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Pesrome

ITo3anaa xooxHaa nopdpupusa (ITKII), HapaBHe ¢ nnceBaoonopdupHeii, CaMbIii YaCTHI CBETOYYBCTBU-
TEABHBIN OyAAe3HBIN AepMaTO3 y 00AbHBIX Ha remoauasuse. ITKIT o6ycaoBaeHa HapylmieHueM cHUHTE3a
remMa B pe3yAbTATE€ CHIDKCHHA AKTUBHOCTH II€YE€HOYHOH yponopdupuHoreHaekapookcuaassl (YPO-A).
PaccrpoiicTBa B GMOCHHTE3€ COIIPOBOXKAAIOTCA HAKOIIACHHUEM IIPOMEXKYTOUHBIX MeTaboAnTOB (IIOpdu-
pUHOB) B meueHH, msasme u xkoxxe. Ocuosusie npoassenusa ITKII cBasanbl ¢ HAKOIIA€HUEM CBETOYYB-
CTBUTEABHBIX IIOP(HUPHHOB B KOXKE. Y IAIMEHTOB, IIOAYIAIOIINUX AHAAU3, CPEAU MHOXKECTBA (PpaKTOPOB,
accoruupoBaHHbIX ¢ passurueM ITKII, Han6Goaee akryaabHs! BUpycHBI rerratur C, meperpyska meueHu
JKEAE30M, TIOAABAAFOIE aKTUBHOCTE Y PO-A 1 Hapymenue kanpenca nmoppupuaos. Auarsocruxa ITKIT
OCHOBAaHA HA XaPaKTEPHOI KAMHIUYECKOI KAPTHHE U BBIABACHUU IOBBIIICHHOIO YPOBHA NOPpUPUHOB
B IIAa3Me KPOBH, 4 TAKJKE B KaAe. AedeHne HAIIPaBA€HO HA MCKAIOUEHHUE ITPEAPACIIOAATAFOIIIX (DAKTOPOB,
YMEHBIIIEHHE 3AII1ACOB JKeA€3a U yAaAcHHUE oppupuHOB u3 neyenu u kposu. IIpeacraBaen cayuaii ITKIT
y manueHTKH 4yepe3 8,5 AeT oT HayaAa XPOHUUYECKOI0 FreMOAMAAN3A U IIepeHéciiel emé 2 obocTpeHun
B Te€UYEeHUE NOoCAeAyromux 7,5 aet. BzaumocBase o6ocTpennii ¢ akTUBHOCTRIO BupycHoro renarura C,
IOKA3aTeAsAMH 3aI1ACOB JKE€Ae3a IPOCAEIKUBAAACH HE BCErAa. B cBA3M ¢ KOMOPOHAHOCTBIO IIPOBEACHHE
TePaNeBTHYECKUX KPOBOITyCKAHUI Ob1A0 IpoGAeMaTHUHO. AAd KynupoBaHua KOKHbIX cumirromos TTKTT
C yCIIEXOM IPUMEHAACA THAPOKCUXAOPOXHH B COUYETAHUH C TEMOANA(UABTPAIHET.

Abstract

Porphyria cutanea tarda (PCT) and pseudoporphyria are most frequent photosensitive vesiculobullous
skin disorder in hemodialysis patients. PCT is a disorder in the heme biosynthesis that results from
a reduction in the activity of the hepatic enzyme uroporphyrinogen decarboxylase (URO-D). The abnormal
heme biosynthesis produces a pathogenic accumulation of intermediary metabolites (porphyrins) in the
liver, plasma and skin. The symptoms of PCT occur because of the accumulation of photosensitizing
porphyrins in the skin. In patients receiving dialysis, PCT has several linked pathogenic mechanisms. The
most relevant factors are viral hepatitis C, hepatic iron overload and impaired clearance of porphyrins.
Diagnosis of PCT is established by identification of characteristic symptoms and finding a substantial
elevation in the level of porphyrins in plasma; fecal porphyrins are also increased. Primary management
of PCT involves removing susceptibility factors, depletion of iron stores, and reducing porphyrin levels
in the liver and blood.
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HabnioneHns 13 npakmmku

We report a case of PCT that developed in a patient on maintenance HD for 8.5 years; 2 more
exacerbations were observed in the next 7.5 years. The diagnosis of PCT was confirmed by the detection
of a substantial elevation of porphyrins in plasma. The relationship between exacerbations with viral
hepatitis C activity, iron levels was not always observed. Because of comorbidity, therapeutic phlebotomy
was problematic and treatment modality was combination of hydroxychloroquine and haemodiafiltration.
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BBeaenue

