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BBenenue

Ilopoupun  npeacraBiassroT coOoi rpynny 3aboieBaHUM, COCTOALIYI0 U3  CEMH
HO30JIOTMYECKHX  (POPM. [lpyyriHaMu HMX  BO3HUKHOBEHHS  SIBISIFOTCA ~ T'€HETHUYECKH
00yCJIOBJIEHHbIE HApYIIEHUs AKTUBHOCTH PAa3JIMUYHBIX (EPMEHTOB B LieNM OMOCHHTE3a rema
(Pucynox 1). DT0 mnpHBOAMT K HapylmIeHHIO OOMEHa TMOpP(GUPHHOB, HUMEKIOIIEMY CBOU
0COOEHHOCTH IIpU KaxkA0H (opMe NOPPUPUH U ONIPENENIAIOIEMY X KIMHUYECKUE MTPOSBICHHUS.
Hauano wm3ydenus HapymeHuil nopupuHoBoro oomena otocurcs k 1841r., korma Scherer
JI0Ka3aJl, YTO KpacHbId I[BET MOYM OOJbHBIX OOYCIOBJIEH HaJIMYUMEM B HEW OmNpeAeraéHHbIX
OUTMEHTOB, a HE MPUCYTCTBUEM MoJieKyl remoraoouna. Fisher B 1930r. momyunin HoGenesckyto
npeMuio 3a paboTy IO M3YYCHHIO NPOMEKYTOUHBIX MPOIYKTOB Tema W B 1934 rony
OImy0JMKOBaJ KHUTY «XuMHUsS nupposioB» [6]. Cxema OuocuHTe3a rema Obuia onucaHa B 50-e
ro/Ibl IPOLLIOTO CTOJETHS.

B nanpHelimem OblIu MIEHTU(GUIMPOBAHBl BCE BOCEMb ()EPMEHTOB B 3TOM LMKIE [5].
VYcTaHOBNIEHO, 4YTO Kaxjaas Ho3ojoruueckas ¢opma nopdupuil cBsizaHa ¢ jaedexkTom
AKTUBHOCTH OJIHOTO U3 (pEpMEHTOB (KpOME CHUHTETa3bl JI€IbTa-aMHUHOJIEBYJIMHOBON KHCIOTHI

(6-AJIK)), 3aKOAMPOBAHHOTO B OJHOM T'€HE.

ONMUAeMHOJIOT U

[Topdupun He SABISAIOTCS SHASMHYHBIMU 3a00JEBAHUSMHU W C OJWHAKOBOM YacTOTOM
BCTPEYAIOTCS CPEeIU HACEJCHMs BCEX KOHTMHEHTOB. YacToTa BCTPEYaeMOCTH OCTPBIX (OopM
nopdupuii (OIl) mo paznuyHbiM olleHKaM cocTaBisieT 7-12 cimydaeB Ha 100 ThICSY 310pOBBIX
monaei. B To ke Bpemss yacToTa 6€CCUMITOMHOIO HOCHTEIHCTBA T€HETHUECKUX IE(EKTOB,
npusosauux kK OI, coctausier ~ 50-100 cayyaeB Ha 100000 uenoBexk.

Kanaccupukanus

[Topdupuu nosxpasnensroTcs Ha HPUTPONOITUYECKHE M NEUEHOUHBIE B 3aBUCUMOCTH OT
TKaHU, TJ€ MPOUCXOIUT MPEUMYIIECTBEHHOE HapylleHHe MeTaboin3mMa MOophUPUHOB (CM.
knaccupukanus 1) [10]. Bmecre ¢ Tem, mopdupuu Moryt mnoapasnenstscsi Ha (opMmel ¢
MOPaXCHUEM KOKHBIX TIOKPOBOB M OCTpBIE, TPOBOIUpyeMbie popmbl (cM. kinaccudukanus ).

KITACCUOUKALNA I:

[Teu€HouHbIe MOPHUPUHN:

- [Topdupus, oOycnoBieHHast 1ePUITUITOM IETHAPATA3BI O-aMUHOJIEBYIUHOBOMN

KHUCIIOThI
Ocrtpast nepemexaromasicsi nopupus
Hacnencrennas konponopdupus
Bapuerarnas nopdupus
- Tlo3auss xkoxxHas nophupus

Opurponodrnyeckue nophUupuun:
- Bpoxnaéanas spurponostuueckas nophupus (6one3ns ['toHTEpa)
- DputponodtTudeckas mpotonopdupus




KITACCUOUKALIMA II:

Octpsele hopMbl Topbupuii

- [Topdupus, oOycnoBneHHas neGUIMTOM JeruapaTasbl O-aMHHOJIEBYIMHOBOM
KHUCJIOTBI

- OcTtpas nepemexaromasicsi noppupus

- HacneacrBenHas korponopupus

- Bapuerarnas nopdupus

q)ODMI)I HODd)I/IDI/IfI, OPOTCKAIOMIHNEC C IMOPAKECHUEM KOKHBIX ITIOKPOBOB

- [To3nHss KoxkHas nopdupus

- Hacnencreennas konponopdupus

- Bapuerarnas nopdupus

- Bpoxnéunas spurpornostudeckast moppupus
- DpUTPOIIO3THYECKAs: TPOTONOPPUPHS

Octpsle ¢opmbl ophupHil XapaKTepU3yIOTCs IPKOW HEBPOJOTMUECKOM M BEreTaTUBHO-
COCYIIMCTOM CHMIITOMAaTHKOW, B OCHOBE KOTOPOH JEXHUT moiuHedponarus. [Ipu mopdupum,
00yCJIOBICHHON JedUUUTOM JeruapaTasbl O-aMHUHOJEBYJIMHOBOM KHUCIOTBI M OCTPOM
nepemexaromieics noppupuu (OIIII) HeT KOXKHBIX MPOsBIEHUN. ITO OOBACHAETCS TEM, YTO Y
HUX AaKTUBHBIMM METaOONUTaMH SBJSIOTCS MpealecTBeHHUKH mnopoupuHoB (0-AJIK wu
nopdobununorex (I1BI')), koTopple HE UMEIOT CPOJCTBA K TKAHSIM JIEPMBI.

