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IlopaskeHue HEPBHOM CHCTEMBbI

Jeoror: 7-10 a1HM oT HaYaIa MPpUCTYyNA
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Hapymenue pynkuuu LHHHC. Bo3moxxHbIe MPpUYHAHDBI.

1. Heuporokcuveckuii, AeMUCJTUHU3UPY IO IIUT dpPekT
IpPeIlleCTBEHHUKOB MOP(PUPUHOB (6-aMHUHOJIeBYJIMHOBAS
KHCJI0TA)

2. Jledpuuut cBOOOIHOIO IIyJIa reMa B HepoHaXx

3. MpyabTudoKkajibHasgd HIIEMHST BCJIEACTBHE Ba30KOHCTPUKIIMH
COCYI0B T'0JIOBHOTO MO3ra

4, CHHIPOM HeaJeKBATHOM CEeKpelrH AHTHANYPETHYECKOr0 rOpMoOHAa
(rumoHaTpueMusn)
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V131€4EeHHEbIe IIPIICTYIIa
Neilson DR, Neilson RP. West | Surg Obstet Gynecol 1985; 66: 134-137 o



C 1996 mo 2015 rr B 'HII o6caenoBano 6ojiee 3000 6oabHBIXC

HANPaBUTEJbHBIM AMATHO30M OCTpas noppupus;

199 - GoubHBIX AMATrHO3 OCTPOIi MOp(GUPUN MOATBEPIKAECH;

163 - cocrosiT Ha yuéTe;

Octpas nepemexaromasica noppupus — 138
Hacaeacreennas konponoppupus — 11

Bapuerarnas noppupusa — 14.
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Porphyria Educational Services
Unsafe Drug List

Tap here to load the
MOBILE WEB APP

ABOUT THIS UNSAFE DRUG LISTING:
The pharmaceutical listing contained herein has been devised without reference to language, societal, cultural, dietary, p ibing or di i ditions [includi
the United States, which might affect the information provided.

those imposed by law], other than those of

This list of pharmaceuticals contains only the listing of drugs known to be UNSAFE or considered patentially to be UNSAFE for porphyrics.

Listing of the pharmaceuticals on this site are due to the actions precautions, side effects, or i in relation to

P-450 and it's metabolism in the liver.

15 of the given ia patients, or the drug's action in regard to cytochrome

The listing of these pharmaceuticals is not intended as medical advice for individual problems. It is provided only for porphyria patients making an evaluation as to the risks and benefits of taking a particular drug. PD rp h\/r la [ ug bafety
fer-101 D .10
The potential for various drugs triggering attacks of acute porphyria is based primarily on clinical evidence. Some conclusions are based upeon tests with animals with experimental porphyria.

The inf about drugs 1 in this d Drug safety search for people diagnosed with porphyria.

is general in nature and is intended for use as an educational aid. It also does not cover all possible uses of a said medicine.

“Be reminded that a specific drugs may wark well for one porphyria patient and not for another usually due to other existing medical conditions of the particular patient. For the mobile web app, tap HERE in r mobile web browser.

Porphyria patients and their physicians must make their decisions on the use of medicati ppropriate to their cwn ci and in view of cther existing medical conditions.

The following unsafe drug list must serve only as a guide since individual patient reactions to specific drug is complex and unpredictable especially with other existing conditions both related and unrelated to the
various porphyrias.

Bec
:: %AMERICAN PoreHYRIA FounpaTION

Porphyria Registry

frug be
e of uncertainty and is meant to be a guide for health
care professionals. The prescription of drugs to a pstient with acute porphyriais entirely at the risk of the

English -

physician in charge.

Search Tips

Porphyria Research ER Guidelines Safe/Unsafe Drugs

Wery likely to be safe for prol

The same drug may appear in more than one
dividugls with en scute porpiyTie,

dstabase, 50 you may see repeated results and, in

tent eviden
ABOUT THE APF e e e e e
Please be careful in these cases, the decision to.
ABOUT PORPHYRIA use such a drugor not depends on your level of
— i corffidence in the database. If a drug is not listed
TESTING FOR PORPHYRIA Drug Database R ————
. . . - Pm.hﬂh‘y”"mfe forerslong ® Type sny part of the generic drug name, the brand
TREATMENT OPTIONS The information in this drug database for acute porphyria is meant to be used by health care s . Sier s o
professionals, even though it may also be of interest to patients. Drug use in acute porphyria * Use double quates (7} for cxact matches, c.g "ssfe®
GET INVOLVED should always be discussed jointly by patient and health care professional, and if in doubt, further # Usc at lcast B letters snd no speces (uniess using

double quotes). Use no more then 5 for a better
chence offindingit
* Search s case insensitive (using sll lower case s fine).

advice should be obtained.

