU C KPACHOBATHIM OTTEHKOM, HEaJIeKBaTHOE MOBEACHUE U TAJLTIOUHALINY.
[Tpu orcyrcTBun nedenus B redeHue 20-40 qHeit y O0JBHBIX MOTYT pa3BUTHCS OyJIbOapHBIE
HapyLIIeHUsT W Tapajud JAbIXaTeNbHOW MYCKynaTypbl. B aHanmm3ax KpoBU HeEpenko
BeIsiBIIsIeTCs TunoHarpueMus. Y 6onpHBIX HKIT 1 BIT MoryT Takke oTMeuaThCs sIBICHUS
MOBBIIIEHHONH (POTOUYBCTBUTEIBHOCTH, TaKWE KaK: S)pUTEMa, IPO3UH, My3bIpH (KaTeropus

A).

6. JluarHocruka.
[TepBUYHBIH 3TaN TUArHOCTUKH, HA TIPAKTUKE, SBJISIETCSI CaAMBIM CJIOKHBIM U OTBETCTBEHHBIM
U1 Bpava. BapuatuBHOCTh TedeHust 1 cumntoMatuku OIl (ocoO€HHO TIpU aTUTTUYHOM M
MOHOCHUMIITOMHOM BapuaHTax paBBI/ITI/ISI) CO3Jar0T 3HAYUTCIIbHBIC TPYAHOCTHU B
CBOCBPEMEHHOM MOCTAHOBKE ITOTO JUArHO3a, HEPEIKO YBOJIS Bpaya B CTOPOHY OIMIMOOYHBIX



MIPEANOI0KEeHUH. BrIToTHeHNE Ke CKpUHUHT TecTa Ha Hainuuue n3oniTka [1BI° B Moue Bcem
oOpamfaromumcsi 0e3 aHalnM3a NEPBUYHBIX Kajlo0 HepalMoOHAIBHO € TOYKH 3PEHUs
BPEMEHHBIX W  MaTepuanbHBIX  3arpaT. OmNBITHBIM  TYyTEM,  MOATBEPKIEHHBIM
CTATHCTUYECKUMHU JaHHBIMHU, BBIICICHBI XapaKTepHbIC JUIsI PaHHUX CPOKOB TEYCHUS H
cneruduunpie st OIl cumnromel. Hamuuue 3-4 U3 HUX OJHOBPEMEHHO JENalT Oojee
BEPOATHBIM HAJIM4YUE OCTPOMl mNopdUPUU y KOHKPETHOrO MAalMeHTa U MOAPa3yMEBaIoOT
Oe3oTnarareiabHOE BHIMOJIHEHHE CKPUHUHT- TECTA.

6.1. Anroputm oT60pa 001bHBIX NPHU NoAo3peHun Ha OI1

® DMOIMOHAIbHAS JJAOUIBHOCTD.
® Taxukapaus.

® [unoHaTtpueMus.

® AOGIOMHUHATIBHBIN CHHIPOM.

® lI3MeHeHue OKpacKu MOYH.

® 3amnopsl.

® [lape3sl.

[Tono3peBast y O0ONBbHOTO OCTpPYIO MOpdUpHIO, 10 MOMEHTa MCKIIOUEHHUS JAMarHos3a, Bpad
JOJIKEH BO3AEPKAThCsl OT HA3HAUEHHUS JIEKAPCTBEHHBIX CPEJICTB U BBINOIHEHUS TPOLeayp (B
TOM YHCJIE OIllepaluii), CIOCOOHBIX IOBPEAUTh €My. B OoJblieM KOJWYECTBE CydaeB
nuartHo3 nopdupuu He OyAeT MOATBEPKICH, HO OMNpEIEICHHbIE TECThl JOJDKHBI OBITh
npozenansl (kareropus A).

6.2. UnuTepnperanus J1a00paTOPHbIX NMOKa3aTeei

JlaGopaTopHasi TMarHOCTUKA OCTPBIX MopdupHii, kpome nophupuu 00yCIOBIEHHON AePUIUTOM
neruaparassl -0-AJIK OCHOBBIBaeTCs Ha OMpENEICHHH B Moue M30BITKa MOPPOOUIHHOTEHA C
[IOMOILIBIO:

KauyeCTBEHHOI'0 CKPUHHMHT-TECTa CBEKEro 00pasiia Mouu OOJILHOTO C MCIIOJIb30BAaHHEM
peaktuBa Jpimxa mo merony Watson-Schwartz. [lpu Hanmnuuu B Mode n30biTka [16I°
oOpa3yercss OKpalleHHBIA MPOAYKT PO30BO-KPACHOTO I[BETA;

KOJIMYECTBEHHOTO omnpezeneHus conepxanus [IBI° B modye (Hopma He mpeBbllIaeT 2
MT/).

[Ipu mopdupuun, obycnoBineHHoi aedunurTom aeruaparassl 0-AJIK B Moue, ompenemnsercs
BBICOKAsl KOHIIEHTpAIUs Ae/bTa-aMHUHOJIEBYJIMHOBON KHCIOTHI MPH HOPMAIBHOM COJIEpP:KaHUU
[1BI'. Jlnaruo3 octpoit mopdupun yCcTaHABIUBAETCS HA OCHOBAHMH XapaKTEPHOW KIIMHUYECKOU
KapTUHBI U BBICOKOTO cojepxkanus [IBIT umu 3-AJIK B moue. JluddepennmanpHplii TuarHos3
mexay OINIT u BIT unun HKII ocHOBBIBaeTCS MpU U3MEPEHUH COJEPKaHMsI OOIINX TOPPUPHUHOB
B Kaie. B Hopme koHueHTpamus nophpupuHoB B kajme MeHee 200 HMOIB/T CyXOro Beca.
HopmanbHas koHIeHTpanus oOumx nopgupuHOB B Kaie moarBepxkpaeT  auarHo3 OIIIL.



IToBblllIeHNE KOHIEHTPALIMU B HECKOJIBKO pa3 cBHaeTeNbCTBYET B mosib3y HKII wim BIL TlIpu
UCCIICIOBAaHUM TIIa3MBl  CTIEKTPO(IIOOPUMETPHUECKUM METOJOM MOXKHO U (depeHIupoBaTh
HKII or BII. Cnenyromum 3TanoM JIUarHOCTUKU SIBISIETCA OIPENEICHHE aKTUBHOCTH
(GepMeHTOB B KJIETKaX KpPOBH. OTO TO3BOJISET  IMOATBEPAUTH JUArHO3 y OOJBHBIX C
KJIMHUYECKHUMH MIPOSIBICHUSAME 3a00JIeBaHUI U BBIABUTH OECCUMIITOMHBIX HocuTeneil. Hecmotps
Ha pacHpoCTPaHEHHOCTh U yI0OCTBO IUAarHOCTUKH OECCUMIITOMHOTO HOCHUTEILCTBA Mopdupuit
nyTéM OIIEHKM aKTUBHOCTH crHelu@uueckoro (epmMeHTa B KJIETKaX, 3TOT METOJ HE SBIIAETCS
a0COIOTHO JOCTOBEPHBIM. [lOATOMY 3aKIIOYMTENBHBIM 3TAllOM JUArHOCTUKUA MOPPUPUN Y
OOJILHBIX M, B OCOOCHHOCTH, Y OECCHMIITOMHBIX Hocutened sBisercs mnposeaeHue JIHK-
aHanm3a (kareropus D).

6.3. MuddepeHunaibHasi JTUATHOCTHKA .

Octpeie mopdupun creayeT audQepeHIUpoBaTh CO BceMU 3a00JIEBaHUSIMH,  KOTOpHIE
COTIPOBOXKAAOTCS:
— a0JOMHHATBEHBIME OOJISIMU
—  Ppa3BUTHEM CUMMETPHYHBIX TIOJTUHEBPUTOB KOHEUHOCTEH
— Oynp0apHBIMH HapYIICHUSIMU
~  BBIJICJICHHEM OKpAIlleHHOW MOYH
— oHuedamonatusMu
—  TCHUXUYECKUMH HAPYIICHUSIMU:
- IICUX03, YCTOWYMBBIN K TEpaIlnu;
- mm30a¢HEKTUBHBIE PACCTPOICTBA;
- IMKJIOUIHEIN IICUX03;

- KOHBEPCHUOHHBIEC PACCTPONCTBA;

- COMaTH3anus U CUHAPOM XPOHUYECKOU YCTAJIOCTH

7. Jleyenue OII
Hensto Tepanuum sBisiercs mnpepeiBanue mporpeccun OIl. DTo BO3MOXKHO JUIIb IPU
3O PEeKTUBHOM TIOJIaBICHUM AaKTUBHOCTH (EpMEHTa CHUHTETa3bl O-aMHHOJICBYJIMHOBOM
KHCJIOTHI.

[TokazaHusMU K Hayajdy JIEYEHUS, HAIMPaBICHHOTO Ha MOJIAaBJICHHE CHUHTEe3a MOPGUPHHOB,
CIyXaT CHUMNOTOMBI, xapaktepHbie mis OIl (cMm. BeIlIe), W TOBBINICHHWE TIOKa3aTeen
noppupuHOBOro obmeHa. Y OOJIBHBIX, YK€ TEPEHECIINX MPHUCTYI, HEOOXOAMMO OIEHUTH
noKasaTesii mophupUHOBOTO OOMEHAa B TMHAMUKE M YOSTUTHCS B UX HApacCTaHHUH.

7.1. Aaroputrmsbl Jie4eHUs1 OCTPbHIX NPUCTYIOB

[Ipy KoHCTaTalMu TmpuCTynma HEOOXOAWMO HAaYWHATHh MATOTCHETHYECKOe JIeUeHHUe,
MIpeAToJararoIiee UCIoJb30BaHUE CIEAYIONTUX METOJIOB.

® 3aMECTUTECIbHAA TEpalusa apruHaTOM I'eéMa,

® yrIIeBOJHAs HAarpy3Ka;



® SIUMMHALUSA TOPPUPUHOBEIX MeTaboMuTOB cepuelt miazmagdepe3on (I1A)
MHOTJa reMoIuaduiIbTpaien.