ITpu cHMXKEHMH aKTMBHOCTH ()€PMEHTOB MO3HUX 3TArnoB OMOCHHTE3a IreMa MPOUCXOAUT
HAKOIUIEHHE COOCTBEHHO MOPQUPHUHOB, M30BITOK KOTOPbIX B J€pME€ MPUBOIUT K
(doToTOKCHMUECKUM peakuusiM. BcnencTBue 3TOro KIMHUKA KOKHBIX MOPaXKEHHUH XapakTepHa
JUISL TaKUX OCTpbIX nopdupuil kak: HaciencrBeHHass komponopdupus (HKII) u Bapuerarnas
noppupus (BII), a Taxxe mnosznHedl koxnoil mnopdupun (IIKII) u sputpomosTHyeckux

nophupHii.

ITHOJIOTUA W MATOTCeHE3

Pa3Butne paznuuHbix ¢opM nopdupHil CBA3aHO C HAPYLIEHUSMHU LMKJIa OMOCHHTE3a
reMa W uMmeer ooOme uepTel. B ocHOBe pa3BUTHS KaxaoH (opMbl MOPOUPUU  JIEKHUT
TeHETUYECKH OOYCIIOBICHHOE CHIDKEHHE WM OTCYTCTBHE AaKTHBHOCTH OIPENEIEHHOTO
¢depMenTa B nenu OuocuHTe3a rema (puUcyHOK). ['eHbl (epMEHTOB PACHOJIOKEHBI Ha Pa3HBIX
XpOoMOCOMax U HE UMEIOT IpyNIoBoi cueruieHHocTH. CHukeHne akTUBHOCTH GepmenTa a0 50%
OT HOPMBI MOKET HE UMETh KIIMHUUYECKUX MPOSIBICHUH.

[Tpu OIl peanu3oBaTh TEHETHYECKOE HOCUTEIHCTBO M CIPOBOIMPOBATH KIIMHUYECKYIO
MaHH]ecTaluo 3a001eBaHUs MOTYT:
-aJIKOT0JTb
-nexapctBeHHble npenapatsl (HIIBC, 6apOuTypatsl, iedanocrnopuHbl
Cyb(aHUIaAMUABI U JIP. CIIHCOK KOTOPBIX MPEICTABICH B IPUIIOKEHHUH )
MEHCTpYalIbHBIN UK, OepeMEeHHOCTS (y yKeHIMH) [3]
-MHCOJISIIS



-bakTepualbHble U BUpycHbIe HHeKmn (ocoberno HCV, HBV, CMV) [15]
-rOJIOJJAHUC

[Tepeunciennpie GaKTOPbI MPUBOAAT K MOBBIIICHHOMY MOTPEOJICHUIO KOHEYHOTO
IPOAYKTa [HKJIA OMOCHHTE3a — reMa (HalmpuMep, aKTUBAIUs CHCTEMBI IuToxpoMa P-450)
[10], 1160 oKka3bIBAOT HEMOCPEACTBEHHOE CTUMYJIMPYIOIICE BO3ACHCTBUEC Ha aKTUBHOCTb
nepBoro (Qepmenta nukiaa OuocuHTe3a — cuHTeTaszbl O-AJIK, uyTo mnpuBoAMT K
HOBBIIICHUIO €€ aKTUBHOCTH (HAIpPUMeEp JIeiCcTBUE IporecTepona) [7], B pe3ynbTare uero
YCKOPSIETCSl CHHTE3 BCEX MPOMEXKYTOUHBIX MPOAYKTOB MeTabonm3ma noppupuHoB. Ha
stame y4yacTus JAeekTHoro ¢epMeHTa HayuMHaeTcs H30BITOUHOE HAKOIICHUE
METabOJIMTOB B TOKCUYECKUX KOHIIGHTpAIWSIX, YTO MPHUBOIUT K OOOCTPEHHUIO
3aboneBanus. [Ipu OIl nzbpiTounoe Hakoruienue o-AJIK u IIBIT B TKaHSAX TPUBOAMT K
CErMEHTapHOW JIEMHEIIMHHU3AllMd HEPBHBIX BOJOKOH C HApyIICHHEM HEPBHOU
MPOBOAUMOCTH. TOKCHYECKOMY BO3ICHCTBHIO TIOJBEPKEHBI BCE OTAENb HEPBHOM
CHUCTEMBI YeIOBEKa.

Ilepugepuueckas cencopno-momopHas noauHeuponamus SBISETCS CIeICTBUEM
BTOPUYHON JEMUEITUHU3AINHA HEPBHBIX BOJIOKOH.

Boeneuenue secemamusnoti  nep6HouUl cucmemsbl UMEET CIENYIOIIUN NaTOTEHE3: -
MOpaKeHUE a0JOMUHAIBHBIX BETETATUBHBIX CIUIETEHUH COMPOBOXKAACTCS CIa3MOM
COCYIOB OpbDKEUKH U HapYyIIEHHEM MOTOPHKU KHUIIIEYHUKA.

- ocnabieHrne akTUBHOCTH N. VaguS MPUBOIUT K IPEUMYIIECTBEHHOMY BIIMSHHUIO Ha
CEpJICYHO-COCYAUCTYIO CUCTEMY CHUMIIATHUYECKOTO OTJENa; STOMY TaKXkKe CIIOCOOCTBYET
10-Tm kpaTHOE YBEIWYCHHEM OSKCKPCIMH KAaTeXOJAaMWUHOB W HapylieHWe (QyHKIUN
OapopelenTopoB apTepruaIbHbIX COCYI0B.

Hapywenue ¢@ynkyuu yenmpanonoii HepeHOU cucmembl SIBISETCS CIEICTBUEM
TOKCHYECKOTO BO3JCUCTBUS MPEANICCTBEHHUKOB MOP(MUPUHOB HA HEUPOHBI TOJIOBHOTO
MO3Ta ¥ Pa3BUTUS ITUTEIIBHOTO ClIa3Ma apTepUoJl, TUTTOHATPUEMHUH U TUIIEPTHApPATAIINH,
YTO MPUBOJUT K TSHKEITBIM DHIIEPATOTATHSIM.