= b= unsafe for prolanges

HEALTHCARE PROFESSIONALS

uslzwith an scuts
=d on consistent cvidence.

The database contains expert assessments of the potential of drugs to provoke attacks of acute

NEWS porphyria. The database provides guidance based on a very careful evaluation of international
clinical experience, published case reports, previously published drug lists, and theoreti -
ADDITIONAL RESOURCES considerations. The quality of patient reports used in the assessments is however ofte Home lidocain q
DONATE unsatisfactory and for most assessments the available clinical evidence is scarce. In ad
theoretical models for the mechanisms of action of drugs in the porphyria disease are s
CARETAKER SUPPORT FORUM incomplete.

. PS | Lidocaine
The information in this database, which contains some degree of uncertainty, is meant  “._ o
gB 10IN AP guidance to health care professionals. It must be made clear that the prescription of dr

patient with acute porphyria is entirely at the risk of the physician in charge.

Type Cardicvascular | Antiarhythmic

The American Porphyria Foundation and the staff accept no responsibility for any error Source Amenican p"_"th:" ria Foundation 1-3|:'f|

difference of opinion or any adverse consequences arising from or occasioned by the us
information published on this website.

Home Q
. Ceftazidime

Type Antiinfective / Cephalosporin

Find a Doctor

Brands
idocaine

N

Lidecaine Hel | Lidocaine

caing Plain | Xylocaine Polyamps

. Ketoprofen

Type Mervous System / Monsteroidal Antiinflamatory

Source American Porphyria Foundation (apf) Source American Porphyrie Foundttion (apf)

Brands s

Alrheumat

{ X1 | Katil | Katil Cr | Katocid | Ketonal | Keto

Ceftazidime | Fortaz | Fortum | Fortum Monovial | Kefadim



[lepBbI pOCCUUCKUU PEECTP JIEKAPCTBEHHBIX IIPENAPATOB,

IPUMEHSIEMBIX [IPXA HAPYIICHUH HOPMOIPUHOBOrO 0OMEHA
http://blood.ru/pls/ProdListSimple.ntm

B blood.ru — AHaekc: Hawnac | B GNc B3 Poccuiickmin peectp nek. X + = X
“— — O ‘ blood.ru/pls/ProdListSimple.htm )A{ ‘ = H#A Q

Poccuickuin peecTp NeKapcTBeHHbIX NpenaparoB, NPUMEHSIEMbIX Y 60NbHbIX C HAPYLIEHUAMMU
nopcdupuHoBoro o6meHa

Paspabotan B ®IBY NemaTonornyeckni Hay4YHblW LIEHTP
HaHHbIA perncTp noarotoBunu KMH MNMyctoeont A.C. n aAMH Manctaxd .M.

TexHU4ecKas U KOMNbIOTEepHaA peanusauun: 3uHzepmaHd B.B., 3pnux /1.1, Nopaudse J1.A.

NMOWUCK B CINCKE NPEMNAPATOB

I ]| Haiitin |

Beedume cnoeo unu ¢ghpa3sy 015 noucka u Haxxmume knasuwy “Enter” unu kHonky "Hatimu”™,

MoxHo 3adaeamb enepeMelwKy namuHckue U pycckue 6ykeocoyemaHus.

Ecnu esecmu Heckonbko 6ykeocoyemaHull (crnos), pa3denéHHbix npobenamu, 6ydym HaliGeHbl ce CMPOKU,
codepxauwue 3adaHHble 6yKkeoco4yemaHusi, He 06si3amesibHO 8 MOM JXe CaMOM rnopsioke

YmobkI yeudemb eeckb CNUCOK, egedume & noJsie noucka nycmyr cmpoky

HeB3upas Ha yKa3aHHbIe NPU3HaKU NPUMEHUMOCTH NMpPU OCTPbIX NopdUpuAxX BbiIGOp BCeraa ocTaeTca 3a nevawum Bpadom. Cnegyer
YyYuTbIBaTh GanaHc pMCKOB ANA NaLMeHTOB oCTpoi nopdupum n Apyrux sabonesaHui

1. OHKonoruyeckue sabonesaHus - BbIOOp AenaeTcA B Nonb3y Hanbonee 3¢ ekTMBHbIX XMMUONpPenapaToB BHe 3aBMCUMOCTH OT
MX NopthUPUHOreHHOCTU (MOCKONbKY BEPOATHOCTb ru6enun ot oHKonornyeckoro saboneBaHus npeBbIillaeT PUCK ru6enu ot

npucTyna octpou nopcgpupun). NopcpupuHoreHHble 3chpekTbl NPOBOAUMONA XMMUOTEPANMW KOHTPONUPYIOTCH BBeAEHUEM
«ApruHara rema».