Metonom BbIOOpa, 06€3yCIIOBHO, CIIY>)KUT 3aMECTUTENIbHAsl Tepamnus apruHatoM rema. bonee
JOJTOCPOYHBIE MEPCHEKTUBBI MO MOIYYEHHIO KIMHUYECKOro 3(ddexta nMeeT yriieBoAHas
Harpy3ka, OCYUIIECTBIIieMas KaK IapeHTepalbHbIMU PACTBOPaMH, TaK M JHTEPAIbHBIMU
CMECSIMH B BHJI€ MCKYyCCTBEHHOro nurtanus. [TA narot HauGonpmmii 3¢dekt mpu jgeueHun
HKII u BII, rie ocHOBHBIMH MeTa0OJIUTaMH SBJISIOTCS M3oMepsl mopdupunos. [Tpu OIII u
nopupun, oOycimoBieHHoW  gedummroMm  aermapatazel  O-AJIK,  oTnmuarommxcs
npeoOiagaHieM TpeAlnIeCTBEHHUKOB moppupuHOB, 3hdekr IIA 3HaunTenbHO MeHee
BbIpakeH. MckmountensHo moje3HpiM 1A moxker crtate B aebtore OII, mpu Hamwmuum
JMaHHBIX O MPEIIIECTBOBABIIMX AJIKOTOJU3allMU WM MpHEME JIeKapcTB. B Takux ciydasx
HeoOxoaumo mpoBecth 2—3 ceanca I[IA ¢ menpl0 SIUMHHANMK TIOp (UPHUHOTEHHOTO
dakTtopa.

Ecnu meHcTpyanpHbIe ITUKIBI YacTo (Tpu u Oonee pa3 B ron) mpoouupyroT ataku OII,
PENPOIYKTUBHYIO (PYHKIIUIO HEOOXOAUMO TMOAABIATh, JJISI YE€TO HCIOJIB3YIOT OpaJIbHBIC
KoHTpanentussl — PureBunion, OBunon; ['HPI'- 3onanekc, cuHapesn; aHApOreHbl - CYyCTaHOH,
aH/IPUOIT; OBAPUOIKTOMUS B OTJENBHBIX Ciiydasx. OTMEHa OBapUOCYIPECCUH MTPOU3BOTUTCS
MocJie JOCTHKEHHS! JITUTEIBHOTO OECTIPUCTYIMHOTO (HECKOIBLKO MecslleB u 0oliee) TeUeHus
3a00JIeBaHUs.

Jledenne HAYMHAIOT TNPU HATWYUK HECKOJAbKHX cuMmnToMoB OIl (cMm. Beime) u
MOBBIIIICHUH TIOKa3aTeNnel moppupUHOBOT0 oOMeHa (TI0 CPaBHEHUIO C MPEIbITYIUMHI JaHHBIMU
B JuHAaMuKe). [IpM pa3BUTHM OCTPOTO TIPUCTYNa HEOOXOJUMO HEMEUICHHOE Havajo
NaTOTEHETHYECKOHN Tepanuu JIIs MOJaBICHUS U30BITOYHOTO OMOCHHTE3a TOPUPHHOB:

1. Ha3nauenwne: aprunara rema (Hopmocanr®) 3mr/kr B/B kamensHo 1 pa3 B
neHb. 4-7 aHeit noapsi.
2. OGecrneyeHne M30BITOYHOTO TIOCTYIJICHUS B OparHu3M yriaeBoaoB (200-

600rp cyxoro Bemi-Ba riOK03bl). 40%-1000mMi1 B/B KamensHO B CYTKH,
eXKEIHEBHO, 2-4 Heeu.

3. Cannocratus B g03e 100-500 MKT/CyT., MOAKOKHO, €KEAHEBHO HA
MPOTSDKEHHUM OT 4-X HeleNb 710 6 MECAIIeB B COUETaHUH ¢ TIa3zMadepe3aMu
6-10 ceaHcos.

4.  Puboxcun 2%-10mn B pazeenenuu Ha 100-200 mi 0.9% pactBopa NaCl, B/B
KaneynbHo 1-2 pa3a B CyTKHU, exeaHeBHO 2-4 Henenu. (kateropus D)
Mpunoxkenune 1.

7.2. Kpurepuu copTUPOBKH 00JIbHBIX

Ha pgorocnmTTajgbHOM 3Tamne Il IpeABapUTEIHLHOTO BBIGODa JCYCHHUA MallMCHTOB VZ[O6H0

pPa3aciuTh HA TPHU I'PVYIIIIBI.

» bonbable ¢ BrepBble BbIiBICHHOW OIl (TepBBIii B KU3HH OOJILHOTO TPHCTYI) Oe3
I[BIX&TGHBHOﬁ HEOOCTAaTOYHOCTH, HO 201011055 BCHO BBIIIIC OIMMCAHHYIO
CUMIITOMATHUKY, BKIIOYasi OyIp0apHbIi CHHAPOM.

» bonbHble ¢ amuTenbHBIM aHamHe3oM OII, copmupoBaBIIUMHUCS HEOOpPATUMBIMU
nape3amMu (MHOTO TPHCTYIOB paHEe, YacTo IMOJOCTPOE TEYCHHE) U KIMHHUKO-



nabopatopubiMu  npuszHakamMu XIIH, a Taioke OynbOapHBIM CHHApPOMOM, HO 0e3
JIBIXaTeIbHOM HE0OCTaTOYHOCTH.

» boneubie OII, kak BHepBblC BBIABICHHBIC, TaK W C JUIMTEIBLHBIM TCUCHHEM
3a00JyieBaHNs, UMEONIHE TPyOble HEBPOJOTHYECKHE HAPYIICHHS M KIWHHUKY OCTPOH
JbIxaTenbHol HemoctarouHocTu (O1H).

» bomsabie OIl nepeoit zpynnet WMEIOT HAMMEHBIIYIO Yrpo3y  Pa3BUTHS MOPTAIBHBIX
OCJIOKHEHUH W MOTYT OCTaBaThCS B TEPANEBTUYECKOM OTIEIICHHH, HO JOJDKHBI OBITH IOJ
HaOroleHneM KBanM(pUUIMpOBaHHOTO nepcoHana. Hamnmume OynpOapHOro cuHIpomMa Y
naryeHTa TpedyeT KOHCYIbTallud PEaHHMATOJIOora I OLEHKH PUCKA Pa3BUTHS acIUPalMOHHON
nHeBMOHUH. [lpn Hamuuumn aucHoHMM W/HIM JU3apTPUM, HO COXPAHEHMH aJIeKBaTHOTO
[JIOTaTeNbHOro  pediexkca ¢ TEepeBOJAOM Ha HUCKYCCTBEHHOE BCKAPMIIMBAHHE MOXHO
noBpeMeHuTh. [Ipu ecTecTBEHHOM KOPMJIEHHH STUX OOJBHBIX ONTHUMAJIbHO HCIOJIb30BaHUE
MOJIYTBEPAOM M JKUJAKOW MUIIKM. B TOM ciydae, eciau y MamMeHTa OTMedaeTcsl aucdarus
o0s3aTeNeH nepeBo/l Ha MapeHTEPATbHOE U HHTEPATbHOE-30H/10BOE HCKYCCTBEHHOE MMUTAaHUE.

» Y natmentoB OIl émopoii zpynnost, 4acTo BO3HUKAOIINE UHPEKIIMOHHBIE OCTIOXHEHUST HEPEIIKO
YCYT'YOJISIFOT YK€ HMEIOIIYIOCS MOYEeUHYI0 HEeIOCTaTOYHOCTh, YTO B JIOOOH MOMEHT MOKET
noTpedoBaTh 3aMECTUTENBHON TEPANUU MPOrPaMMHBIM reMoinainn3oM. CTaliMoHapHOE JIeYeHHe
OII sToii kaTeropuu OOJNBHBIX JY4IE Cpa3y HAYMHATH B YUPEKACHUAX, UMEIOIIUX OT/EJICHUS,
MO3BOJIAIOIINE IPOBOAMUTD SKCTPAKOPIIOPATIbHOE OUUIIIEHHE KPOBHU.

» Jlns OONBHBIX mpembell 2pynnsl C Pa3BUBAIOLICHCS ABIXaTEIbHOM HEIOCTaTOYHOCTHIO
o0s3aTeNieH HEMENJICHHBI TepeBOJ B CIEUUAIM3MPOBAHHOE OTACJICHHE peaHHMaluu C
BO3MOXXHOCTBIO IT0J1a4uM Kucyopozaa u nepesoja Ha UBJI. (kareropusA)

7.3. Peabuimmranus mocje npucryna (oB)
Cpoku peadMINTAllMOHHOTO Mepuoja U 00BeM JIeueOHO-BOCCTAHOBUTEIIBHBIX MEPOTPHUSTUI
MOTYT 3HAUUTEIHHO BaPhbUPOBATH. DTOT JAMAINA30H 3aBUCUT OT MHOTUX (JAaKTOPOB, TAKHUX KaK:
e Bo3spacr naunenra
e Jlom mamueHnTa
e Konunuectso npucrtynos Oll, nepeHeceHHBIX B OCTPOM NEPUOJE.
e AJIEKBaTHOCTb MPOBEACHHOM MaTOreHETUYECKON 1 cumnTomMaTruueckoit Tepanuu OI1
e Hanuune ocrnoxHeHU TeUeHUsI OCHOBHOTO 3a00JIeBaHUs
e Hanuune KOHKYpHUpYIOIIEH MAaTOIOTUHU (COMaTHYECKasi OTATOIEHHOCTD)

OCHOBHO¥ L1e/bI0 PEaOMIUTALMOHHOTO NIEPHO/IA ABISETCA BOCCTAHOBIEHHE (PYHKIIMOHATBHOCTH
OINIOPHO-JIBUTaTENILHOTO amnapara i MHIMOMpPOBaHUE aKTUBHOCTH NMOP(HUPUHOBOIO CHHTE3A.
JIOCTHKEHHIO MOCTABIICHHBIX IIeJIel CIIOCOOCTBYIOT:
e [IpoBeneHre BOCCTaHOBUTEIBLHOM J1€4eOHON (QU3KYIbTYPHI
e HenpepbIBHBII OpanbHBIN MPUEM Manbix 103 yrieoaoB 200.0/cyt 3-6 mecsiieB
e KoHTpposb penpoayKTUBHON (YHKIUHU y KEHIIUH NMPU MEHCTPYalI0-acCOLMUPOBAHHOM
teuenun OII. Osapuocynpeccuss opanbHbIMH KoHTpauentuBamu, ['HPI. Cpoxu
OTIPEIENIAIOTCS MHINBUAYAIBHO.
e AJzekBaTHas HEMPOIPOTEKTOPHAs, METa0OIMYeCKasl, MOIACP >KUBAIOLIAs TEPAITHSI.
e KOHTpOJIb KIMHUYECKOTO TEYEHUSI KOHKYPHUPYIOLIUX 3a00JI€BaHU.