[To3nusas xoxHass nopoupus (IIKII) u sputpomnostuyeckue mopGuUpUH HUMEIOT
XPOHUYECKOE TEYCHUE C MEPHOIaMU 000CTPEHHIA, KOTOPbIE MOTYT BBI3BATH:
- 3II0yNOTpeOIeHNE aJIKOTOJIEM
- IpUEM TOPMOHAIBHBIX JIEKAPCTBEHHBIX IPEMapaToB
- BO3/ICHCTBHUE ATOXUMHKATOB (00IIIEE M MECTHOE)
- WHCOJISIIIHS

logvliuennas — c6emouy8CmeumenbHOCMms — KOJICHbIX — NOKPOBOE CBsi3aHa C
(OTOXMMHUECKUMH  PEAKLUUSMH, CHPOBOLMPOBAHHBIMM HoppupuHamMu. M30bITOK
nopHUPHUHOB B KOXKE IMOJABEpPraeTcs aKTUBHOMY BO3IEHCTBHIO CIEKTPa COJIHEYHOIO
u3nydeHus ¢ jumHamMu BoiH 400 — 410 HM, 4TO MPUBOAUT K 00OpPa30BAHUIO PEaKTHUBHBIX
YacTHUll, Hal[pUMep, CYNEePOKCH AaHHOHA, AKTUBUPYIOLIET0 KCAHTUH-OKCUAA3y, U JPYTUX
METa0O0JIUTOB, MOBPEXKIAIOIINX KJIETKH Oa3ambHOM MemOpanbl. IloBTOpHBIE araku
MPUBOJAT K Pa3BUTHIO HECKOJIBKUX CJIOEB 0a3zaabHBIX MeMOpaH M 00pa30BaHHUIO ILIacTa
KPOBEHOCHBIX  COCYOB B  TIOBEPXHOCTHBIX  CIOSIX  JAE€pMBl.  PeakTuBHBIE
KHCJIOPOJICOIEPIKALIINE YACTHUI[BI TAKKE MOT'YT IPUBOJUTH K BBICBOOOXKACHUIO THCTAMUHA
U3 TYYHBIX KJIETOK, YCUJIUBAs SIBIEHUS (DOTOTOKCUYHOCTH.

Hsmenenus  koocu YpomnophUPUHOTEH — OCHOBHOW META0OJUT TIPH IO3JIHEH
KOKHOM mopdupuu  crumynupyer cuHTe3 ¢ubpobnactamu  kosiareHa. llpum
SPUTPONOITHUECKONH  MPOTOMOPGUPUU  KUPOPACTBOPUMBIA  MPOTONOPHUPHHOTEH
OTKJIaJbpIBAa€TCd B CTEHKE COCYIOB JI€pMBl, TPUBOAS K MX  YTOJUICHHMIO.



[TurmMeHTHpOBaHNE KOXKU U TUIIEPTPUXO03 HAOIIONAIOTCS B NEPUOPOUTAIBHBIX 00JacTAX
IpY TO3/IHEH KOXHON MOPp(UPHH U SPUTPONIOITUIECKUX MTOPPUPHSIX, OTHAKO, MEXAHU3M
9TUX U3MEHEHHUH J0 KOHIIA HE U3Y4YEH.

Kiaunnueckue NMPU3HAKA U CUMIITOMBI

OcHOBHBIE TPOSIBJICHUS OCTPLIX MOPPUPUN BKIIFOYAIOT (110 4aCTOTE):
-TaxuKapaus
-00JIK B ’KHBOTE
-3a10pPBI
-TOLITHOTa/pBOTA
-apTepuagbHas TUIIEPTCH3US
-005K B HOTaX, PyKax, MOSICHUIIE, TPYAHOMN KIIETKE
-CHIDKEHUE KOKHOW YyBCTBUTEILHOCTH
-KpacCHBIM Uiy Oyphlil IBET MOYU
-TeTparnapes3/TeTparierus
-TUTIOHATPUEMHUS
-IIOBEJICHYECKHE PACCTPOMCTBA
-raJUTIOLIMHALIAN
-niape3 VI nmapsl yepenHo-MO3roBbIX HEPBOB
-nuchonus, nucdarus, qu3apTpus (Oynb0apHbIe HAPYIICHUS)
-IapaIoKcaabHOE JbIXaHue (IIPH BIOXE )KUBOT BIAJACT W3-3a Mapainda auadparmel)
-OCTaHOBKa JIbIXaHUS
-3pUTEMa, BOJIJIBIPH HA OTKPBITHIX YUACTKaX KOXKH.

[lepBbIii IpHCTYIT OCTPBIX MOPGUPHI MOXKET Pa3BUTHCS B Bo3pacte crapme 14-16
JIeT, 3HaYUTENNbHO yalle y *eHuuH. Havano 3aboneBanus octpoe, pexxe nogocrpoe. [locie
BO3JIEHCTBUS MOP(OUPUHOTEHHBIX (AKTOPOB MOSBISIOTCS OO0NM B KMBOTE, KOHEUHOCTSIX,
MOSICHUIIE, TOITHOTA, pBOTa. K KOHILY BTOpOi Heenu 3a00sieBaHus MOSABISIETCS MbIIIEYHAs
c1aboCTh, EPEXOSIas B Mape3bl U Mapaandn. XapakTepHsl Taxukapaus (mo 110'-130'),
aprepuanbHas runeprensus (mo 180/100), BeigeneHHe MOYM C KPACHOBATHIM OTTEHKOM,
HEaJICKBAaTHOE TOBEJeHUE W rayumonuHanuu. [Ipu orcyrcrBum jneuenus B tedenue 20-40
IHEeH y OOJBHBIX MOTYT DPa3BUTbCA OynbOapHBbIE HapyIIEHUS U Hapand JbIXaTelbHOM
MyCKyJaTyphl. B aHanu3ax KpoBU HEPEAKO BBISBISETCS TUIIOHATPUEMHUSL.

VY OonpHbix HKII m BII Moryr Takke OTMeYaThCsl SIBICHHUS IOBBILIEHHOM
dortouyBcTBUTENBHOCTH [9,16].

JII/IaFHOZi H PEKOMECHAYEMbIC KIIMHHYCCKHUEC UCCIICA0OBAHUA

JlaboparopHas TMarHOCTUKA OCTPhIX NopbupHii, kpome nmopdupuu 00yCIOBICHHON JePUITUTOM
neruapartassl -0-AJIK ocHOBBIBaeTCs Ha ompeneleHWd B Moue H30bITKa mopdoOuinmHOreHa ¢
ITOMOIIBIO:
- KQUeCTBEHHOTO CKPUHUHT-TECTa CBEXKEro 00pa3iia MO4YH OOJILHOTO C MCIOJIh30BAaHHEM
peaktuBa Jpnuxa mo Metoay Watson-Schwartz. Ilpu nanmmyum B moue m30biTka I1BI
oOpa3yercs OKpalleHHBIA MPOIYKT PO30BO-KPACHOTO I[BETA;




- KOJIMYECTBEHHOTO ompeaeneHus coaepkanus I1BIT B Mode (Hopma He mpeBbImaer 2
MT/).