[Topdupum — 310 TpyIIIIa GOAE3HEH, B OCHOBE KOTO-
PBIX ACKHT HEAOCTATOYHOCTH OAHOTO 13 8 PepMEHTOB,
IIOCACAOBATEABHO BKAIOYAIOINUXCA B OMOCHHTE3 rema.
B pesyApTare HapyIIEHHOTO IeMOBOTO CHHTE3a IHIIEP-
IPOAYKIUSA W AKKYMYAALIISA IIPOMEKYTOIHBEIX META0O0-
AUTOB (HOP(UPHHOB U/HAK UX IIPEAIICCTBCHHIKOB)
IIPUBOAHUT K CUMIITOMATHKE CBA3AHHON C ITOPAKEHHEM
HEPBHOU cucTemsl u/uan koxu. CBoe Ha3BaHHE IIOP-
upun (rped. ITopybptog — GArpsHBIN, IyPIIYPHBIH)
HO/\Y‘II/I/\I/I n3-3a ITOABACHUA y ITAITMCHTOB MOYH Hyp—
HYPHOTO I[BETA, BEI3BAHHON BBIACACHHEM H30OBITKA
OpHUPHHOB.

Bua mopduprm onpeaeseTcs AeUIITOM KOHKPET-
HOTO (hepMEHTA, BOSHUKAIOIIETO B PE3YABTATE TCHETH-
gecKux MyTaruit (Ta0A. 1), 1 mpodraeM HAKOIIACHHBIX
OP(HPHHOBEIX METAOOAHTOB, 3ABHCAIIIM OT MECTA
OAOKHpOBaHHA CUHTE3a. I'eM HEOOXOAUM AASL ITPOAYK-
LIMU PA3AMYHBIX TEMOIPOTEHHOB, BKAIOUYAA TEMOTAOOHH,
MUOTAOOHUH, ABIXaTEABHBIC IIHTOXPOMBI, IIHTOXPOMHBIC
epmenter P450. Ha cumrres remoraobuma B spuTpOnA-
HBIX KACTKAX IIPUXOAUTCS OKOAO 85% CHHTE3HPyEeMOro
34 CYTKH rema. S3HAUNTEAbHAS 9ACTh OCTAABHOTO IeMa
CHHTE3HUPYCTCA B [IEICHH, BKAIOUAACH B TEMCOACP/KAIIIIC
depmenTsL, IpesKAe Beero B nutoxpoMer P450, BeIIOA-
HSAFOII[IE MHOKECTBO (DYHKITHH.

B 3aBucuMocTH OT HEPBHYHOIO MECTA HAPYIIEHHA
OrocuHTe3a reMa HOpUPUU TPAAHIIMOHHO KAacCH(U-
LUPYIOTCA KaK IIEYEHOYHBIE U apuTporrosTIdeckue. [ Ipu
IEYEHOYHBIX ITOP(UPUAX HEPEITPOH3BOACTBO U IIEPBO-
HAYAABHOE HAKOIIACHHE ITOP(DHPHHOBHIX IIPEAITIECTBEH-
HUKOB (5-aMHHOACBYAHMHOBOI KHUCAOTBI, ITIOPAOOHAH-
HOICHA) U/ HAU TIOP(UPHHOB IIPOUCXOAUT B OCHOBHOM
B IICYCHH, A IIPH 3PUTPOIIOITHUECKIX HOpPUpHAX —
B KOCTHOMOS3TOBBIX 3PHTPOHAHBIX KAeTKax [1].

Tepmun "ocrprre mopdupuu" HCIOAB3YETCA AAA
0003HAYEHHA TIEYCHOYHBIX TOPMUPHIL, KOTOPHIE KAH-
HITYECKH IIPOSABASFOTCSA BHE3AITHBIMU IIPHCTYIIAMI 20AO-
MHHAABHBIX OOACH (BOBACUEHIE d0AOMUHAABHEIX BETe-
TATUBHBIX CITACTEHHN) U APYTUMH HEBPOAOTHYCCKIMH
CHUMIITOMAME (ITAPAAMYHN, CYAOPOTH, IICUXO3BI U AP.),
BBI3BIBAEMBIMH TIOPA/KEHIEM HEPBHOM CUCTEMBI, YTO CBA-
3aHO C TOKCHYHOCTBIO O-AMIHOAEBYAHHOBOM KHCAOTHI
1 ToppOOHAMHOTEHA.