2. AHTU6MOTHUKHK: MO BUTANBbHbLIM NOKa3aHUAM BO3MOXHO UCMNOSb30BaHUe axe 3aBeoMo NopdUpPUHOreHHbIX Npenaparos (nog
NPUKPbITUEM «ApruHaTta remanr).

mag a 8 D = 0 g © 4 @ ~ B G B NG




www. blood.ru

| CYNbMEPA30H | SULPERASON G- il

www.critical.ru
KATEDKENb C CATHEJELL W
NUAOKAUHOM LIDOCAINE
| IMAOKAMH | LIDOCAIN
| IMAOKAMH | LIDOCAINE
NIUAOKAWH + LIDOCAINE +
®EHA30H PHENAZONE

| NnMAOKAUH ACEI'IT| LIDOCAINE ASEPT RLL/:Lh el

| NMNAOKAWH BYaYC | LIDOCAINE BUFUS L7010 s (211

NUOOKAUHA
rMOPOXINOPUA

LIDOCAINE
HYDROCHLORIDE

| IMOOKAWH-BWAN | LIDOCAIN

| TIMAOKAUH-BUAN | LIDOCAINE-VIAL

Hegonyctum

HegonycTumMm

HeEQONYCTHUM

Hegonyctum
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HeEQONYCTHUM
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®EPEVH FEREIN

| TMOMEHTAN | THIOPENTAL
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HATPUS SODIUM e

| TMIOMEHTAN-KMM | THIOPENTAL-KMP

nrPonooon | PROPOFOL
KABMA KABI
nrPonooon | PROPOFOL
OPE3EHWYC | FRESENIUS
NMnPOMNoO®OI- | PROPOFOL-
NUMNyPO LIPURO
NMnPOMNO®OIN- | PROPOFOL-
MEOAPIO MEDARGO

paspelléH

paspelléH

paspeleH

paspelweH




XapakTepucTUKAa 00JbHBIX

HABJIFOJJEHUM 6epemenroctu — 39 (THLI)
BOJIBHBIX - 32

y 7 (21.9%) nanuenTok — no e OEpeMEHHOCTH.
Ocrtpas nepemexatomascs noppupus - 31 (97%);
Bapuerarnas noppupus — 1 6onpHas

JleGroT 3a00€BaHus or 19 no 33 ner (cp.— 25 ner).
Taxénoe Teuenune octpoii nophpupuu 27 (84%).
[Ipoxoaunm jieueHne B peaHuMauuu 4 (12.5%)
MeHcTpyallo - acCOLMUPOBaHHOE

TeYeHHe MPUCTYTOB 20 (63%).

Konnenrpauuus noppoOunuHoreHa B
neodtore OII : 6.4 - 660 mr/i (cp.-162 mr/m).



HuTepBas MexAy NPUCTYNIOM U OepeMeHHOCThIO 1 - 14 net (cp.-Sner).

IlophoOunuHOreH npu HaCTYIJIEHUH OEPEMEHHOCTH

7 - 660 mr/n (cp. -96.67 mr/m)
KinHnka 000cTpeHus ocTpoii nophupun Bo BpeMs 0EpeMEHHOCTH

vy 9 (23%)
(Y OIHO# MalMEeHTKH JBaXK/Ibl 3a OJIHY OEPEMEHHOCTb ).

