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[ocTpa nepemixHa nopdipia (M) BigHOCUTLCS A0
rpynu nedviHkoeux nopoipii [Moore et al., 1987] Ta 3aii-
Mae ocobnmBe Micue Mo KiiHiko-6ioxiMiYHUM O3Hakam
Ta nporHo3ay. B LWeeuji, CLLA, AHrnii, AscTpanii gong MM
cepef, iHwnx dopm cknagae 60-70%. Mo kniHiYHMM Npo-
aBaM Ta nabopaTopHUM NMokasHWKam us xsopoba He €
TUNOBMM remMaTosIoriYyHUM 3axBoploBaHHSAM. BoHa ckop-
iLe BigHOCUTBLCA 00 chepu HeBpororii Ta neuxiaTpil [Me-
anuuyHekas raseta, 2003]. OCHOBHOO NMPUYMHOKO 3aXBO-
PIOBaHHS 9BNSETLCH reHeTu4Hnn gedekT yponopdupn-
HOrFEeHCUHTETa3un, SK1Uin NPUBOAE A0 PI3KOro NiaBuLLLEH-
HS KiIbKOCTi nonepeaHukis yponopdupuHoreHa-5-amu-
HONEBYNNHOBOI KMCNOTK | nopdobiniHoreHy. BHacnigok
4Oro BMHUKAE MOPYLLUEHHS MIEMHYTBOPEHHS 3 MOLUKOA-
XEHHAM nepudepinHnx HepBiB. 3axBOPIOBAHHA nepe-
LAETbCS MO ayTOCOMHO-A0MIHAHTHOMY TUMY | NPOSBASIETb-
csl B cepenHboMy Bili. MeToo pob6oTu OGyNno BUMBYUTU
rocTpy nepemixHy nopdoipito Ta 3pobutn ornag, nitepa-
TYPW 3 LbOro NUTaHHS.

AiarHoctvika nop@ipivi

Akwo miarHocTuka Tunosoro Hanaay MM npu Hasa.-
HOCTi peakTuBy Epnixa npoBoantbcs nerko [CMUPHOB u
op., 1998], 1o BusBNeHHS 6€3CMMNTOMHUX HOCIIB aedek-
THOrO reHa noTpedbye MONeKynspHo-6ionoriyHoi poboTn
3 JeHaTypylouuMmn rpadieHT-renb-enektpodopesom-LAITE.
Lleli meTon, n0o3BONSE NPOTAroM A0OM BCTAHOBUTWU TOY-
HUIN BapiaHT MyTaUil reHa, KU KOHTPOJIIOE CUHTE3 dep-
MeHTy. BiH cTaB cTaHOapTHUM AiarHOCTUYHUM TECTOM
[Thadani et al, 2000; Anderson et al, 2005]. BeaxxaeTbca
o06o0B'a3koBuM pocnigxeHHs OHK nimdoumnTie BEHO3HOI
KPOBI BCiX ufieHiB ciMen xBopux Ha [TIM.

KitiHiYHi Ta MOpPOJIOriyHI MPosiBU

YacTiwe xBopitoTb XiHkW. Mepwwnin Hanag MM BUHK-
Kae 3a3Buyan nepen no4aTkoM MiCAYHUX Y MONOAOI XIiHKN,
[Ka CTpaxaae TpmBannuMm 3akpenamm 4m nig, vac BipyCHOI
iHdeKLUIT 3 KaTapanbHUMM SBMLLLAMW Yepes sKi BOHA Npuin-
Mana pi3Hi nikapcbki 3acodbu. 3'aBnAOTbLCA CUbHI 60N B
M'si3ax CNHK, nonepeky, Hir [Albers at al, 2004]. binb cTae
HEeCTepnHUM, BMHUKAIOTb PO3Nnagn Ncuxiku (oenpecis,
MaHii, cynomu, koma). Hynota Ta 6ntoBoTa, 6inb B XXMBOTI,
BIAICYTHICTb BUMOPOXHEHb i NEPUCTANLTUKN KULLIKIBHUKA
HepiaKo CUMYJSTIOIOTb KJIiHIKY “rocTporo xmnsota". BuHuka-
I0Tb TEeTPANJIErii 3 Nnapaniyem AnxanbHuUX Ta apTUKyIAaLIn-
HUX M'A3iB. XBOpa MNOBHICTIO 3HEPYXOMJIEHA, CAMOCTINHO-
ro cevyoBunyckaHHsa Ta aedekadii Hemae. Ceya cTae po-
XEBOI, a 3 4YacoM TeMHiwae. Fematypis i remornobiny-
pis nabopaTopHO He BUSBNAIOTLCA. Taka cuTyauis piako
3aKiHYYETLCS BUAYXaHHAM, YacTiwe LLIBJ1 ycknaaHoeTbCA
MHEBMOHIEIO, BXKOIO AMXalbHOK HEAOCTAaTHICTIO, Bif, AKOT
HacTae CMepPTb. 3MiHM B MeiHL He3Ha4Hi - XupoBa AnC-
Tpodis, cuaepos, NOOAMHOKI KNITUHHI HEKPO3W.