IIpu nopdupuun, oOycnoBneHHoil nepunmurom aeruapatassl —O-AJIK B moue,
OTpeieNiIeTCsl BHICOKAsi KOHIEHTpAUs JeIbTa-aMUHOJIEBYJIMHOBOM KUCIIOTHI IPU HOPMATbHOM
conepxxanuu [1bI".

Jlmaruo3 octpoil moppupUN YCTaHABIMBACTCS HAa OCHOBAHWU XapaKTEPHON KIMHUYCCKOM
KapTHHBI U BeICOKOTO coaepxkanus I1BIN wnm d-AJIK B moue [1,17].

Huddepenumansubiii auarno3 mexay OIIl uw BII wim HKII ochoBbiBaetTcs mpu
U3MEPEHHH COJepKaHusl oOmmx mnophupuHoB B Kaine [1,17]. B HopMe KoOHIEHTpaius
nopdupuHoB B kaime meHee 200 HMOIB/T cyxoro Beca. HopmanpHas KOHIIEHTpamwsi OOIIHX
nopdupuHoB B kane nonreepxkaaet auarHo3 OIIII. [ToBeiieHue KOHUEHTPAMU B HECKOJBKO
pa3 cBugerensctByer B noiab3y HKII wmm  BIIL  Ilpu  uccnenoBaHuu — 1uia3mel
cnekTpodaoopuMeTpruueckuM MeTo1oM MoxHO nuddepenmuponars HKII ot BIT.

Crnenyroum 3TanoM JUArHOCTHKHU SIBJSIETCSI ONPEJEJIEHHE aKTUBHOCTH (PEpMEHTOB B
KJIETKaX KpPOBU. OTO IMO3BOJSIET  MOATBEPAUTH JHArHo3 Y OONBHBIX C KIMHUYECKUMU
IpOsIBJICHUSIMU  3a00JIeBaHUM U  BBIIBUTH OECCUMITOMHBIX HocuTened. Hecmorps Ha
pacipocTpaHEHHOCTh M yIO0OCTBO NHUArHOCTUKU OECCHUMIITOMHOTO HOCHTENbCTBAa MOpUpPHIi
nyTéM OLEHKH aKTHBHOCTH CHelu(uUecKoro (epMeHTa B KIIETKaX, ITOT METOJ He SBIISIETCS
a0COJIFOTHO JIOCTOBEPHBIM [8,6].

[TosTOMy  3aKIIOUMTENBHBIM JTAallOM  JIMATHOCTUKKA TOpQupHii y OONBHBIX H, B
0COOCHHOCTH, Y 0eCCUMITOMHBIX HOCUTeNeH sBisiercs nposenenue JJHK- ananusa [2].

[IpyunHOMl  mopakeHHWsI  KOXKHBIX  IOKPOBOB ~ MOXKET  OBbITb  IOBBILIEHHAs
CBETOUYYBCTBUTEILHOCTh, KaK cleACTBHE OJHON u3 (popm mopdupuit. Tem He MeHee, cienyeT
npoBectd  auddepeHInaNbHyI0  AMArHOCTHKY ~ KOXKHOW — TOpQHPUH € JIPYTUMHU
JIepMaTOIOTHYECKUMHU 3a00JI€BAHUSAMHU.

Jns AMarHOCTUKM — KOXHBIX (GopM mophUpuu HEOOXOAUMO TIPOBECTH CIICTYIOIINE
UCCIIEJOBAHMS:

- onpenenenre odumx nophupuHoB u ux npeamecrseHHUKOB (I1BI" u 6-AJIK) B Moue;

- olpeierieHne o0IuX NOPpPUPUHOB B KaJe;

- ompezeneHue o0ImuX MOp(GUPUHOB B IUIa3ME U HCCIEIOBAHUE CIEKTpa €€ IMOIJIOIIEHUs Mpu
(IIF0OPECIEHTHOM CHIEKTPOCKOIINY;

Jns nonreepxknenuss numartoza OIIIl crnenyer mpoBecTH NOMOJIHUTEIbHBIA TeCT -
onpeneneHue o0mux noppupuHOB B 3puTpountax. IIpn mNOBBIIEHHONW HX KOHIEHTpaLUU
clelyeT U3MEPUTh COOTHOIIEHHE CBOOOJHOTO M ZN-CBSI3aHHOTO IpoTonoppupuHoB. B ciyudae
3HAYUTEIBHOTO IMPEBBIIEHUS] KOHIIEHTPAUH CBOOOJHOTO MPOTONMOp(PUPHHA MOATBEPIKIAECTCS
nuarnos DIIIIT.

Ecin pe3ynbrarbl BCEX NEPEUYMCIEHHBIX TECTOB y NAIMEHTAa C AKTHUBHBIMU KOYKHBIMH
HapyLIEHUAMU OyAyT HOPMaJIbHBIMH, TO IMAarHo3 nophupuu OyAeT MalloBEpOsSTHBIM.. B ciyuae
e TIONy4eHUs XOTS Obl OJHOTO MM HECKOJbKHX IOJIOKUTEIbHBIX  Pe3yJbTaToB
MOJTBEPXKJIAeTCsl AUarHo3 KOKHOM mopdupuu, Gopma KOTOpPOHl ompeensercs ¢ MOMOIIbIO
JUarHOCTUYECKUX TECTOB.

ndppepeHunaabHbIA AUATHO3

Octpeie mophupun crneayer auddepeHupoBaTh €O BCeMH 3a00JICBaHUSMH,  KOTOPHIE
COIPOBOKAAOTCS:
- a0JIOMUHATBHBIMH OOJISIMU



- pa3BUTHEM CUMMETPUYHBIX ITOJIMHEBPUTOB KOHEYHOCTEH
- Oynp0apHBIMHM HapyLIEHUSIMU

- BBIICJICHUEM OKpAIIeHHONH MOYHU

- SHIeATOTIATUIMU

- ICUXUYECKUMH HapYIICHUSIMHU:

- ICUX03, YCTOWYUBBIN K TEpPaAIUu;

- mu3oadeKTUBHBIC PACCTPONCTBA,

- IIUKJIOMIHBIN TICHX03;

- KOHBEPCHOHHBIE PaCCTPOICTBA;