KitoueByto posib B HOJHOIEHHON peaOMIMTAllMM OMOPHO- IABHATENBHOTO ammapara Urpaer
WHUBUIYJIBHO-TIOI00paHHbIe, JOCTATOYHO WHTEHCUBHBIC, cucTemarudeckue 3ausatus JIDK,
KOTOpbIE HEOOXOMMO HAYMHATH €HI€ B OCTPOM MEpUOJie, IPU OTCYTCTBUU BHUTAIBHBIX YIpo3
(xaTeropus A).

7.4. JleyeHre KOHKYPUPYIOIIIHUX COCTOSIHUI M 3a00/1eBaHUI
[IpoBoauTcs MO MPOTOKOJIAaM pa3pabOTaHHBIM JIJISl JICYEHHS] HICKOMBIX HO30JI0THYECKHUX (HOpM, €
y4éToM  TOPGUPHUHOTEHHOCTH  NPEANOoJaraéMbIX K  HCHOJb30BAaHUIO  JIEKAPCTBEHHBIX
npemapaToB. JOCTHKEHUIO TYUIIUX PE3YJIbTATOB CIIOCOOCTBYET KOJIIETHATBLHOE COTIACOBAHUE
npeanojaraeéMoro JICUCHUus MCXKAY MCIUIUHCKUMU CIICHUaINCTaMU

7.5. bepemeHHOCTH U NOppUPHUA

MeTaboauThl SHAOTEHHBIX TOJOBBIX CTEPOUIOB YBEIMYMBAIOT B II€UYEHH AKTHBHOCTH
cunrerassl - 0-AJIK. IlporectepoH WHAYIHMpPYET aKTHBHOCTb cuHTeTa3bl - O-AJIK kak
HENOCPEACTBEHHO, TAK U OIOCPENOBAHHO Y€pe3 aKTHUBALIMIO B IIe4eHU nutoxpoma P-450, uro
OPUBOANUT K AaKTHUBAlMM TepBOoro QepmMeHra B LuKiIe OuocuHTte3a. Cuuraercs, 4To MO
CPaBHEHHIO C JPYTMMH IOJOBBHIMH TOPMOHAMHU INPOTrecTepoH o0nazaer Ooyiee BbIPAXKEHHBIM
BausHUEM B ImpoBokauuu artak OIl (pucyHok 2). VYV 310pOBBIX KEHIIUH OTMEYEHbI
3HaYUTEJbHBIE KoJeOanus ypoBHs cuHTeTasbl 0-AJIK B neiikonurax Bo Bpems ML, ¢ mukom
BO BpeMsl MEHCTpyaluu. Y SJKEHIIMH C JaTeHTHbIM TedeHueM OII, Takass naOuIbHOCTD
AKTUBHOCTH 3TOT0 (hepMEHTa YacTO MPUBOAUT K N30BITOUHOMY HAKOIIJICHUIO TPOMEKYTOUHBIX
OPOAYKTOB MOphupHHOBOro oOMeHa M BO3HHMKHOBeHHIO mpuctyna OIl. OcobGeHHO 4acTo
OPUCTYIIBl BO3HUKAIOT B pPAaHHUE CPOKM OEPEMEHHOCTH M B POJOBOM IEPHOJE, UTO
OOBSICHAETCS] 3HAUUTEIbHBIMU FOPMOHAJIBHBIMU IEpecTpoiikamMu B 3T0 BpeMs. CTaHOBHUTCS
OUYEBUJIHBIM, 4YTO OEpEMEHHOCTb SBIIAETCS (PAKTOPOM BBICOYAMIIErO0 pHCKA PpPa3BUTHUSA
npucTymna 6osie3Hu s manueHTok ¢ OI1.

JUIs omnpeaeleHuss CTpaTeruu BEACHUS 6CDGMCHHOCTI/I, Ha Hall B3IJIAJ, BAaXXHYIO POJIb
HUI'paroT CACAYIOMUEC KPUTCPHUH:

» Tlpu HAIMYKMK y MAIIMEHTKH JIETSH OT HOBOH OEPEeMEHHOCTH JIyUIlle OTKA3aThCs.

» V OompHOM OIl mocie MEpPEeHECEeHHOro MPUCTYNa C TOCIEAYIOUUM  TOJHBIM
BOCCTAHOBJICHHEM MEpe]l HACTyIIeHHEeM O0epeMEeHHOCTH JIOJKHO MPONTH HE MEHEe JABYX
ner OecmpuctymHoro TeueHus OIl  nmns  cTOMKOro CHWXKEHHS — TOKa3aTelel
noppuPUHOBOTO OOMEHa.

» Ilepen HacTyIUIeHHEM IUIAHOBON OEpEMEHHOCTH HEOOXOJMMO TPOBECTH CaHAIMIO BCEX
04aroB HH(M)EKINH, BKJIFOYasi POTOBYIO MOJIOCTb.

» Tlocne HacTymieHHs OCpPEMEHHOCTH, HEOOXOJMMO JWHAMHUYECKOE HAOJIOJCHUE B
pozazome, Tae OyaeT MTaHUPOBATHCS POJIO-pa3peIIeHHE.

» Bcs nekapcTBeHHass Tepamusi JIOJDKHA OBITh COMVIACOBAHA MEXAY aKyllepaMH |
TeMaTOJIOTaMH.

» ApruHar reMa JIOJDKEH OBITh ITpernapaToM BbIOOpA JJIsi KyNHPOBaHHsI IPHCTYIA BO BPEMs
OEpEeMEHHOCTH.

>

ITokxazanuem OJId Ha3sHA4YCHHUA apruHata rema ABJIACTCA HE TOJIBKO 3HAYUTCIIBHOC
yBEIUYCHUE KOHIEHTpamuu o60mux mnopbupuHoB wu I[IBI' (mo cpaBHEeHHIO C
npeaAbIAyIIUMHn HOKa3aTe.HSIMI/I), HO U MOABJICHHUC XapPAKTCPHBIX KIIMHUYCCKUX CUMIITOMOB

OIL



» OneHKy cTaOWIbHOCTH MOP(UPHHOBOIO OOMEHa HEOOXOIUMO MPOBOIUTH B TCUCHHE
BCeil OEPEeMEHHOCTH C TIOMOIIBIO PETYJSIPHBIX KOJIMYECTBEHHBIX aHAJIM30B JKCKPEIUH
nop(UPUHOB U UX MPEANICCTBEHHIKOB C MOYOH HE pexke OJHOTO pas3a B IBa MeCsIIa.

» PHCK BO3HMKHOBECHHSI IPHCTYIA OT BO3JCHCTBHS JHO00T0 MOPGUPHHOTCHHOTO (hakTopa
3HAUUTENBHO BbITe y O0onbHBIX Oll, HeTaBHO MEepeHECIUX «aTaKky» 3a00JIeBaHUS, YEM Y
NAIMEHTOB ¢ JIaTeHTHBIM TeueHreM OIl B TedeHne HECKOIBKHX JIET.

» HeobOxomuMo opueHTHpoBaThcs Ha xapaktep TeueHus OIl 10 HacTymieHus
OepeMeHHOCTH. Y JKGHIIMH C TOBTOPHBIMH MEHCTPYyajO - acCOIMUPOBAHHBIMH
MPUCTYIIAMH PUCK TOBTOPHOTO MPHUCTYIA BO BpeMsi OEpEMEHHOCTH HAMHOTO BHIIIIE

» B mepBoMm u mociemHeM TpUMECTpax OEpeMEHHOCTH OoJiee BBIPaXKEHBI TOPMOHAIBHBIC
MEPECTPOUKH U PUCK Pa3BUTHS MPUCTYIA Oosee BeposTeH (kareropus B).

7.5.1.. @aKkTOpPHI PUCKA NIPU HACTYIJICHUN OepeMEeHHOCTH

K HC6J'IaFOHDI/IHTHBIM IIPOTrHOCTHYCCKUM dl)aKTODaM MOXXHO OTHECTH CJICAYIONINUC:

*  MeHCTpyano-aCCOIMMPOBAHHIIE TEUCHUEM ITPHUCTYIIOB;

* Co CpOKOM MEHee Troja OT OKOHYAHUS TMOCJIEIHEro MpPUCTYyMa 0
HACTYTUICHHUS] O€pEMEHHOCTH;

»  C msoxénpiM TeuerneM Ol B anHamHe3e, TOTpeOOBaBITUM IPOTE3UPOBAHUS
(GYHKIWU TBIXaHWS W/WIH MOUYEBBIICIICHHS,

= (C conyrctBytomed (He cumtas OII) comatmyeckod mnartosorueil Ha
NPOJIBUHYTHIX CTAIUSIX;

= C ObICTpHIM HapacTaHUEM B JIMHAMUKE IMOKa3aTenei Mmop(GupuHOBOTO
oOmeHa B 1e0roTe 3a001eBaHusl.

7.5.2.. Ilpuctyn Bo Bpemsi 0epeMeHHOCTH

Ecmm xe mpuctyn OIl nHauancsi, OyneT OTIMYaThCs W TaKTUKA BeAeHUs. B aToMm cirydae
TaK)kKe MOYKHO BBIJIEJIUTh HeCKOJIbKO rpymi (Puc 2):

= 1 rpymna. [layuenmku, y KOMOpPbIX NPUCMYN DA3BUICA 8 CAMOM Hayane
oepemennocmu. Takol mpucTyn OyAeT HMMETh arpecCUBHOE TEYEHUE M YXKe
OYEBHJIHO KpaiiHe HeONarompusTHOE BJIMSHHME Ha IUIOA. Pekomenayercs
npepsiBanue 6epemenHocTH u tepanus OIl.