EnisoonyHi ncuxivyHi NOpyLIEHHA CYnpOBOOXYIOTLCS:
NOLUKOOXKEHHAM LUKIPW 3 YTBOPEHHSA MyXWUPIB i paH; iaio-
NaTUYHNUMN NOBTOPHMMWN HEMNPUEMHUMU BIOHYTTSMU B XN-
BOTI; 3B'A3KOM CMMMTOMIB 3 MEHCTPYaSIbHUM LUUKIIOM; HE-
MPUTOMHICTIO YW1 AenipieM; CUMATOMaMU, BUKINKAHUMU

ankorofsieM; aTMnoOBMMU YY1 MIHAVBUMN pUcaMn xapakTe-
py; CiMernHMMM BMNagkamMmm He3'sCOBaHMX CMepPTEN; CiMen-
HUMW BMNAAKamu MCUXIYHUX po3nagiB. 3axBOPIOBAHHS
OIarHOCTYETLCA Y XBOPUX 3 BCTAHOBJIEHUM MCUXiaTpWy-
HUM [jarHO30M: MCMX03Y, CTINKOro 40 Tepanii; wmn3oadek-
TUBHMX PO3NagiB; UMKIOIOHOITO MCUX03Y; KOHBEPCINHUX
posnagis; comatusauid Ta CUMHOPOM XPOHIYHOI BTOMIE-
HoCTi. MNpn andepeHuinHii giarHoCcTuLj Takmux HEBPOJIOr-
iYHMX po3nagis: eHuedanonarTii; MOTOPHIN HeBponarTil
(cvHppowm lMNineHa-bape); pedpakTepHin eninencii; Mirpeni;
PaHHil AeMeHL,i; MopyLUEHHI YyTAMBOCTI 6e3 4iTkoi Ton-
iKW,

YacTiwe 3axBOptoBaHHA BUSBASIOTb B Nepios, 3arocT-
PEHHS, ke MoXe OyTu iHAYKOBaHO Pi3HUMK dakTopamu,
TakuMm 9K: nikapcbki npenapaTu (aHanbreTuku, cynbdaH-
inamign, 6apbiTypatn Ta NpenapaTtn NepoparnbHi KOHTpa-
Lenuji); KOHTaKT 3 OTPYTOXiMiKatamMu; NOPYLLUEHHS TOPMO-
HaNbLHOro OHY Yy XIHOK B NMpeaMeHCTpyasibHUA nepios
4YX NPV BariTHOCTI; pi3ka 3MiHa XapyyBaHHHA, ronoaysaH-
Hs1; iHDeKUjHI XBOpO6OUW; CTPEecH; NPUNOM ankorosio.

BuCHOBKM Ta nmepcneKkTMBM nopanbLunx
po3pob6ok

1. MM - cnagkoBa xBopo0Oa, ane iCHy4YMiA 3 HapPOo-
XXEHHSI TeHeTUYHMIN nedekT He 3aBXAWu peani3yeTbcs
KNiHiYHO. Bigomi 6€3cMMNTOMHI HOCIT, Yy KMX 3axBOpIO-
BaHHS MOXe OyTW BCTAHOBNEHO AOCHIOXEHHSM akTuB-
HOCTI GEPMEHTY B epUTPOLINTAX | XapakTepy MyTadlii reHa
B OHK nimbouunTtis nepmndepunyHoi kposi. Tak 3BaHMMU
npeumniTylounMn xBopoby daktopamun €: nepegMeHcT-
pyanbHuii nepiod, npuinom nikie (6apbitypaTtu, cynbdaH-
inamign, aHanbreTkuy Ta iHLWi), 3/1I0BXMUBAHHS ankoronem,
ronopysaHHa. Kninika Hanaay M1 cknagaeTbea 3 BaXKMX
MCUXIYHUX Ta HEBPOJIOMYHMX PO3NaAiB, BITAJIbHUMN 3 AKUX
€ MOPYLUEHHS ANXaHH4, TeTpanneris.