- COMaTH3aIHsI U CHHIPOM XPOHHUYECKOW yCTaIOCTH

[lepBuyHBIil »Tan JWArHOCTUKW, HA TMPAKTUKE, SBJSIETCS CaMbIM CJIOXHBIM U
OTBETCTBEHHBIM JUIsi Bpauda. BapuaruBHocTh TeueHus u cumnroMartuku OIl (ocobenHo mpu
ATUMUYHOM M MOHOCHMIITOMHOM BapHaHTaX pa3BUTHUS) CO3/Aal0T 3HAUUTENIbHBIE TPYIHOCTHU B
CBOEBPEMEHHOM IMOCTAHOBKE 3TOTO JMarHo3a, HEPEAKO YBOJS Bpaya B CTOPOHY OIIMOOYHBIX
MIPEANOJIOKCHUH. BhINoMHeHne ke CKpUHHMHT TecTa Ha Hanuuue u30biTka [IBIT B Mode Bcem
oOpararomuMes 0e3 aHaian3a MePBUYHBIX JKall00 HEPAallMOHATIBLHO C TOUYKH 3PEHUS BPEMEHHBIX U
MarepuanbHbIX 3arpar. ONBITHBIM MYTEM, MOATBEPKAEHHBIM CTATUCTUYECKHUMH JIaHHBIMU,
BBIJICTICHBI XapaKTePHBIC IS PAHHUX CPOKOB TedeHHs M crnenuduanbie aias OIl cuMnToMel.
Pa3pabGorana mikana, coaepikaimias JaHHbIC aHaMHE3a M CHUMIITOMBI KaK XapaKTepHBIC s
KIIMHUYECKOT'O TEYCHHSI OCTPHIX MOp(upuii, TaK U HAanOOJIee YacTo JOXKHO nmpunuchiBaeMbix OIT.
CKpPUHUHI MMEIOLIUXCS y MallMeHTOB CHMITOMOB M COIIOCTaBJIEHUE 3THUX CHUMIITOMOB C
CUMIITOMATUKOMU, TIPEACTABICHHON B Ta0iuie (nmpujoxenue 1)*, mo3posiser mo cymme 0amwioB
CYyIUTh O CTENEHU BEPOSITHOCTU Hanmuuus nophupuu y OonpHOro. Takoil moaxoj Mmo3BOJISET
MHUHUMHU3UPOBATh  YHUCJIO  STPOT€HUM, CBA3AHHBIX C  HA3HAYECHHEM  [MAIMEHTaM ¢
HEYCTAaHOBJICHHBIM TUArHO30M NOP(GUPHHOTEHHBIX MPEmapaToB.

*B wkane npeocmasienvl CUMNMOMbL, BCMPEUArOWUecs Npu OCMpulX HOPOHUPUSIX,
KOMOPbIM — NPUCBOEHO — OnpedelieHHoe — KOAU4ecmeo  0anios,  UMewux  Kak
nOLOdCUMENbHbIE, MAK U OMPUYAMETbHbIE 3HAYEHUsL 8 3A8UCUMOCTIU OM YACTNOMbL UX
scmpeyaemMocmu npu 0Cmpou nopupuu. dmu 6anIbl CYMMUPYIOMCA, U el CYMMA
bannos cocmasnsiem meHee 5 - OUAcHO3 OCMPOU NOPPUPUU MATOBEPOSIMEH, eClu Om 5
0o 15 6annos — ouacnosz nopgupuu 8o3modicen, ecau bonee 15 6annos, mo ouacHos
0Cmpotl noppupuu 8bICOKO 8ePosimeH.

[TopasxeHre KOXHBIX IMOKPOBOB IpH nopdupuax cieayer AudQepeHIUpoBaTs C MPOYUMHU
JI€pMaTOIOTMYECKUMHU 3a001€BAHUSIMHU.

Kiimnnveckue pexoMeHIauumn

1. OcTpsble noppupun, ueab JeYeHUs — NPEIYNPEKICHUE aTak 3a00JieBaHUS U Pa3BUTHUS
HEOOpaTUMBIX U3MEHEHUH HEPBHOW CUCTEMBI.

[Mpodunaktuka pazputus npuctynoB OIl mpeaycMaTpuBaeT OTrpaHUYEHHE BO3JAEHCTBHS Ha
OpraHHU3M MPOBOLMPYIOMHUX (PAKTOPOB, & UMEHHO:
- IpUEMaA aJIKOros
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- mnpuéMa JICKAPCTBCHHBIX IMPEHapaTOB C IOBBIMICHHOW MOPGUPHHOTCHHOMN
AKTUBHOCTBIO, WHCOJISAIMU pa3BUTUsA OaKTepUAIbHBIX M BHUPYCHBIX WH(EKINUN
(ocobenno HCV, HBV, CMV), cocTostHHS THITOTTTMKEMHN

- y KCHIIUH C JOKa3aHHOW CBSA3BI0 MEXIy HACTYIUICHHEM MENSES W YacThIMU
HMPUCTYIIAMH — TPEAYIPEIKICHHE MEHCTPYAIUH.

Ecnm meHcTpyanbHbIE IUKIIBI YacTo (Tpu U Ooiiee pa3 B roj) npoBorupyroT ataku OIl,
PEIPOAYKTUBHYIO (YHKIMIO  HEOOXOJUMO TMOJABIATh, JJIS YEero HCIOJB3YIOT OpajbHBIC
KoHTparentuBel — PureBunon, OBunon; ['HPI'- 3onagexc, cuHapel; aHIpOT€HBI - CYCTaHOH,
AHJPHUOJ; OBAPUOIKTOMHS B OTACNBHBIX Ciiydasx. OTMEHa OBapUOCYIPECCHUU IMPOU3BOIUTCS
MoCJIe JOCTHKEHHUS JUIMTEILHOTO OECIPUCTYIMHOTO (HECKOJBbKO MeECsleB M Oojiee) TeUCHUS
3a00JICBaHUS.

JleueHue HauMHAIOT IPU HAJIUYUKM HeCKOoNbkuX cumnTomoB OII (cMm. BbilE) U
HOBBIIIEHUH TOKa3arenel nopGupuHoBoro ooMeHa (1Mo CpaBHEHHIO C NPEAbIAYIIMMHI JAHHBIMU
B JuHamuke). [lpu pa3ButuM oOCTpOro mnpucryna HeoOXOJUMO HEMEJJIEHHOE Hadalo
[aTOr€HeTHYECKOW Tepanuu JUis NOJaBIEeHUS U30BITOYHOr0 OMOCUHTE3a NOPHUPHUHOB:

1. Hasnauenwme: aprunara rema (Hopmocanr*) 3mr/kr B/B kamenbHo 1 pas B
neHb. 4-7 qaeit nonpsia [11].
2. ObecneueHne M30BITOYHOIO MOCTYIUIEHUS B OparHu3M yrieoaoB (200-

600rp cyxoro Bem-Ba riroKo3bl). 40%-1000my B/B KamenmbsHO B CYTKH,
eKeHEBHO, 2-4 Henenu [4].