= 2 rpynna. [layuenmxku, y KOMOPbIX NPUCIVI PA3BUICA ONUdiCE K KOHYY Nep8o2o
mpumecmpa _bepemenrHocmu. VI3MeHEeHUs B pa3BUTUU IUIO/Ia HA JTAHHOM JTarie
GGpGMCHHOCTI/I MOTYT 6BITB OYC€Hb 3HAYUTCIIBHBIMHW HW TIIOBJIMATH Ha €ro
xu3HecrnocoOHocTs. [loaTomMy pexkomeHayeTcsi mpepbhiBaHHEe OEpEeMEHHOCTH U
tepanust  OII.

= 3 I'pynna. [layuenmku, y KOmMOpbIX NPUCYN BO3HUK 8 cepedune Uiy 8 KOHYe
bepemennocmu__ (II-1II _mpumecmpst). B 3TOM cioydae BIUSHHE HaA IUIOJ
3HAYUTENBHO MEHEe BBIpAXXEHO. | TaBHas 3a7a4a — BBEJCHHE Mpenapara B epBbIC
CYTKHU OT TOSIBJICHUSI CUMITTOMOB TIpUCTyMa. [Ipu 3TOM 10mycTHMO OJTHOKpaTHOE
BBEJIEHWE apruHata remMa. Tak Kak, BO BpeMs TPUCTyNa OOeIHsSeTCs
(derornaneHTapHBIA KPOBOTOK, OTCPOUCHHOE HAYaJIO TEPANHMH MPUBEAET K TOMY,
4TO cujbHee mocTpanaer rioA. [lorpedyercss cTraHAapTHBI Kypec U3 YeThIPEX
BBEJCHHWI apruHata rema. EciM mpHCTYyN KynmHpOBaH B TEpPBBIC JTHU, TUIOJ HE
noctpanaer. JKeHmuHaM, Y KOTOPBIX MPHUCTYI MPOU3OMIEN Ha MO3JHUX CPOKax
OCpEeMEHHOCTH, TIPH YCJIOBHH >KH3HECIIOCOOHOCTH IUIOJA, MOJYKHO BBITIOJHUTH




OMEepPaTUBHOE pOJOpa3pelIeHUEe M YK€ IMOCje 3TOr0 HauyaTh Kypc Tepamnuu
apruHaTtoM rema (kateropus A).

Mpunoxerune 2

7.5.3. IlnanupoBanue 6epeMeHHOCTH

Korga cunraTh onTUMaNbHBIM HACTyIJIEHHE OEPEMEHHOCTH B MEXIIPUCTYITHOM MEPUOJIe
OI1? TlopdupuHoBEIii 0OMEH TOCE MPUCTYNAa UMEET TEHICHIIUI0O K CTaOWIN3allud |
CHIDKEHHIO TTOKa3aTesell SKCKPETUPYEMbIX MOPGUPHUHOB M UX MpEAlIecTBEHHUKOB. [Ipu
OIIIT B otnuume ot npyrux dopm OIl, ¢oHOBBIN ypOBEHH ITHX METaOOJIHMTOB BCETIIA
NpEeBbIIACT peepeHcHble 3HaUeHus. DTO OAMH M3 crieruduueckux mMapképos OIIIL. 1
nmoatomy OIIIl sBnslercs Hambosee CioXkHOM QopMol mopdupur B  KOHTEKCTE
00CyX1aeMBbIX MPOOIIEM.

Takum o0pa3oM, ueM Oobllle BpPEeMEHH TOCIE€ MPHUCTyHNa MPOXOAUT, TEM MEHbIIIE
BEPOSTHOCTH HOBOrO. [0 HameMy MHEHUIO, HEOOXOIUMO HE MEHEe ABYX JIET JJIsl ITOJIHOM
peabunutan 0oyibHOM. M MMEHHO TakoW Mepuoj]] BPEMEHH MBI PEKOMEHIYEM 0
HacTyIUleHUs: OepeMeHHOCTH. B To e Bpems, y OONBHBIX C MaHH(ECTHPOBABIICH
kimanKo# OIT (oco6enno OIIII), co Bpemenem Gopmupyertcs creruduanbiii natoMmopdos
OpraHoOB, 3aTParuBaIOIIN B 3HAUUTEIbHON CTEIIEHN HEPBHbBIEC BOJIOKHA, TOYKU U TEYECHB |.
[TosTomy nnutenpHOE, cyOkmuHuueckoe teueHue OII, Takke co3maer ompeerncHHbIC
TPYQHOCTHU JUTsl BBIHAIIMBAHMS OepeMeHHOCTH. UTo Kacaercs crocoda poaopasperieHus,
TO €ro ONpEeNeNsIoT AaKyIIEpbI-TUHEKOJOrH, HUCXOJsS W3 MPEIpoJOBOrO cTaryca
POXKEHHUIIBL.

8. IlepuHaTajbHas ITMATHOCTHKA

B nerckom Bo3pacte muarHoctuky OIl mo skckpemmm IIBIT m 6 - AJIK mpoBoauTh
HelleJIecoo0pa3Ho, TaK KaK y JIeTel 3TH MoKa3aTesid pelKko ObIBaOT MOBBIIEHHBIMH [18,19].
AOCONIOTHO JTOCTOBEPHBIM JOKA3aTEeIbCTBOM Hajduums y peO&Hka Oone3Hu OyayT
pesynbratel JJHK-ananm3a, npoBegeHHOToO B Bo3pacte 3-5 neT. PeOEHOK ¢ MOATBEPkKAEHHBIM
HocutenbcTBOM OIIl momxkeH coGmoaarh o0uMe peKOMEHIAMHU A 3THX 00JbHBIX. OHH
CBOJIATCS K MPO(UIAKTHYECKIM MepaM, TO3BOJIIONIUM N30eraTh BO3ACUCTBUS HA OPTaHU3M
NOp(GUPUHOTEHHBIX (PaKTOPOB.

[IpoBeeHne MOJIEKYISIPHOTO aHaIM3a KPOBU IUIO/A B MIEPUHATAIBHOM IEPUOJE MOXKET J1aTh
OTBET 0 HaNMM4MHK y mojga HocurenbcTBa OIl. Ho cam 3TOT (hakT He sBiISeTCS METUIIMHCKUM
MOKa3aHUEM K MpephIBaHUI0 OEpEeMEHHOCTH, TaK Kak y 6oibimnHCcTBa (90%) reTepo3uroTHhIX
Hocuteneil He OpiBaeT KiMHUKU OII. TToaToMy MBI cunTaem HelenecooOpa3HbIM MTPOBEACHUE
NepUHATAIBLHON TMarHOCTUKU y OepeMeHHBIX skeHIMH cTpaaatonux OII (kateropus A).

9. Hapymienusi nopupruHOBOro 00MeHa y jaereii MOJAPOCTKOB

Ecnu BeIsicHUTCS, 4TO PEeOEHOK sIBisieTCA TeTepo3UroTHbIM HocuTeneM OIl, BepoATHOCTH
NOSIBJICHHS TEPBBIX CHMIITOMOB OOJIE3HH MOKHO OXKMJATh I1OCJIE€ MOJIOBOTO CO3pEBaHHS. Y
JIEBYIIIEK - rocie 16 met, a y roHomei - mocie 20 -22 ner. Knuandyeckue ciydan 00Je3HH y
JETe - TeTepOo3UroTHBIX HOcuUTesned B Bo3pacte 10 14-15 ner kpaiiHe penku. Y
TOMO3UTOTHBIX HocuTesell nedekTHoro reHa (akTuBHOCTH (epmenta 0-5% OT HOpPMBI)



00JIe3Hb MMPOABIACTCA C IICPBBIX MCECALCB XU3HU, MPOTCKACT TAXKCIIO W 3dKaHYHUBACTCA
JICTAJIBHO.

B nmerckom Bozpacte muarnoctuky OIl mo skckpermu IIBIT u & - AJIK  mpoBoauthb
HelleJIecoo0pa3Ho, TaKk Kak y JeTed 3TH TOoKa3aTeld PeAKo OBIBAIOT IOBBIIICHHBIMH.
AOCONIOTHO JTOCTOBEPHBIM JOKA3aTeIbCTBOM Hajduums y peO&Hka Oone3Hu OyayT
pesynbratel JJHK-ananmsa, npoBegeHHOro B Bo3pacte 3-5 neT. PeOEHOK ¢ MOATBEpKAEHHBIM
HocutenbcTBOM OIl nmomxeH coGmoaarh o0uMe peKOMEHIAMH A 3THX 00JbHBIX. OHH
CBOJIATCS K MPO(UIAKTHYECKIM MepaM, TO3BOJIAIOIIUM N30eraTh BO3ACUCTBUS HA OPTaHU3M
noppUPUHOTEHHBIX (pakTOpoB (Kareropus B).

10. IIpopunakTuka npucrynos OII.

s nmurensHOTO OecnpuctymHoro Teuenus Ol reTepo3uroTHEIM HOCUTEISIM TeHETUYECKUX
nedexroB npuBoaamux Kk OIT Heo6xoauMmo :

e 36eraTh ao3aeiicTBUS MOPPUPHHOTEHHBIX (PAKTOPOB
o JIpo¢miakTHPOBATH CTPECCOBBIC CUTYAINN

e Bectu PEKUMHBIM, OXpaHUTEIbHBIN obpas JKW3HU,
MpeIoIaratoifii, JOCTaATOYHOE KOJMYECTBO BPEMEHU [UIsl CHa U
OT[IbIXA.