C y4eToM KAMHIYECKIX OCOOCHHOCTEN 1 AASl AMATHO-
CTHYECKUX IIEACH YAOOHO AeAeHMe ITopdupuii Ha TPH
IPYIITBL: OCTPBIE TICYEHOYHBIE TOP(UPHH, KOKHEIE I1e-
YEHOYHBIE TTOPMUPUH, IPUTPOIIOITUIECKIE KOKHEIE
nopdupuu (taba. 1) [2].

[TKIT — eamHCTBEHHAA IIEYCHOYHAA ITOPMUPHA,
HE COITPOBOKAAFOINAACA BOBACUEHUEM B IIPOIIECC HEPB-
woii cucremsl. [TKII aBagercs mauboaee pacrpocrpa-
HEHHOM B monyadruu opmoii mopdupun u, Kpome

Tabauya 1 | Table 1

KAaCCI/I(i)I/IKaLII/I}I HOp(pI/IpI/Iﬁ B COOTBETCTBHUU C OCHOBHBIMH KAMHUYCCKHUMHU IIPOABACHUAMU
nu HOPa)KeHI/IeM B PeSyALTaTe TCHECTHUYCCKHUX My'ram/n‘/i cneumbm{ecmx (pepMeHTOB

Classification of the Potrphyrias in accordance with Major Types of clinical manifestations
and Specific Enzymes Affected by Mutations Clinical Features

I'pymma Bua noppun

®epMeHT, YIACTBYIOIIUHA
B ITaToreHe3e nopgupuu

Ocrpaa nepemesxaromnias ropcpupus, OTITT

[opdobuanuorenaesamunasza, [TBI-A

Hacaeacrsennas korporropdupns, HKIT

Kompormopdunpunorenorcnaaza, KIT-O

Ocrprle mEYeHOTHEIE

ropdupun Bapuerarnas mopcupus, BIT

[poronopdupurorenokcuaasa, I1T1-O

ITopdupus BcaeacTBre AedpurmTa
ANAK-aernaparaser, AAIT

ACI‘I/IAP’AT a3a SAB.MI/IHOACBYAI/IHOBOI‘/’I KHUCAOTHI,

AAK-A

5 Koxnpie nmevenounsie

IMosanas kowxuas mopdpupr, TTKIT*

Vponopdupurorenaekapbokcuaaza, YPO-A

nopdupun Iematospurporostideckas opdupust, [OIT

Bpoxaernan sprrpornostndaeckan mopdpupus,

BOIT (Goaesin [orrrepa) Vponopdupunoren III — curreraza, VPO-C
DPHUTPOIIOITHIECKHE

Dpurpormostideckas pororopdupns, DI

Deppoxenaraza, PE-X

KOJKHBIE TOpuprn

X-CIT

Dpurpomoarraeckas — X-CBA3aHHAA TOPPUPHA,

Crrrasa-2 8-aMIHOAEBYANHOBOM KHCAOTHI
(apurponacteruduaeckas popma), AAK-C2

TTpumewanue: * I'IKIT 6 bosvuuncmee cayuaes (~80%) asasenea cnopaduyecoi.
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toro, I'TKIT — 910 camplil 9acThlil (HApaBHE C IICEBAOIIOP-
(pupmeii), CBETOUYBCTBUTEABHBIH OYAAE3HBII ACPMATO3
y OOABHEBIX Ha reMoAnaause |3, 4|.

ITarorenes mo3aHeli K0HOI opgupuu

[1KI1 Brrepsrre onmcana Baapaencrpemom B 1937 1.,
KaK 3200ACBAHIE C MHOKECTBOM KOKHBIX IIPOABACHHI,
B TOM YHCAE XAPAKTEPHBIX 3YAAIIX BE3HKYA, BOSHUKAIO-
IIUX HA YIACTKAX KOKH, OTKPHITBIX COAHITY (AHIIO, PYKH),
AEOIOTHPYIOIIEE B CEPEANHE UAM KOHIIE #u3HH. [lopa-
KEHIA KOKH COYETAIOTCA C Pa3HOOOPA3HOI (OOBIYIHO
AETKOM 1 YMEPEHHOI) IIeY€HOYHON IIATOAOTHEN U CBA-
3aHBI C HAKOIIACHUEM B KOKe IIOP(PUPUHOB — IIPOMEIKY-
TOYHBIX TEMOBBIX METAOOAHUTOB, HE HCIIOAB3OBAHHBIX AAS
OHoCHHTE3a N3-32 HEAOCTATOUHOCTH PEPMEHTA YPOIIOP-
dupunorenackapbokcuaassr (YPO-A).