3. Cannocratua B go3e 100-500 MKr/cyT., MOJKOXXHO, €XCIHEBHO Ha
MPOTSHKEHUH OT 4-X Hellenb A0 6 MecsIeB B COYETaHUH ¢ miazmadepesamu
6-10 ceancos [13].

4. Pubokcun 2%-10mn B paseaenun Ha 100-200 mu 0.9% pactBopa NacCl,
B/B KaneybHO 1-2 pa3a B CyTKH, €XKEJIHEBHO 2-4 HElemnu.

ITocunapoMHas Teparus:

1. l'uneprxunemuyeckuti cunopom
aTEHOJION
0031 1aH
HOPBAcCK
JTU3UHOTIPUIT
aAMJIOIVTTHH
Obcmunayus
CEHHa
ryTajiakc
pO3epUH
Anecmesus
HOBOKaWH
MapKauH
Occaneuyeckuti cuHOpoMm
WHIOMETAITUH
acCIUpUH
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Towroma / peoma

PO3CpUH

XJIOPIIPOMAa3uH

pOMa3HH

Icuxo3vl / Heepo3bl
XJIOPIPOMA3HH

poMa3uH
Onunenmughopmmsie npunaoxu
Jra3ernam

KJIOHa3ernam

PeecTp nexapcTBEHHBIX MIPeMapaToB, MPUMEHIEMbIX Y OOJIbHBIX OCTPHIMH  TOPOUPHUSIMH.
http://blood.ru/clinic/praktikuyushchemu-vrachu/rossijskij-reestr-
lekarstvennykh-preparatov-primenyaemykh-u-bolnykh-s-narusheniyami-
porfirinovogo-obmena.html

2. Tlo3anas KoxxHasi nopupus, Ueb JedeHUs] — NPEIyNpEeKIeHUE Pa3BUTUSA OCTPHIX H
XPOHUUYECKHUX BOCMATUTEIHHBIX U3MEHEHUIN KOXKH.

[Ipodunaktuka [IKII npeamnonaraeT MaKCUMaIbHYIO 3aIIMTY OT COJHEYHOrO cBeTa (0JeXkKna,
KPEMbI, OYKH), BO3JCp)KaHHE OT MpUEMa aJKOroyis M TOPMOHAIBHBIX KOHTpanentusoB [9],
npenaparoB  Kejie3a, MCKIOUEHHWE BO3JEHCTBHS TOKCHYHBIX  BEIIECTB  (HAmpumep,
XJIOPUPOBAHHBIX TUAPOKAPOOHATOB).

Jleuenue TIKITI:
1.ConHue3amuTHbIe KPEMBI
2.Kpoonyckanus o 250-500mi npousBoaumslie 1 pas B 7-14 nHelt uinu mia3madepessl ¢
ynanenuem 1o 1-1.5 nutpa mia3mel 2pa3a B HEJEIIO.
3. InakBennn 200-600 Mr/cyT. Yepe3 CyTKH — €XKEAHEBHO, Kypcamu 1o 30 qHeit. Ho3sa
noabupaercs naauBuayanbHo. [Ipu [TKII, acconmupoBaHHBIX ¢ TOYEYHON HETOCTATOYHOCTHIO,
TpeOyrolieil reMoanai3a, MpoBOAUTCS KOMOMHUPOBaHHOE JieueHue [12]:

- Hecdepan 1.5t BMecTe ¢ quaanzom

- Oputponodtul 20 eq/Kr mocue quanusa

- Kpoonyckanus no 50mi — 100mn aBakast B Heaento (npu He > 100/1).

3. DpurponodTuyeckass nporonopupus, ueab JedeHUs — MNPEAYNPEKICHUE pPa3BUTHUSA
XPOHUYECKUX BOCHAIUTEIBHBIX U3BMEHEHUI KOXKU U TTOBPEKICHHUS TJIa3.

[Mpodunaktuka DI Takas ke, kak mpu [TKIT
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Jleuenune OIIIT:

- Ucnionp3oBanue GOTOXUMUYECKOMN JIAMITBI ¢ Y3KUM crieKTpoM mydka TL 01(311Hm)
JUTSE OOJTydeHUsI KOXHU OOJIBHOTO C IEJIBIO TOBBIIICHUS TOJIEPAHTHOCTH MOCICTHEN K
yasTpaduonery [14]

- [IpousBonHbIe 3 - KapoTHUHA

- AHTUTHCTaMHUHHbBIE

- TpancrnanTanus ne4eHu (B TSHKENBIX CIIydasx)

4. Bpoxaénnasi 3puTpono3dTuyeckasi noppupus, neab Je4eHus - IPEAyIpexICHUE Pa3BUTHUS
XPOHMYECKHX BOCHAINTENIBHBIX U3MEHEHUH KOXKH U IIOBPEXKACHUS TJ1a3.

[Mpodunaktuka BOII: Takas ke, kak mpu [TKIT

Jleuenne BOII:

- aKTHUBHPOBAHHBIHO Yrojb

— TpaHCQY3UH OJPUTPOIMTAPHOM Macchl B COYETAaHMM C Xejaropamu Fe
(necepar)

—  CIUICHIKTOMHUS

~ THIPOKCHMOYEBUHA

— TpaHCIUIaHTaIHsl KOCTHOTrO Mo3ra [14]

Ouenka 3¢ GeKTUBHOCTH JICUEHUS

Kontpons 3a sddextuBHOCThIO jeueHuss OIl BkItouaeT MOHUTOPUHT COJEPIKAHMS
o0mux nopdupunos, [1BI" u 5-AJIK B Moue, KOHIIEHTpallUK HATPHsI B CBIBOPOTKE KPOBH.
[Ipu ocMoTpe OO0JIBHOrO HEOOXOAMMO AaKIIEHTHPOBATh BHUMAHHE HA HAJIMYUU TaxUKapIuH,
apTepuanbHOl TMNepTeH3uu, 0oJjed B JKMBOTE M KOHEYHOCTSX, Ha 3MOIMOHAJIBHOM CTaTyce
001bHOT0. Y OOJIBHBIX C KJIIMHUKON MOPa)XXCHHsI KOXKHBIX IMOKPOBOB OOpallalOT BHUMaHUE Ha
COCTOSIHUE KOXKH, KOHBbIOKTHBBI. Y OonbHbIX ¢ [IKII, DIIII, BOII Hepenko cTpagaer nedyeHb U
Tpebyercs MonuTopupoBanue € ¢pynkuun (Ounupyoun, ACAT, AJIAT, P, Y3U, ouomncus).
Kpome Toro, y 60nbHbIX ¢ BOII olieHHMBaIOT BBIpaKEHHOCTh aHEMHUUECKOT0 CUHAPOMA, SIBJICHUHN
reMoJin3a (peTUKYJIOIUTO3, reMoryioonH, Y3 cene3éHkn).