CTAHJAPTHASA CXEMA

bonsuble ¢ BnepBele BbIABIeHHOH OII A
(TIepBBIt B KM3HU OOJBLHOIO HPUCTYI) Oe3 B C
JIBIXaTeTbHON HEIOCTaTOYHOCTH, c UckmoueHue BO3JCHCTBHS VeTaHOBKA: BK
TeTparuvierueu, MOPAKEHUEM UMH nopdupuHOreHHOTO  (haKTOpAa. JKenmmHam penpoayKTHUBHOTO Moueroro ’ KaTer epa’
(OynbOapHBIli  CHHIPOM),  HapyLIEHHEM q Jns  snMMHHAIMM - JIEKapCTB, * BO3pacTa Ha3HAYaeTCs =p| Hasoracrpamsmoro ’
(YHKIIMK Ta30BBIX OPraHOB, CHHIPOMOM AIKOTOJIS BO3MOKHO OBAPHOCYTIPECCHBHAS TEPATIHS Ha303HTepaJ'H>HOF0,
HEaJCKBaTHOU CEKpeLun ANl BBIIIOHEHHUE ABYX TTA -
(THmoHaTpUEeMIS )
MATOTEHTUYECKOE JJEYEHUE COMYTCTBYIOIASN TEPAIIMA
D HckyccrBennoe nuranue I[lapenrepansroe, Jutepanshoe. |

PacTBOpBI KOHIEHTPHPOBAHHOM TTI0K03bI 20% -2000 M1 B/B Cyrounbtii kannopak He Metee 3.5-4000 kan I

kan V=83mi/4 unu 40% - 1000 mn B/B kan V= 41mn/y; (400rp

CyX. B-Ba B CYTKH) CenapuHoTepanus kpyriocytouno uHpyzomarom 300-500 G

I'moxko3a BBoguTCS KpyrinocyrouHo wuH(py3zomarom B [[BK. en/u . K

Hcymun 20 en. HOC’[ITI;’{[AI;'[OI/ID;I[H

O6muii kypc: 30-150 gueit

ApruHaTt rema (maHreMaTHH, HOPMOCAHT)
BBomuTtcs u3 pacuéra 3Mr/Kr /CyTKH; Kypc 4 ITHS OIS/,
PaszBoguts B 100 M1 - 0.9% NaCl ; BBomuTh B/B Kan ObICTPO.

ITociie BBeZeHMs pacTBOpa apruHaTa remMa, «IpOMBITh BEHY)
BBeaenueM 250 vt — 0/9% NaCl

E

[poussoansie AT® PuGokcun 2% - 10 v Ha 100 M ¢.q1

AHTHOMOTHYECKASN Tepanus. DMIUPUIECKas Teparnus

¢ Y4€TOM MOPPUPUHOTEHHOCTH
MIPETpaToB

Ha4YMHaCTCA C L[I/IHpO(l)JIOKCEIL[I/IHa

HeiiponpoTeKTHBHAS Tepanusi. MUJIbraMmMma, 6epJ'II/ITI/IOH,

BuT B1, B6, ponuesas kuciaora

Peabunuranmonnble MeponpusaTusi: JIOK, Maccax,

BBICAX)KMBAHUC B KPOBATHU; KPECJIC; TIOCTAHOBKA HAa HOTH




BOJIBHBIE C JUIMTEJIBHBIM " INIOJOCTPBIM TEYUEHUEM OIl,
OCJOKHUBIINUMCA ®OPMUPOBAHUEM XITH

bonbHaBIC C JUTUTEIIHHBIM aHaAMHE30M OI1,

c(OpMHUPOBABIIMMHUCS HEOOpaTUMBIMU Tape3aMu (MHOTO D
NPUCTYIOB paHee, YacTo MOJOCTPOE TEUEHHE) M KIMHHUKO-
71a00paTOPHBIMM ~ MPU3HAKAMU XPOHHUYECKOH IMOYeYHOH
Henocratounoctn  (XIIH), a Takke  OynpOapHBIM
CHHIPOMOM, HO 0€3 JbIXaTebHON HeJJOCTATOYHOCTH. E

L

Ceancol MPOrpaMMHOIro reMoamajamn3a; reMonnaqmm;Tpaunn

BOJIBHBIE C OCTPOM JBIXATEJbHON HEJOCTATOYHOCTBIO

bonpapie OII, kak BHepBBIC BHISBICHHBIC, TaK M C
JUTMTEIBHBIM TEUEHHEM 3a00JIeBaHUS, UMEIONINE IpyObie

HEBPOJOTMYECKUE HapyUIeHHs U KJIWHUKY OCTpOH ’ A . B > C E {

nerxarensHou HemoctatouHoctr (OH). I

M L

PanHs4 ycraHOBKa TpaxeocTomsl U ctyneHuaTas MBJI




B

KeHmmHaM Ha3HAYAETCS OBAPUO-CYNPECCUBHAS
Tepanusi CPOKoM Ha 90 aHeid.

1-s1 nunus tepanuu - KOK (pureBumoH, OBHIOH) B

HEIPEPBIBHOM pekuMe Ha 90 THE.

NMPOTUBOIOKA3AaHUA: TUIICPKOATYyJIALMA, 3a00JIeBaHUs
IN€4Y€HU, BEHO3Hasd HEAOCTATOYHOCTH, OTBOA IIO DAY
TMHEKOJIOTHYECKUX 3a00JI€BaHUIA.

IIpumeuanue: mepen HavgamoMm mpuéma KOK orenka
ypoBHs TposakthHa. Ecmu N — HauuHATE TpHEM.
Kontpons Ha 90 neHb, TpHW TOBBINICHHH  yPOBHS
nponaktuHa >2-3 N otmena KOK wu npm
HEOOXOIUMOCTH MIPOBEICHUS OBapHOCYIIPECCHU
HazHayatoTcs al pI’

2-s ymauS Tepammu —  al'pl” (3omagexc 3.6 wr)

Habekius B mapayMOMIHKAIBHYIO0 001aCTh. AHECTE3US
HOBOKaMHOM. 1 pa3 B 28 ngnel. bonee 3 Mecsues
UCIIOJIb30BaTh npenapar HEXETATEeNBHO.

HpOTHBOHOKaBaHI/IH - OCTCOIIOPO3

E

Cnenyrommu  Kypc  apruHara  Iema
BBITIOJIHSIETCS] HE MEHee 4eM uepe3 14 nuei
[I0CJIE OKOHYaHUS TMpeAbIAYLIEro Kypca.

ITokazanuem K Havaiy SIBIIAETCS
YBEJTHMUCHUE noKa3aTenei OO6mux
nopGUPUHOB U  TPEIIIECTBEHHUKOB B
IUHAMHUKE, a TaKxke CUMITOMOB-
MPEABECTHUKOB 000CTpEeHUs (Taxukapaus,
apTepualibHas ~ TUNEPTEH3Hs,  3arophl,
SMOIMOHAILHAS Ta0MIIBHOCTD ) 1501051

MaKpOCHMIITOMOB IIPUCTYIIA.




KOMMEHTAPUH

Huxe npuBenensl Hanbosiee YacTble CUMIITOMBI U CHHAPOMBI, BcTpedaembie y 60abHbIX OI1 [4]:
Taxukapaus;
ApTrepuanbHas TUIepTEH3HS;
AOGIOMUHATBHBIA CUHAPOM («OCTPBIH KUBOTY);
CeHCcOopHO-MOTOpHAs MONUHENponaTus (TETpa-nape3bl U MIIETUU U THIIEPCTE3HH );
3anopsl;
TomHoTA;
PBora;
Breiienenue TéMHOM WM KpacHON MOYH (00YCIIOBJIEHHOE M30BITKOM MOP(HOOUINHOTEHA);
. DMOIIMOHAJIbHAS TAOWIBHOCTD, TOBEJCHUYECKHE HApYLIECHUs, FHIIedaIonaTus;
10 Cy6dedbpunurer 37.0 — 37.5°C;
JIJIst «TpOJIBUHYTBIX» 3TANOB 3a00JI€BAHUS XapaKTEPHbI:
11.Hapymmenue QpyHKIMH Ta30BbIX OPTaHOB;
12. DnunentudopMHbIEC TPUTIATKU U CYIOPOTH;
13. TammronHaM, Ope;
14. 'mnonarprueMust (CHHIPOM HEaJEKBAaTHOM CEKpELMH aHTHAnypeTHdeckoro ropmona (All));
15. Koma;
16. ITape3 VII napsl 4epenHO-MO3rOBbIX HEPBOB.
17.byns6apusiii cuaapoMm (nape3 [X-XI map uepenno-mo3roBeix HepBoB (UMH)) B Bujie: coueTaHHBIX WM U30JIMPOBAHHBIX
nucharuu, TU3apTpUU U AUCHOHUH,
18.1TapamokcanbHOE IbIXaHKUE BCIEICTBHE Mape3a nuadparmsl;
19. Tlape3 MexpEOepHBIX CKEIETHBIX MBI C PAa3BUTHEM KJIMHUKHU OCTPOM JbIxatenbHoM HepoctaTounoctu (O[H).
CoueTanue ABYX-TpEX WK OOJIBIIETO KOJIUYECTBA ATUX CUMIITOMOB PEIKO HABOJUT Bpaya Ha MbICIb O Bo3MoOkHOCTH OI1,

0COOCHHO Ha PaHHUX JTallax 00JIC3HN.
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Ha cpoxkax 3a6oneBanust 30-50 qHeil y Bcex 60mpHBIX oT™Medaetcs Tsoxénoe teuenue Ol ¢ cumnToMaMu, XapakTepHBIMU
IUISL IPOJIBUHYTHIX CTaUil OOJIC3HU, TAKUMH KaK: HecTieupUIecKas JINXOpaIKa, TeTparvierus, 0yap0apHbIil CHHIPOM,
nape3 JIMLEBbIX HEPBOB C JABYX CTOPOH, HapylleHHe (PYHKIMH Ta30BBIX OPraHoOB, Mape3 auadparmbl, IbIXxaTeabHas
HEJI0CTaTOYHOCTH;

bonbubie OIl nepeoit zpynnst IMEIOT HAUMEHBIIYIO YTPO3Y Pa3BUTHS MOPTAJIBHBIX OCIOKHEHHH M MOTYT OCTaBaThCs B
TEPareBTUYECKOM OTJICJICHUU, HO JOJDKHBI OBITh O] HAONIOJEHUEM KBATU(PUIMPOBAHHOTO TMepcoHana. Hammdme
Oynp0apHOTO CHHApPOMA Y TalueHTa TpeOyeT KOHCYJIbTAIlMM pPEaHHMaTojiora IS OICHKH pPHCKAa Pa3BUTHUS
acUpaMoOHHON MHeBMOHUU. [Ipu HamuuMu TUCHOHUU W/WIIH IU3aPTPUH, HO COXPAHEHHUU aJ[EKBATHOTO TIIOTATEIBLHOTO
pediiekca ¢ MepeBoIoM Ha MCKYCCTBEHHOE BCKAPMIIMBAHHE MOYKHO MOBPEMEHUTH. [IpU €CTeCTBEHHOM KOPMIICHHH JTHX
OOJIbHBIX ONTHMAJIBHO HCIOJB30BAHUE MOIYTBEPIOW M KUAKOW muum. B ToM ciydae, eciu y maiueHTa OTMEYaeTcs
aucarus ods3aTeneH NepeBo/l Ha MapeHTepaIbHOE U SHTEPAIbHOE-30H/10BO€ UCKYCCTBEHHOE MMUTAHUE