VPO-A — mareiit hepMeHT HA IyTH OMOCHHTE3a
rema, ACKapOOKCHAHPYET yporropupuHOreH (MMeeT
8 KapOOKCHABHBIX TPYIII) AO KOIIPOIOPMHUpPHUHOTeHa
(4 xapOokcuapuere rpynmsl) [5]. Koraa mederounas
VPO-A rayooxo moaasaeHa, mopdUpUHbL (OKICACH-
Hele TOPpUPHHOTEHE) ¢ 4-8 KApOOKCHABHBIMH TPYII-
11amMu B OOABITIOM KOAMYECTBE CHAYAAL HAKAIIAHBAIOTCS
B IICUEHH, 3aTE€M C ITAA3MOH KPOBH PacCIpOCTpaHs-
rorca B Apyrue opranbl. [Topdupunsr ¢ BEICOKHM co-
A€piKaHHEM KapOOKCHABHBIX Ipyiil (ypormopdupus
n 7-kapObokcuATopdupuH) ABASIOTCA BOAOPACTBO-
PHMBIMU, BEIACAAFOTCA IIPEHMYINECTBEHHO C MOYOH,
a 4-xapOOKCHABHBIE TTOPMDUPUHEL (KOIIPOIIOPPUPHH
U H30KOIPOIOP(UPUH) — TAABHEIM OOPa30M € KAAOM
[6, 5,7, 8.

byayun boToakTHBHBIMI MOAEKYAAMU, TOP(UPHHEI,
HAKOIIUBIIINECH B KOKE, AKTUBHO IIOTAOIIAIOT SHEPIHIO
B CIIEKTPE COAHEUHBIX Ayuei AAMHOM BoAHBI 400-410 M.
doToxuMHYECKHE PEAKIIUH B ITOP(MHUPHHAX COIPOBO-
KAAIOTCA ICHEPAINEH PEAKTUBHBIX (DOPM KHCAOPOAA,
KOTOPBIE BBI3BIBAIOT HIOBPEKACHUA ACPMBL.

Beraeasiror criopaAugeckyro (HAU IPHOOPETEHHYIO)
dopmy TIKIT — turr 1 u cemeiiayro (MAM HACAGACTBEH-
HYIO) — THII 2, KOTOPBIE HE OTAHYAIOTCA 10 KAMHIYE-
cxomy Teuennro. Criopasmdeckas bopma ABASETCA IIpe-
oOAaparortieii — Habaropaerca y 80% Goabnerx. [pu
[TKIT 1 tuma orcyrersyror myraruu rera YPO-A u ce-
MEHHBIN AHAMHE3; CHIDKCHHYIO aKTUBHOCT Y PO-A Ha-
XOAAT TOABKO B Ieuenu. [Ipuunna cemertHo#i opmsr
[TKIT — myrarms B rere YPO-A. V reTepo3uroTHIX AHII,
HMEFOINuX AePeKTHBIH reH, akTuBHOCTh Y PO-A ymers-
maerced Ha 50 % OT HOPMBI BO BCEX TKAHAX C MOMEHTA
poxaennd [9]. Dra MyTanusa HaCAEAYETCs IO aYTOCOMHO-
AOMUHAHTHOMY THITY, OAHAKO TIEHETparusa AepeKTa Hi3-
Kafl, 1 y OOABIIHMHCTBA AHIT OOAC3HD He pasBubacTca. M3-
BecTHO OoAee 105 pasamuanbix myrarmii rera YPO-A,

I'ematospurpornostirdeckas HOpupUs — TOMO3HIOT-
Had (MAU TETEPO3UTOTHAA MY TAIHA 0OOUX reHOB) hopma
nacaeactsennoi [IKIT (tuir 2); macaeayercs 1o ayro-
coMHO-perieccuBHOMY THITY [2]. OTcyrerBre depmenTa
IPH MyTallud OOOUX I'€HOB CMEPTEABHO B PAHHEM
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HEOHATAABHOM IIepUOoAe Ku3HH; Y boapHbIx ['DIT ompe-
aeasercst ~3-10% axrusroctn YPO-A [5].

YTOOB HIPOABHAUCH KAMHIYCCKHE CHMIITOMBI IIPH
1 u 2 tumre I1IKIT, akruBrOCTS YPO-A B I1Ieuenn A0AKHA
ymacTb He MeHee ueM Ha 20% ot HopMeL FIMMmyHOXIIME-
YECKHM METOAOM IIOKa3aHO, 410 y 60AbHBIX [ 1K1 2 Trima
B IIEPUOA ODOCTPEHHUS KOAHYECTBO OeAKka depMenTa
VPO-A B 1medenn ocraercs Ha IPEAKHEM IEHETHIECKOM
yposHe (~ 50%), HO KaTaAnTHYECKAs AKTUBHOCTD (hep-
menTa cHIKaeTca Ao =20% ot HopmaApHOIT [3]. DTOT
dpaxr yxassiBaeT Ha HosBACHIE nHrHOHTOpa YPO-A.