Ilpucrynsi:
B _eOroTe OepeMeHHOCTH (2),
| TpumecTp (2),
[-111 Tp. - (5)
(16, 22,26, 31 Henenu GEPEeMEHHOCTH).
OTAroneHHbIN COMATUYECKHUIN CTATYC - 13 (40,6%)

ConyrcerByronye 3a0oeBaHus: NUEJI0OHE(YPUT, MUOMATO3 MaTKH, CaXapHBbIi
nuadeT, OKUpEeHne, MUONKS, IN30(pEeHNs, apTepHalibHas TMIIEPTEH3U

I'ecT03b1 OEPEMEHHBIX 10 (31%)




v’ Tlpu Hanu4uy JeTeil OT HOBOI GepeMEHHOCTH JTyvllle OTKA3aThCd.

v’ Tlepen HacTymyeHHeM GEPEMEHHOCTH JOIKHO TIPOITH HE MEHee JIBYX
neT OecnpucTymHOro TeueHus oMTpoil nopdupuu GMeHa.

v Tlepen HacTyIIEHHEM IIAHOBOI GEPEMEHHOCTH HEOGXOAMMO
NPOU3BECTH CaHALMIO BCEX 04aroB MH(QEKIMM, BKIKOYasd POTOBYIO
MOJIOCTb.

v Tlocne HacTynnenus GepeMeHHOCTH, HEO6XOMMMO THHAMHYECKOE
HaOJIoeHre B poaioMe, riae OyeT IIaHupOBaThCs poiopa3pellieH e,

v' Bes nekapcTBeHHas Tepanus JOJDKHA GBITh CONTacoBaHa MEXILY
aKyliepaMu 1 reMaToJIoraMHu.

v' Aprumar rema Jo/KeH ObITh TIPENapaToM BeIGOPA /I KyMHPOBAHHS
NPHUCTYIIa BO BpeMsa 0€pEeMEHHOCTH.



ITomxoms! K IIAaHAPOBAaHWIO OEPEMEHHOCTH

MonuTopHHI nokaszareneil noppupruHOBOro 0OMEHa He pexe OAHOro pas3a B
JIBa MeCslla B TEYEHHE BCEH OEPEMEHHOCTH.

[lokazaHnem I Ha3HAYEHHs apruHara remMa SBIAETCA IOABIICHHE
KIIMHUYECKOW CHUMIITOMAaTUKH OCTpOW mMoppupuu ONHOBPEMEHHO C
YBEJIMYEHUEM KOHIIEHTPAUMH 00X nopGupuHOB U NOpHoOUIMHOreHa.

Puck  BO3HHMKHOBEHMS  MNpPHCTYNa  OT  BO3JACHCTBUA  JIFOOOro
NOp(QUPUHOreHHOrO (paKTOpa BhIIIE Y OOJIBHBIX OCTPOM NOPPUPUH, HELABHO
NEPEHECHINX MPUCTYII, YeM Y MAMEHTKaX C JIATCHTHBIM T€YCHHEM,

Y XKEHIIMH C MOBTOPHBIMH MEHCTPYaJ0aCCOLMUPOBAHHBIMU IPHCTYIIAMU
PUCK MOBTOPHOTO MPUCTYTIAa BO BpeMsi OEPEMEHHOCTH BBIIIE

B nepBom u mnociexHem TpuMmecTpax OepeMeHHOCTH Oojiee BBIPAXKEHBI
rOPMOHAJIbHBIE NIEPECTPOMKHU M PUCK Pa3BUTHS NPUCTyNa OoJbIe,



HeOmaronpusiTibie MPOrHOCTHYECKHE (DAKTOPHI:

MeHcTpyanoacCoOMUpPOBaHHOE TEYEHHE MPUCTYTIOB,;

Cpok MeHee rojja OT OKOHYaHUs MOCJIEAHETO PUCTYIA U
HaCTyIUIeHueM OepeMEHHOCTH;

Tax€noe Teuenue OIl B anamHe3e, norpedoBaBiIee
NPOTE3UPOBAHUA JbIXaTEJIbHOW W/WUJK MOYEYHON (DYHKIWH;

Tsok€mas conmyTCTByIOIIas cCOMaruyecKas 1naroJiorus.

beicTpoe HapacTaHue nmokasaresei noppupUHOBOro oOMeHa B
neodrore 3a00n€BaHUA.




Hcxonbl 0epeMeHHOCTEN Y 00JbHBIX ¢ ocTpoi moppupuen B I'HI{

B 1996-2015 rr. (n = 39)

"3amepsmas”
OEpEMEHHOCTD IIpepbiBaHue Camornpous-
8% 18%

BOJIBHBIC PO/IbI

49%

Kecapeso

CEUCHUE
25%



Y ponuBuHIMXCH JeTeH He 0bLII0 0TMEYEHO
AHOMAJIMH Pa3BUTHH, BKJIIOYAs CJIy4au
MCMOJb30BAHUA aPruHaTa remMa.
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