VY mnanuentoB OIl eémopoii zpynner, yacto Bo3HHMKaromMe WH(GEKIMOHHBIE OCIOXHEHUS HEPEIKO YCYTyOJsIoT yiKe
UMEIONIYIOCS TIOYEYHYI0 HEIOCTaTOYHOCTh, YTO B JIFOOOW MOMEHT MOXET MOTpeOOBaTh 3aMECTUTEIILHOW Teparuu
nporpaMMHbIM remouanuzoM. CranmonapHoe sedenne OIl 3Toil kaTeropum OOJIBHBIX JIydlle cpa3dy HAaYMHATH B
YUPESKACHHUSAX, UMEIOIIUX OTACICHHUS, TIO3BOJISFOIINE MPOBOAUTE IKCTPAKOPIIOPATEHOE OUUIICHUE KPOBH.

. Ocmpas Oovixamenvnaa nedocmamounocmpy. OTHUM U3 CaMbIX TPO3HBIX OCJIOKHEHUN MOPPUPUIHOTO MOIHMHEBPUTA
SBIISICTCSI HapylIeHHEe WHHEpBalMM auadparMbl M CKEJIETHOM JbIXaTENbHOM MYCKyJIaTypbl. B pasBuUTHM KIMHUKH
JBIXaTeNbHOM HEJOCTATOYHOCTHU Tape3 AuadparMbl MOSIBIISETCS paHblIe Mape3a MexXpEOepHON CKeNeTHOW MYCKYNaTyphl.
[Tpu Boxe 60IBHOTO ero OpIoIIHAsk CTEHKa 3amajaaeT. PasBuBaercs oaplika 10 26 — 35 B MunyTy. Ha 3TOM 3Tane moxer
noTpedoBaThcss MHCY(QISIIMA KHCIOPOJa Yepe3 HOCOBbIE KaTeTepbl MM MacKy. Xopowmwuid 3(h(eKT OKa3bIBalOT CEaHCHI
HEMHBA3UBHON BEHTWISAIHMH JIETKUX, YJIYYIIAIONIMNE MPOXOJAUMOCTh JBIXAaTENIbHBIX IyTeH W MPOPIIAKTUPYIOIINE
aTeJIeKTa3upOBaHUE ajbBeoJ. Takke HEOOXOAMMO MPEAYCMOTPETh BO3MOKHOCTh MEPEBOIa OOJIBHOTO Ha UCKYCCTBEHHYIO
BeHTUJIAIMIO NETKUX (MBJT).

Oco6ennoctamu UBJI npu OIl sBnsitoTcst: paHHee (B MepBbIe JHH) HAIO0XKEHUE TPAaXEOCTOMBI, TaK KaK BOCCTAHOBJICHUE
a/IeKBaTHOW MHHEPBAIUH JIbIXaTeJIbHON MYyCKyJIaTypbl IPOUCXOAUT HE paHee YeM yepe3 5-6 Heleb.



HpI/I BOCCTAHOBJICHHUHN JObIXaTCIbHBIX I[BI/DKCHI/Iﬁ B IICpUOA PCKOHBAJICCICHIIMN BaXCH MOCTEICHHBIN nepexoa ¢
KOHTPOJIMPYCMBIX Ha BCIIOMOI'aTCIIbHBIC PCIKHUMBI HBJI. Ha MMOCJICHUX ITAIlaX BOCCTAHOBIICHUS AbIXaHUA HCIIOJIB3YCTCS
PEKHUM IMOAACPKKHU TABJICHUCM, KOTOpBIﬁ uenec006pa3H0 qepCa0BaATh C ICPHUOJaMHU CAMOCTOATCIIBHOI'O AbIXaHUsA, YIJIUHAA
HUX MPOAOJIZKUTCIIBHOCTL B JHCBHBIC YacChI. BcnomorarensHblie PCIKHUMBI annapaTHOﬁ BCHTUJIALIN H€JICCOO6p&3HO
OCTABJIATH HaA IICPHUOA HOYHOI'O CHA.

Cnemuduueckort mna OIl rtepanmum mape3a JXKT nHer. Cumnromarvka paspemaercss TMpud POBEIECHUU
NaTOT€HETUYECKON Tepanuu apruHatoM rema. [Ipy Hanuuum HesCHbIX OO0Jiel B KUBOTE, KIMHUKU JUHAMUYECKOU
HEMPOXOAUMOCTU B coueTanuu ¢ cumnroMamu OIl, He00X0IMMO BO3EpKaThCS OT HEMEIJIEHHOW U (aTanbHOM ISt
oonbHbIX ¢ OIl mamapoToMHUM WM JIallapOCKOMUU [0 BBIMOJHEHHUS] KauyeCTBEHHOW MpOObI ¢ MOYOW MalueHTa U
peakTHBOM OpJuxa Ha MoBbllieHHOE cozepxkanue IIBI' . Mcnosp3oBaHME aHTUXOIMHACTEPA3HBIX MPENAPATOB
(mpo3epuH) A1 CTUMYJISILIMY KUIIEYHUKA TPUBOIUT K TUIIEPCATMBALIUY.

KimvHnueckumMy cUMOTOMAaMHM Pa3BUBAIONMIETOCS OYyJIL0apHOTO CHHIpPOMA SIBISIOTCS: HOCOBOM OTTEHOK Tojioca —
pUHOJIausl, HEBHATHAS peYb — AW3ApTpUs, MONEpXxuBaHWe — aucdarus, a TakKe CBHCAHHE MITKOro HEOA W
OTCYTCTBHE €T0 TOABI)XHOCTU Tpu (oHammu. Hamuuame »TOro CUHApOMA SBISETCS >KHU3HEYTPOXKAIOIINM BBUITY
BO3MOXXHOCTH OOCTPYKIIMU JIbIXaTEIbHBIX MyTEH MOKPOTOM, CIFOHOM, MUIlleH ¢ pa3ButueM obctpyknuonHoi OJIH
WIM aclHUpallMOHHON MHEBMOHUHU. B KadecTBe Mep MpOPUIAKTUKH HCHOJIB3YETCsS YCTAaHOBKAa HA30TacTPAIbHBIX U
HA309HTEPAIbHBIX 30HJI0B, a TAK)KE PEryJispHas caHalusi pOTOMIOTKU. HecMbikaHre roiocoBoil mienu crnocoOCTBYeT
HapyLICHUIO KAJIEBOTO TOIYKA

BonpHbIx ¢ mucdarvelt HEOOXOIUMO TMEPEBOAUThL HA MCKYCCTBEHHOE MHUTAHHWE: MAPEHTEPAIBHOE M JHTEPATBHOE.
[ToMmuMoO TI€MM BOCTIOJTHEHUSI SHEPTETUUYECKUX IMOTPEOHOCTEH OOJBHOTO, MCKYCCTBEHHOE IMUTAHUE TMPECTaBISET
co0olf OIMH W3 TATOTEHETHYECKNMX MeToaoB JjedeHus cooctBeHHO OIl. M3BecTHO, 9TO yrieBogHas Harpyska
MPUBOJMT K MOJABICHUIO0 CHHTE3a mophupuHoB [7]. s moctmkenus sToro sddexra HeoOXoauM U30BITOK caxapoB
B Iepepacuére Ha cyxyro ioko3y oT 400 1o 600 rpaMMOB B CyTKH. Y OOJIBHBIX ¢ MUH(GEKITMOHHBIMU OCIIOKHEHUSIMH.



l.

OEIKOBO-3HEPreTUYECKUE 3aTpaThl BhIIIE, YTO TPeOyeT aJieKBaTHOTO COCTaBa MUTAHUS HE TOJBKO MO KOMIIOHEHTaM
(OenKu, KUPBI, YIIIEBOABI), HO U 110 KaJJIOPAXYy.

1. JleueOHbIii 3pdeKT B BUAC HHTHOMPOBAHUS CHHTE3a MOP(OUPUHOB JOCTUTACTCS TOJBKO BBEJIECHHUEM OOJBIIIOTO
KOJIMYECTBA caxapoB (TJIIOKO3BI, MEKCTpo3bl M 1p.) s oOecnedeHuss HEOOXOAMMOW YIIIEBOJHOW HArpy3Kd
NapeHTepaAbHBIM MyTEM 0€3 OCIOKHEHHsI TUTIEPBOJIEMHUEH HE0OXO0IMMO HCIIONh30BaHHE KOHIIEHTPHUPOBaHHBIX 20-
40% pacTBOpOB.

2. KoH1ieHTprpoBaHHbIE PacTBOPHI HEOOXOIMMO BBOAWTH B KPYITHBIE BEHO3HBIE COCYbI, B IENIIX MUHUMHU3AIINN
pucka pa3Butus (rnedbura. CremoBaTenbHO, HEOOXOIMMa YCTAaHOBKA IIEHTpaJbHOTO BeHO3HOro karerepa (LIBK),
OTBEYAOIIETO TPEOOBAHUSAM MPOBEACHUS TuTazMadepe3oB.