2. HeBCTaHOBNEHUIN BYACHO AjarHO3 Ta BiACYTHICTb
NiKyBaHHS1 NPU3BOAUTbL 00 3arnbeni XxBOporo Bif, AnXasb-
HOI HE4OCTaTHOCTI.

3. CBoevacHO giarHocToBaHa, NpaBusbHO JlikosaHa MM
3aKiHYYETbCHA BUAY>KAHHSAM.

4. OiarHoctuka Hanagy [N 3acHoBaHa Ha BUSABNEHHI
XapakTePHUX NCUXIYHMX, HEBPOOIYHMX | COMATUYHUX 03-
Hak i NOCTaHOBLI HecknagHuX GioxiMiYHMX peakuiin 3 ce-
Yyelo NauieHTIB A1 BUSIBNIEHHS HAAWLLKY MeTaboniTiB nop-
dipuHis [CmmpHOB 1 gp., 1998].

5. Yci xBopi Ta HOCII, a TaKoX KNIHILMCTN, sKi CTUKaKOTh-
cs 3 NiKyBaHHAM rocTpoi nopdipii, 060B'A3KOBO MOBUHHI
MaTn npu cobi CrnUcoK Nikapcbknx npenaparie, 6eaney-
HUX Ta HebGe3neyHux A8 BUKOPUCTAHHSA Mpu rocTpii
nopdipii. LLLopi4HO Wi cnMckn NOHOBNIOIOTLCS Ta Ny6iKy-
10Tbce LLBeacbknm ueHTpoM nopoipil.

CBO€EYaCHUI | NpaBUNbHUIA AjarHO3 AonomMarae CBO€-
YacHoMy i crneundiyHOMY NiKyBaHHIO - Le peanbHa [0-
rnomora B Hall 4ac, Tak gk paHiwe ['TII BBaxanack cMmep-
TeNIbHMM 3aXBOPKOBAHHAM, ajfie He € NPUYMHOI0 CMepPTi B
PO3BUHEHMX KpaiHax.
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OCTPAS MEPEMEXAIOLWLASA NMOPD®UPUA

BepesoBckuii A.M. Yephbix M.O.

Pesiome. Llesb aT10ro0 063opa coCcTouT B TOM, YTOObI OCBETUTH acrekTbl OCTPoUi nepemexatoevics nopupmm (Ofl11), Hacnen-
CTBEHHOIO 1 OMacHOro AJ1s1 X13Hy paccTporicTea. Bpaym 060k crieumanbHOCTy, AO/KHBI 3HaTb O €ro ANarHOCTUHECKMX BapyaHTax.
Joctvxenns nocneanyx net B nccnegosary OFl1 cBoanInNC: NPeuMyLLECTBEHHO K MPOAIEHNIO XU3HU U YITYHLLEHUIO ee Ka4eCcTBa.
KnioueBble cnoBa: nmoppupusi, NnOPpOUPUHOreH, nopoOupuH, oCcTpasl, aHEMUSsI, rem.

ACUTE INTERMITTENT PORPHYRY

Berezovskiy A.M., Chernih M.O.

Summary. The goal of this review is to highlight current aspects of acute intermittent porphyry, an inherited life-threatening disorders.
All physicians, despite their specialisation profile, must be aware of its diagnostic options. The advances of recent years in AIP research
were followed by dramatic survival advantage and quality of life improvement.

Key words: porphyry, porphobilinogen, porphyrin, acute anemia, heme.
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OESAKI ACNEKTU NPODPITAKTUKU TA JIIKYBAHHSA NICNAONEPALIMHUX

BEHTPAJIbBHUX TPUXK Y OHKOJIOIN4YHUX XBOPUX
KoBanbyyk A.M., XypaHi I.®.

BiHHMUBKNI 06NacHWIM KNiHIYHMIA OHKONOTiYHWIA aucnaHcep BiHHWUbKMIA HauioHanbHUIA MeanyHui yHiBepcuTeT iM. M.l.Mnporoesa

Pe3tome. Ornisa npucss4eHo akTyasbHiv npobemi OHKOOrIi - YaCTOMY YCKIaAHEHHIO XiPypridyHOo JikyBaHHS MyxXJIMH YepeB-
HOI MOPOXHWHY - MIC/I0NepaLiviHiM BEHTPAsIbHUM rpviXXaM Y OHKOJIOMYHNX XBOPUX. [TokazaHO 0COBIMBOCTI BUHUKHEHHST, K/TiIHIYHOI

Teyii, ycknaaHeHb, MeToaiB npo@inakTvky 1a NikyBaHHs nic/1sonepaLiviHiX BEHTPaIbHUX MOV Y AAHOr0 KOHTUHIEHTY XBOPVIX.
KniouoBi cnoBa: nicasonepadiiiHi BEHTpasbHI rpmxi, OHKOXBOPI.