VY GosbIIMHCTBA MALIMEHTOB U B MEXIPUCTYIHBIA NEpUoJ| MoKa3aTeian nopGupuHOBOrO
obmeHa MoryT mnpeBbiaTh HopMy. Ocobenno 3t1o kacaercs OIIIl. DTa 0ocoOeHHOCTH SIBISETCS
CBOETO poJia BAapHMAHTOM HOPMBI. [JITaBHBIM B OIIEHKE COCTOSHHS OOJBHBIX OCTa€Tcs MX
CaMOYyBCTBHE U COMAaTUYECKOE COCTOSIHUE.

OmuOKu M He00OCHOBAHHBIC HAZHAYECHUSA

[IpoBeneHne SKCIIOPATUBHOM JIAMAPOCKONUU WM JamapoTOMUU. Y OONBHBIX C
KJIIMHUKOW «OCTPOTO KMBOTa», 3alI0OpPaMH, TOITHOTOM, PBOTOM B KadecTBe AN HEepEeHIINaTEHOTO
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JIMarHosa cienyer paccmarpuBath OIl.  Heobxomumo o0si3aTeslibHOE  BBIIOJHEHHUE
KaueCTBEHHOI'O aHAJIN3a MOYM C PEAKTUBOM DpiHXa.

[lyHkuuu KOCTHOro Mo3ra JuUis yTOYHEHHUs XapakTepa aHeMHMM U TIeHes3a
HEBPOJIOTUYECKUX PACCTPONCTB TPU BBISIBICHHBIX HAPYIICHUSX HOPOUPHHOBOTO OOMEHa Yy
6osbHBIX ¢ OIl HE HY)KHBI.

Kpaiine omacHO Ha3HAaYCHHE TIIOKOKOPTUKOUIHBIX TOPMOHOB y  OOJBHBIX
HEYTOYHEHHBIM XapakTepoM IOJIMHEHMPONaTUH, 4YTO JOCTATOYHO YAaCTO BCTPEYaeTcs B
HEBPOJOTUYECKNX KiuHUKaX. [mokokopTukonansie JIC mpoTuBonoka3aHsl Ipu Moppupusix.

He oOocnoBano HazHauenwe mmpokoro psga HIIBC npu OGoseBoM cuHapoMe B
koHewHOCTsX. bonpmmacTBO HITBC 00Manat0T sipkoit mophupHHOTEHHON aKTUBHOCTHIO.

[IpoTuBONOKa3aHO Ha3HAYEHUE TMpEnapaToB keje3a OONbHBIM C  BBIPAKEHHOM
kUKo OIl, Tak Kak aHeMHUs B TOM CiIydae CBsi3aHa C e(UIIMTOM BBIPAOOTKH remMa.

o

IIporunos

Bce mnopoupum xpome crnopammueckoit Gopmbr [IKII sBisitoTcs HaCIIEICTBEHHO
o0ycioBiaeHHbIMU. [109TOMY NOJTHOE MX U3JI€YeHHE HEBO3ZMOXKHO.

[Tpu OII rpamoTHast MpOQHUIAKTHKA MPUCTYIIOB MO3BOJSET AOOMBATHCS MHOTOJIETHETO,
JaTeHTHOro TeueHuss Oone3nu. B ciyuae passutus npuctyna OII  panHss Tepanus
Hopmocanrom™, mo3BossieT KynmupoBaTh MPUCTYIT U MPEAYIPEIUTH pa3BUTHE OCIOKHEHHNA. Ecm
y OOJBHOTO OTMEYaeTcss JBa-TpU M Oosiee NMPHUCTYNOB B TOA, B UCXOAE MPUCTYIOB MOXKET
COXPaHUTHCS HEBPOJIOTUICCKUN AeUIUT (BsUIbIe Tepr(epHUECKUe mapessl).

IIpu pasButun TsOKENBIX ocnokHeHnid OIl  (OynbOapHBI  CUHApPOM, mNapaiuy
JBIXaTEJIbHOM MYCKYyJIaTypbl, THUIIOHATPUEMHS) CYIIECTBYET Yrpo3a JIETAIbHOIO MCXO0/a.
bonbHble TOMENIAIOTCS B BBICOKOCHELMAIU3UPOBAHHBIE pPEAHUMAIMOHHBIE OTAEICHUS IS
MPOTE3UPOBAHUS AbIXATE€IbHOW (YHKIMM, aJleKBaTHOM 3aMECTUTEIbHOW Tepamnuu, KOPPEKIUU
METa0O0JIMUECKUX PACCTPOICTB U Teparnuu HOPMOCAHTOM.

[Ipu nopdupusx NpoTEKAIUX ¢ NOPAKEHUEM KOXKHBIX TOKPOBOB BO3MOXKHO Pa3BUTHE
CKJIEPOIEPMOUAHBIX IIPOLIECCOB.

IIpn Tax€nom Teuenun BOII (6-uHb [toHTepa) mokazaHa TpaHCIUIAHTAIUS KOCTHOTO
MO3ra.
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Ipunoxkenue
Ilxana kiunuyecko OUacHOCMUKU 0Cmpou nopgpuu.
Ne Kpurepuii IIpuznak Bbannst
MyKX9HUHBI 0
1. Ion
Kenmuns +1
16-39 ner +1
2. Bospacr
Bonee 40 ner -
JlaHHbBIe aHaMHEe3a, CBUJICTENILCTBYOIIHE O IPHEME
Nop(UPHUHOTeHHBIX JIEKAPCTBEHHBIX MPENapaToB,
aJIKOTOJIAL.
+1
3. JlaHHBIe aHAMHE3a JlaHHBIe aHAMHE3a, CBUECTEIILCTBYIONINE O BHOBb
BBISIBJICHHOH MATOJIOT'MHU TI€YeHH JI000ro renesa (B
OCTpOW CTaInM) C 1a0OPaTOPHBIMH NPU3HAKAMH
HapyuieHust e€ QyHKIUH U MOpaXKeHUs! TapeHX MBI
[NosiBeHre cUMITOMOB 3a00JI€BaHHS B +9
MPEIMEHCTPYaIBEHOM TIEPUOIC
4. OMonroHanbHas HEYCTOIUNBOCTD, HEAJEKBATHOE MTOBEICHHE. +1
5. Taxukapmus YyCC> 100" +2
AprepuaibHas >140/90 MM pT.CT.
6. THIIePTEH3Us +2
JIMCKUHE3Hs 3anop JIUTENLHOCTBIO O0Jee TPEX qHeil +2
7. KEIyJOYHO-
KUIIEYHOTO TPaKTa
P Juapes -2
8. TomrHOTa, pBOTA [TocrostHHBIC +1
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1. Her cumMnToMoB pazapakeHus: OpIOLINHbI,