3. HckyccTBeHHOE UTaHUE, TPOBOJAUMOE UCKIIOYUTEIBHO 33 CYET MApPEHTEPAIbHBIX PACTBOPOB HA JUIUTEIIBHOE
BpEMs1, SIBIISIETCSI OYEHb IOPOTHM.
4. HckyccTBeHHOE TMTaHME, NPOBOAMMOE 3a CUYET MAPEHTEPAIBHBIX pAaCTBOPOB, MOXKET INPUBECTH K

TUIEPOCMOJISIPHOCTH IJ1a3Mbl, TUIIEPA30TEMUH, TPAHCAMUHA3EMUHN U JPYTUM OCI0XKHEHUM [10].

bonbHBIM OH, HYXXIAIOIMMUMCA B 30HAOBOM IIMTAHHHW, B PAHHUC CPOKH T'OCIIHUTAIM3AlMKM PCKOMCHIAYCTCS HAKJIAJAbIBATb
racTpoCcTomMy, KOTOpasa UCKIIOYACT O6pa30BaHI/I€ HpOJ'IC)KHCﬁ CIIM3UCTHIX BCPXHUX AbIXATCIIbHBIX HYTeﬁ U MUHUMUBUDPYCT
BO3MOXHOCTb BO3HUKHOBCHHA C(bCHOI/II[I/ITa 141 FaﬁMOpHTa, qacTo HaGHIO,Z[aI-OIHI/IXCSI IMpHU UCITOJIB30BAHHUH 30HOOB.

JIist npoUIaKTUKK U JIEYEHUS! IEPEUUCIICHHBIX OCJIOXKHEHUH pa3zpaboTaH KoMIieke Mep. K HuM oTHocsTCS:

[Ipodunaktuka TPoMOO30B TMOCTOSIHHBIM BBEIECHHEM TremnapuHa B Jo3¢ 12-18 Teicsy eAuHMI] B CYTKH TIOJ

exeqHeBHbIM KoHTposieM AYTB. OntumanbHOi NpoduIaKTUPYIOIIEH 1030iM remapuHa OyaeT a03a, MOJIep KUBaroIias

AUTB Ha ypoBHe 1.5 HOpMmBL. BaxHo Takxke »sJacTUUecKOe OMHTOBAHME HOT WJIM HCIOJIb30BaHUE CIIEIHUATBHBIX
0

KOMITPUMUPYIOIIHUX YYJIOK B TEYEHUE NIEPUOAA ATMHAMUN .

2.

THlaTeJILHblﬁ yXona 3a OOJILHBIM. HaHI/IeHTOB HGO6XOI[I/IMO [mepeBopavYnBaTh C Ooka Ha 60K, Ha CIIMHY W KUBOT

kaxpie 3 gaca. C camoro Hauaja JIiedeHus i MPOPUIAKTUKH MPOJICKHEH HEOOXOIMMO UCIIOJIH30BAHUE TIPUCTIOCOOJICHHUIA,
MO3BOJISIIONIUX HA BpeMs TPUIIOJHUMATh YYAaCTKH Tejla, HamOoJjee aKTHBHO KOHTAKTUPYIOIINE C TBEPIBIM TOKPHITHEM.



KoHbIe TOKpOBBI HEOOXOAMMO PETYJIIPHO (HE MeHee 2 pa3 B CYyTKH) 00pabaThiBaTh PaCTBOPAMH, BKIIFOYAIOIUMH IAMITYHb
1 TAHOIL.

3. Bbonbmoe 3HaueHme I mOCHemyromied peadwiMTanuu OOJBHBIX HMMEET pPAHHEE WCIOJb30BaHUE OPTE30B U
CIEIUAIbHBIX YIIOPOB I KUCTEH W CTOI, MPEIOTBPAIIAOIINX PAa3BUTHE aHKHMIIO30B B JIYUYC3AISICTHBIX M T'OJICHOCTOITHBIX
CycTaBax.

4. ['unepecte3nn, BOZHUKAIONMINE Y OOJIBHBIX, TIPOSBIISIFOTCSA OOJIIMH B KOCTSX W MBIIIIAX Tejla U KOHeYHOocTel. bomun
MOTYT HOCHUTHh OYCHb WHTEHCHUBHBIH XapakTep, TPEOYIOIHMA METUKaMEHTO3HOTo 00e300JuBaHMs (TIIFOKO30-HOBOKAaWHOBAs
CMeCh, UHIOMETAIIMH, TPOMEI0, PECHTAaHWIOBBIN TIACTBIPh, IPOTICPHUION).

5. [Ipu ctuxanum Ooyie HEOOXOAMMO KaK MOXXHO paHbIEe HAYWHATH JICYEOHYI0 TUMHACTUKY. [lOCKOJIBKY wH3-3a
cmaboCcTu MBI 00BEM aKTHUBHBIX JBI)KCHHH MOXET OBITh CHUJIBHO OTPaHUYCHHBIM, OOJIBHBIM HEOOXOIUMO IIOMOTaTh,
YMEHBIIAs BEC UX COOCTBEHHBIX KOHEYHOCTEH C MOMOIIBIO PYK MEPCOHANA MM MOJ00POM CHUCTEMBI MPOTUBOBECOB. Llembio
TUMHACTUKH SBJISICTCS] BBITIOJHEHUE OOJBHBIM CaMOCTOSITEILHO AKTHUBHBIX JIBIDKCHHH C BO3MOXKHO OOJBIIEH aMIUIUTYAOM.
Ecnu GonbHOM HE cOCOOEH BUTATHCS, OMPABAAHO BBHITIOJHEHUE MACCUBHBIX JABMKEHUN €ro KOHEYHOCTAMH. PanHee Hayaino
KHHE3UOTEPANUK CIIOCOOCTBYET 00Jiee TOJTHOMY BOCCTAHOBJICHHIO OO0BEMAa MBIKCHMA W HHUBEJIHPYET TOCIEACTBUS
KaTa0o0JIM3Ma TKaHEH.

* Bcewm OonbHbIM, cTpajatommm OIl, 1o Havana cnenupuyeckoro JeUeHus KeaaTesIbHO MTPOBECTU MCCIEI0BAHUE TEHOB
TpoMOOUINK, YTO TMO3BOJIMT 3apaHee Mpeamnonarath M NpodrIakTUpoBaTh TpoMOooOpazoBaHue. Y OOJBHBIX C
IOBBILIEHHBIM PUCKOM TpPOMOO30B KypChbl JIEUEHUSI HOPMOCAHI'OM HE JOJDKHBI MpeBbliaTte 4 aHeil. Jlia
OBApUOCYIIPECCUU MPEANOYTUTENBHO MCIOIb30BAaHUE arOHUCTOB FOHAJIO0TPONUH-PUIM3UHT-TOPMOHA (30Ja/1€KC), a HE
KOMOMHHMPOBAHHBIX OPAJIbHBIX KOHTPALIEIITUBOB.

» Jlocrarouno penkum u ouyeHb cneruduuabM 1 OIl sBasercs cunapom HeanekBaTtHOU cekpernu AJIlT (oTmeueH y
kaxoro yetBéproro nanuenta ¢ OIl u3z mabmonaBmmxcs B ['HI[ PAMH  2008r.) - criencTBre akTHBHOCTH OCHOBHOTO
3a0oneBanus. CUHIpOM pa3BUBaeTcss npu yBenuueHuH KoHueHTpauuu AT Beime 4.0 HI/1 B CHIBOPOTKE H
NpPOSIBIISIETCS. CHUKEHHMEM TIIOKas3aTelel ChIBOPpOTOYHOTO Hatpus a0 100 - 125 wmmoaws/m u  0OIIEeMO3roBOi
cumnToMatukoil. [lpu cTOKOM CHMKEHHH CHIBOPOTOUYHOTO Na Hmke 120 MMOJB/T B T€UEHHH HECKOJBKUX YacOB
MOKET Pa3BUTBHCS MO3rOBas KOMa C PUCKOM JIETAILHOIO Mcxozda. Jljisi CBOEBPEMEHHOIO BBISIBJIEHUSI THIIOHATPUEMUU



HEOOXOJIUMO €KE€THEBHO KOHTPOJUPOBATH SJEKTPOJIUTHBIE MOKA3aTEIW U CYTOUHBIA JUype3 CO JIHS MOCTYIUICHHS
MalKreHTa B CTalloHap.

JleueHue cuHapoMa HeaJlekBaTHOU cekpennu A/l BKiatodaer:

BPEMEHHOE OIpaHUYEHHE CYTOYHOT0 oTpedaeHus xxuakoctu a0 1000-1200 mi;

MEJJICHHOE BBEJICHHE TUIIEPTOHUYECKOT0 PACTBOPA HATPHUSA XJIOPHUAA C THIATEIbHBIM Ja00PATOPHBIM KOHTPOJIEM;
Ha3HAauY€HHE HEOOJIBIINX 103 MOYETOHHBIX.

* Heo06XoAMMOCTh JUIUTENBHOTO MPOTE3UPOBAHUS (HYHKIIUU PA3TUYHBIX OPraHOB CO3JAI0T MPEANOCHUTKU JJIsl Pa3BUTHS
xapaktepHbIx 17151 OIl nHPEKIMOHHBIX OCIOKHEHUH, KOTOPBIE MOYKHO Pa3ZIeNIUuTh HA 5 KaTeropHii:

NHdekuu apixaTelbHbIX TyTeH.

HNudexmm MOYeBBIICTUTEIIBHON CUCTEMBI.

WNubexkunn 4enoCcTHO-TUIEBBIX Ma3yX.

HNudexum xemyq09H0-KUIIIEYHOTO TPAKTA.
HNudexum neHTpaibHbIX BeHO3HBIX KaTeTepoB (L[BK).
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* [Ipu peHTreHOJOTUYECKNX JaHHBIX, YKA3bIBAIONIMX HA TTHEBMOHUIO, aTEICKTa3bl, TUIEBPUT, HEOOXOAMMO BBITIOJTHUTH
(bUOPOOPOHXOCKONHUIO M OPOHXOATBBEOJIIPHBIA JIaBaX, MaTepray KOTOPOTO HAMPABIISICTCS HA IUTOJOTUYECKOE H
MUKpOOHoOJIoTHUecKoe wuccienoBanus. [lo wux pe3ynbraraM B paHHUE CpPOKM Ha3HAYaeTcs ajeKBaTHas
aHTHOMOTHYECKAs TEPAITHS.