Bctyn

Po3BuTok Xipypril, BIPOBaXXEHHS HOBMX TEXHOJOTIN i
anapaTtHOro OCHAaLLEHHS OO3BOJIMIM 3HAYHO PO3LLIMPUTK
06'eM onepaTMBHUX BTPy4aHb HA OpraHax YepeBHOl Mo-
POXHWHW, YOOCKOHaNUTKX PaHile BXWBaHi METOOVKM Orne-
pauii. Ane po3pobka HOBUX XipPypriYHNX METOAUK, yOooC-
KOHaNEHHs XipypriyHOT TEXHIKN HE 3MEHLUWAN PUSKK NiCNs-
onepaujiHnX ycknaaHeHb, 0CobMBO TakMx K nicnsone-
paLinHi BEHTPasbHI rpuxi, ki N0 AaHMM PISHUX aBTOPIB
3ycTpivaloTbes Big, 6 10 10% xBOpuUX 3 onepaLisiMi Ha opra-
Hax 4epeBHOI MOPOXHMHW. HacToTa BUHUKHEHHST MiCAS0-
nepauinHnX BEHTPasbHUX MPUX CYTTEBO 3pOCTaE Npu no-
BTOPHUX OrnepaLigx i Npu onepawjisax nposeaeHuX B ypreH-
THUX ymoBax (8028-32%) [HYucTsakos, borgaHos, 2005]. Te
M iHWe JOCUTb YaCcTO 3YCTPIYAETLCS MPU OHKOJOTIYHIM na-
TONOrii YePEBHOI MOPOXHUHKU, KON ONepaTmBHE JiKyBaH-
Hs MycuTb OyTV po3aineHMM Ha Aekinbka etanis. YacTo
nepLinm etan XipypriYyHoro JsiikyBaHHA BUKOHYETBLCH SK yp-
reHTHa onepawis, Hanpuknag NPy KULWKOBIN HEMPOXIAHOCTI,
BUKJIMKAHIN NyXJIMHHUM NpoLiecom. Mpobnema akTyanbHOCTi
BEHTPAJIbHMX TPUXK B OHKOXIPYPril 3yMOB/IEHa LLe OOHUM
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GakTopoM TUM, LLO 3araibHi Xipypru i repHionorn Heoxo-
ye GepyTbCcs 3a NikyBaHHS MicnsionepauiiHnx BEHTpasb-
HUX FPUX Y OHKOJIOTYHUX XBOPWX.

3 ypaxyBaHHSAM HEYXUbHOro 3pOCTaHHA abaoMiHanb-
HUX OnepaTUBHUX BTPy4aHb B OHKOMOrii 0COOAMBOI akTy-
anbHOCTI /19 OHKOXipypriB HabyBae npodinakTuka nicns-
onepavuiiHnx BeHTpanbHUx rpux [CykoeaTtmx v gp., 2007].

OcHoBHa YacTuHa. lNicngonepauiiHi rpyxi MoXyTb J10-
KanisysaTucs B Pi3HUX Bi4ainax nepegHbol YePEBHOI CTiHKN.
KpiMm KOCMeTU4HOro gedekTy nicngonepawiiHi BEHTpasibHi
rpuxi € NpUYMHOIO aTpodii M'A3iB, 3HOLLYBAHHS aroHEB-
po3a nepenHbLol YePEBHOI CTiHKM i 3CYBY OpraHis yepes-
HOI MOPOXHMHW 3 MOXJIMBUM PO3BUTKOM iX PYHKLiOHaNb-
HUX 3MiH.

OCHOBHVMYM MPUHMHAMUN BUHUKHEHHS MiCNsionepauinHmx
BEHTPA/IbHUX FPUX €: HekBasnidikoBaHO BMKOHaHa onepa-
LSt 3 NOPYLUEHHSAM XipypPriYHOI TEXHIKM 3LUMBAHHA TKaHWUH
onepauinHOl paHW; TaMMOHYBaHHS YepPEeBHOI MOPOXHUHN
yepes paHy; BUAKOPUCTaHHA onepaujiinHnX po3pisiB, Npu GKnx
nepeTNHAIOTLCS HEPBU NepeaHbOol YHePEBHOI CTiHKW; PO3BU-