9. bonu B :xxuBOTE 2. OrcyTcTBHE NEPUCTATIBTUKH, +1
3. Bomupatommas OpromiHas CTeHKa.
10 Brinenenne 60MbHBIM MOYHM TEMHOT'O IIBETA HIIM OBICTPOE MOTEMHEHHUE €€ MpH P
' JTHEBHOM OCBELIEHUH IIPH OTCYTCTBUU reMaTypUH W/WIH OMIMPYOUHY pUn
1. Terpamapes + 2
Mpb1ueynast
11. 2. Napamapes -10
c11a00CTh.
3. 'emumnapes -10
12. Hapymienre KOHTpOJIsI MOYEUCITYCKaHUsI U Jie(eKaliuu +1
['onoBHbIe 60M -3
Boiny, conpoBoskaaromuecs nppaananneit, 6omu B
cycTaBax, 00JHM KOPEUIKOBOTO THIIA, CBSI3aHHBIE C 2
Harpy3KoH, yCUJIHBAOIIUecs IPU ABMKEHHUH, XOPOLIO
TIO/IIAFOIIMECS] KOPPEKIUHU 00€300IMBAIOLIMMH.
13 Hapymenus
' YyBCTBUTEIb-HOCTH KocTHo-MBIIIeuHBIE 00 B 1II€e, TOSCHULIE,
KOHEYHOCTSIX, MHTEHCUBHOTO XapaKTepa, He CBsI3aHHbIE C +2
JIBHOKCHHMEM, TUIOXO MOAAAroIHecs 00€300JMBaHUIO
HapyieHust 4yBCTBUTEIBHOCTH KOKHOT'O ITOKPOBA T10
THILY THIIO - U TUIIEPECTE3Ui, CAMMETPUYHbIC Ha +1
KOHEYHOCTSIX
< 37.5°C 6e3 KIMMHUKO-Ta00paTOPHBIX IPU3HAKOB
MHQEKITMOHHOTO WJIN aCENTUYECKOT0 BOCHATUTEIIFHOTO +1
Tiporecca.
14. Temmneparypa Tena
> 37.5°C ¢ KIMHUKO-Ta00paTOPHBIMH ITPU3HAKAMHU 0
MHQEKIIMOHHOTO WIN ayTOMMMYHHOTO TIpoliecca
Tanmonunanumn .
15. [WTHATLIH, Hmerot mpexoasuiuii xapakTep +1
open
Onunentudopm-Hble o
16. bop HMeroT mpexoasiiuii XapakTep +1
TPUITAJIKH,
ObycnosneHa mape3om auadparMel 1 MexXpeOepHOi
17. Onplka Y p U]l bp peoep +2
CKEJIETHOH MYCKYyJIaTypBHI.
OpmHOCTOPOHHUI -5
18 [MTape3 nuueBoro
' HepBa
P N IIpu nosiBneHun
JIByXCTOpOHHM. -1

CHUMIITOMA B IICPBLIC 5
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ITHEN 3a00JIeBaHUs

[Ipu nosiBneHUN

cuMIToMa ciycts >10 +1
IHEW OT Hayasia OOJIE3HU
[Ipu nosiBneHNUU
CHMIITOMA B IIEPBBIE 5 -5
ITHEN 3a00JIeBaHUs

Hwmsaptpus, qucdarms,

19 Byns06apHsie auchoHusL. SIBnsoTes

' HapyIICHHUS CHMIITOMaMH ITO3IHETO

pym A IIpu nosBneHUn
teuerns OIN.
cuMnroMa cmycts >10 +2
IIHEH OoT Hayasa 00JIe3HU
Jeiikormuros > 12 x 10% mxn -1
COD > 30 mm/4a -1
BunmnpyOunypust -1
20 JlabopaTopHsbie
' [IOKa3aTeIn OputpouuTypus -1
[peBsienHne pedepeHCHBIX 3HAYCHUH MOKa3aTeneh +1
MOYEBOIl KHCIIOTHI, MOYCBHHBI

I'mnonarpuemus Hrxe 120 MMOITB/ +3
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CxemMma OMOCHHTE3a reMa

CaunuH + CyKIMHIIT KOYH3UM A

Cuimemasa 5-AJIK

I[eJILTa-aMl/lHOJICByJIHHOBaS[ KHCJI0Ta

1 Adezaudpamasa 5-AJIK
Mopdodununoren
2 MopgobunuHozeH-0e3amuHa3a

YponopgupurozeH lil- I'uapoKkcHMeTHI0HIaH

cuHmemaasa 3
/\Cnoumam-:oe meyeHue

Yponopdupunoren 111 Yponopdupumuoren |
4 YponopgupuHozeH- |
dekapbokunasza |
Konponoppupunorex 11 Konponopgupunoren |
5 KonponopgupuHo-zeH-
oKcuodasa

I'apneponopdupuHorex (Bo3MoxkHasi CTylIEHb)

6 KonponopgpupuHo-2eH-
oKcudasa
ITporonopdupunoren OTtpuuatenbHoe
7 MpomonopgupuHozeH- o6paTHoe
oKkcudasa noaasneHune
Iporonopdupun

®eppoxenamasa
8 \

Fe'" — Tem

1-TITopdupust oOycioBineHHas: AePUIUTOM NETHIPOTreHa3bl aMHHOJIEBYJIMHOBOM KHCIIOTHL. 2-0CTpast
nepeMexatommasicst nopdupus. 3- BpoxKAEHHAS IPUTPOIIOITHYECKAs TTOPGUPHSL. 4-TIO3JHISI KOXKHAs
nopdupus, ned€HOUYHO-3pUTPONIOdTHYECKass mnopdupus. 5- BpoxaEHHas Kompomopupus 6-
rapaeponop¢upus. 7- BapueratHas nopupus. 8 — npotomnopupus.
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