* Pa3BuBaeTCs MuUeI0-BeHO3HBIN pediokc. TakuM O0JBHBIM HEOOXOAMMAa YCTAaHOBKA MOCTOSTHHBIX MOYEBBIX KATETEPOB
Folly nns sBakyanuum Mo4yu. MOHUTOPUHT WH(EKIIMOHHBIX BO30yAWTENeH OCOOCHHO akTyajeH i OOJbHBIX,
HaXOJIAIINXCS Ha aHTUOAKTEPUATILHOMN TEparuy, 11 CBOCBPEMEHHON UICHTU(DHUKAIIMA HOBOTO BO30OYIUTENSI M CMEHBI
JIEKapCTBEHHBIX mpemnapaToB. OO0s3aTeIbHO MCIOJIB30BaHUE 3aKPBITOW APEHAKHON CHCTEMBI C aHTHPE(IIFOKCHBIM
KJIAITAaHOM U TIOJIJIEP’)KaHUEM YPOBHS APEHAXKA HUKE YPOBHS MOUEBOTO ITY3bIPS JAJISI UCKITFOYSHHS 3aCTOSI MOYH.



* VH}peKuun 4eT0CTHO-TUIEBBIX Ma3yX 4acTo HaOMI0JAIOTCS Y MAlMEHTOB C IUIETUSMHU, KOTOPBIE JIUTEIBHOE BPEMs
HaxoJATCS B BBIHYK/IICHHOM IIOJIOKEHUHU JIEXa. JTO HApyIIAaeT €CTECTBEHHYIO a’3palHi0 IMOJIOCTEH M OTTOK HX
cofepkuMoro. CHuTyalMio yXyZAIIaloT Ha3oTpaxeallbHas MHTyOalus W Ha3zoracTpajibHble 30HAbI. [lonTBepikieHuem
JUAarHo3a CIy’KAT HaJIU4Khe YPOBHS JKUJIKOCTHM WIM IOMOIE€HHOE 3aTEMHEHHWE IIOJOCTH INa3yxu. B Takom ciydae
HE0O0XOMMa KOHCYJIbTAllUsl OTOJIAPUHIOJIOTa JUIsl HA3HAUYEHUS CIELU(PUUECKON TepaIuy.

* [Ipu nmapeHTepaIbHOM IIUTAaHUM OTCYTCTBHE CTUMYJSIIMU PaTrrepoBa COCKA MHUILEW yXYIIIAET IBAKYALUIO JKEIIUU U3
KEITYHOTO TY3BIPS, MPOBOLUPYS TMEpEepacTsHKEHUE ero CTeHoK. HeoOxoaum  ynbTpa3ByKOBOW — KOHTPOJIb
noAne4eéHOYHOro mpocTtpaHcTBa. MHbekunn OunmapHoit cuctembl y ©OonbHbIX OIl  MOryT mpOsBISTHCS:
XOJICIIUCTUTOM, XOJAHTUTOM M SMIIMEMON KEIYHOro My3bIpsa. B psme ciaydaeB MOXET MOTpeOOBAThCS MyHKLHUS
KEIYHOTO IY3bIPsl C LENbI0 JACKOMIPECCMU W BBENEHUS AHTUOMOTUKOB. [Ipm myinTenbHON aHTHOAKTEpUaIbHOU
Tepanuy y NalyueHToB 4yacTo pa3zpuBaercs qucoakrepuos XKKT.

* [Ipu nmomo3penun Ha uHpuuupoBaHue [[BK BBIMOTHSAIOT OAHOBPEMEHHbBIE KOJMYECTBEHHBIE IOCEBbI KPOBU U3
Karerepa u nepudepuueckoil BeHbl. I[lpu TNOmO3peHMH Ha KaTETep-aCCOLMUPOBAHHBIM TpPOMOO3 JENaroT
nomnrmieporpadrio KaTeTepU3MpPOBAaHHONW M MPWISKAIIUX BEH IJs BBISBICHUS HHGUUMpoBaHHOro Tpomba. [lpu
BBICOKOW BEpOSITHOCTH WJIM JIOKa3aHHOW KaTeTep-acconuupoBanHod uHbekiuu [IBK ynanstor, a HOBBINM KateTep
YCTaHaBJIMBAKOT KOHTPAJaTEPAIbHBIM JOCTYIIOM.

* Jlpu nedyeHMHn HHEQEKIMOHHBIX OCJIOXKHEHUH y O0ibHBIX, cTpagaromux OII, pekomeHayercs NpUAEpPKUBATHCS
CHEAYIOIINX MOJIOKECHUM:
Ha3nauenue aHTHOMOTUKOB TOJKHO OBITH MpuUleIbHbIM. Heo0X01MMO BBITIOTHUTH MMOCEBBI: KPOBU, MOYH, 3€Ba U IO
MOKa3aHUsIM OpOHXO-anbBeosipHbIH aBax (BAJD).
Osxunasi pe3ysibTaToB OAKTEPUOIOTMYECKOTO aHaIKM3a, IMIMPUUYECKYIO Teparuio HEOOXOAUMO HAUMHATH C MPOCTHIX
aHTUOMOTHKOB IIMPOKOIO CIEKTpa (ecau HH(EKIus HE OTHOCUTCA K paspany Tsokenbix). Ilpu Bepudukanmu
MUKPOOHOU (IIOpHI U €€ YyBCTBUTEIHHOCTU K aHTUOMOTHKAM, MPEANOYTEHUE CIeayeT oTaaBaTh npemnapatam [ — II
IIOKOJIEHUS], TaK KaKk IIpu (hOpMHUPOBAHUM YCTOMUMBOCTH, B PE3EPBE OCTAIOTCS Oosee I3(P(HEKTUBHBIE AHTUMUKPOOHBIE
JIC.
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[Ipu nokanbHBIX HHPEKUUAX (mponexHH, MoueBble myTH, uHpeknuu THBJl) mpenmoureHue cieayer OTAABaTh
MECTHOMY HCIOJIb30BaHUIO aHTUCENTUKOB U aHTHOUOTHKOB, OCOOCHHO €ClIM OHH SBJISIOTCS nopdupuHOreHHbIMU. MX
VCIIOJIb30BaHUE BO3MOKHO B BUJE OpPOLICHUM MMEIOIIUXCS PaH, a Takke Mo4eBOro my3bips win Th/l. B gactHoCTH,
TAKOM IMOAXOJ CHpPaBEUIMB IO OTHOLIEHMIO K am¢oTepuuuHy B, kpaiiHe NOpQUPHHOI€HHOMY IIpenapary,
UCIIOJIb3YEMOMY B Tepanuu rpuOkoBbIX MHGpekuuid. [Ipy MecTHOM HCIosib30BaHMK NOP(UPUHOIEHHBIE MPENapaThl
OKa3bIBAIOT KIMHUYECKUH 3(PPeKT, Mano BcachlBasACh B CUCTEMHBIM KPOBOTOK, U MOYTH HE B HA NOPQUPHUHOBBIMI
0OMeH.

* MonHuTtopuHr uHdpekuii. CBOeBpeMEHHOCTh Hayajla aHTUMUKPOOHOH Tepaliuu UM 3aMEHbl IIPernapaToB OYEHb
aKTyaJibHa, IIOCKOJIbKY OYEpEIHON BUpaXX MH(PEKIMHU MOXKET NpuBecTd K noBTopHOoil atake OII. Ilpuctyn He
TOJIBKO yXyJAIIAeT 00Ilee COCTOSHUE MAlMeHTa, MPOAJieBas CPOKH JICUEHUS, HO U TpeOyeT MOBTOPHOTO Kypca
Tepanuyu apruHaTOM rema, YTo JeNaeT JICUeHUE OYeHb J0poruM. M30exaTh nepeuncieHHbIX MpoOIeM MOMKHO
MOHHUTOPUHIOM MH(EKUUN MyTEM MPOBEICHUS PETYISPHBIX MOCEBOB KpoBU, BAJI, Mouu u Ap. B TeueHHE TOTO
BPEMEHH, MTOKA COCTOSIHUE OOJIBHOTO TPAKTYETCA Kak TshkEnoe. B mepByto odepenb 3T0 KacaeTcsi MOHUTOPUHTA
yke chopMHUPOBABITUXCSI OYArOB HH(EKIINU.
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Pucynok 3. IIpoTokoJ BeaeHust
0epeMeHHOCTH
(nmpeaBapuTeNbHBbIN BAPDHAHT)

| | MNpepbiBaHne Tepanua Tepanusa PoaopaspelieHue
MpepbiBaHye | | Y 1€4€HnE npuctyna u npuctyna u M Tepanus
W /IeYeHun npucryna 3/I0HrauumA 3/10Hrauumms npucryna
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	1. МЕТОДОЛОГИЯ СБОРА ДОКАЗАТЕЛЬСТВ

	 Методология разработки рекомендаций

	 Методология валидизации рекомендаций

	Развитие различных форм порфирий связано с нарушениями в цикле биосинтеза гема и имеет общие черты. В основе развития каждой формы порфирии лежит генетически обусловленное снижение или отсутствие активности определённого фермента в цепи биосинтеза гема, в результате чего происходит избыточное накопление продуктов порфиринового обмена  перед ступенью, где находится дефектный энзим. При токсических концентрациях проявляется клиника болезни. Гены ферментов расположены на разных хромосомах и не имеют групповой сцепленности.  Снижение активности фермента до 50% от нормы может не иметь клинических проявлений. 

	При ОП реализовать генетическое носительство и спровоцировать клиническую   манифестацию заболевания могут индуцирующие (порфириногенные факторы). К ним относятся (категория D):

	4.5.5. Сенсорно-моторная полинейропатия.

	 Результатом избыточной секреции порфиринов и их предшественников (ПБГ и (-АЛК) является их накопление во всех органах и тканях. Предшественники порфиринов, особенно (-АЛК обладают нейротоксическим эффектом и приводят к  аксональной сегментарной демиелинизации нервных стволов с нарушениями их проводимости и тем самым к развитию парезов, которые имеют специфические особенности у больных ОП.

	 Парезы всегда симметричные и вовлекают в равной степени  все      конечности. 

	 В первую очередь поражаются проксимальные, а затем дистальные отделы  конечностей. 

	 Парезы всегда имеют характер вялых. 

	 Парезы быстро прогрессируют без специфической терапии, направленной на  подавление синтеза порфиринов.  