[Tokaszano, 9TO HHIHOHMTOPOM, CHUKAFOIIIM aKTHB-
HOCTB IICYCHOYIHOTO (PEPMEHTA, ABAACTCH ypOIopdome-
THH — IPOAYKT YACTHYHOIO OKHCACHHA YporopdHupu-
norena (cyocrpara YPO-A), oOHapy:KEeHHBIH B IIEYEHH
MBIIIIEH, T€TEPO3UIOTHEIX 10 MyTaruu YPO-A, romo-
3UTOTHBIX II0 MyTaIlmH rena reMoxpomarosa — HFE
(C282Y) u CIIOHTaHHO PA3BHBAIOIINX YPOIOP(MHUPUIO
[10]. Ha 5TO# MBIIIIHHON MOACAH OBIAO ITOKA32HO, YITO
JCAOBHEM AASl OKHCAEHUSA YPOIOPMHUPHHOTEHA B YPO-
OPOMETHH ABAACTCA IPHUCYTCTBHE B IEIATOIHTAX
H30BITKA KEAE32, KOTOPBIH KATAAU3HPYET 0OPa3OBaHUE
OKHCAHTEABHBIX HHTHOHTOPOB aKTUBHOCTH (pepMEHTA
VPO-A [11].

Mexanusmer, kotopsie Boi3bBaroT [1KII, caoxubr
U Pa3sHOOOPA3HEIL, OAHAKO HMEETCA HEMAAO AOKA3a-
TEABCTB, ITO ¥ OOABIIIMHCTBA AFOACH HAKOITACHHE YKCAC3A
B IIEYEHHU UIPAET IIEHTPAABHYIO POAD. TaK, reMOCHAEPO3
LIEYCHH B PASAMYHOH CTEIICHH IIPUCYTCTBYET Y OOABIIEH
uactu nanueHTos ¢ [TKI ], kannuaeckne cumirromer gacto
KOPPEAHPYIOT C AHOMAABHO IIOBBIIIICHHBIMU YPOBHAMU
AKeAe3a B IICUEHH, 2 AC(DUITHT KEeAE32 B OKCITEPUMEHTE 32-
mmarmaer ot passutas ITKIT [12, 13, 14, 10]. K passururo
TTKIT mpeapactioaararor mytarman HEE, compooxaaro-
IIFEC HU3KIM YPOBHEM I€IICHAMHA, KOTOPBIN ABAAETCA
BAKHBIM PEIYAATOPOM METAOOAM3MA JKEAC3A B OPraHHU3ME,
B TOM YHCAE OTPUIIATEABHBIM PEIYAATOPOM BCACHIBAHI
€ro B KUIIIEYHHKE U ACIIOHNPOBaHNA B Ieuenn; o1 10
A0 20 % marzerros ¢ I1KIT moryr Oprte roMmosuroramu
o myrtarmun HFE-C282Y [15, 16].

OAHAKO TOYHAS B3AUMOCBS3b MEKAY HAKOITACHHECM
xeaesa u [1IKIT He moHATa, IIOCKOABKY HE OLIPEACACH
YPOBEHB KEA€3a IIEYEHH, KOTOPBIH KOPPEAUPYET C 3a-
6oaesarueM I1KII (mampumep, y HEKOTOPEIX AIOACH
¢ cavrromamu [TKIT HOpMaABHBIA YPOBEHD #KeAe3a).

ITpu nccaeposanunm 143 manuenros c ITKIT nan-
GoAee YaCTBIME IIPOBOLUPYIOMIIMU (hAKTOPAME OBIAH
araHoA, kyperne, HCV-undekrma 1 HacA€ACTBEHHBIH
remoxpomaros [17]. PacupocrpaneHHOCTh XpOHMYE-
cxoro renatuta C (XI'C) y 6oapnsix ¢ ITKIT Bappupyer
ot 21 a0 92 % B pasuerx crpanax [12]. K daxropan,
npeapacmoaararomuM k passururo [TKII orHoCAT
TAK-’KE BCTPOTEHBI, IPUMEHACMEIE C ACUEOHOI I[EABIO,
BUY-nudexnuio, KoMOpOHAHOCTD (CaXapHBII AHAOET,
CHCTEMHAs KpAaCHAfA BOAYAHKA, HEAAKOTOABHAS KUPO-
Bad OOAE3HD IEUEHN, MHEAOPUOPO3), TOKCHHDI, HH-
AYLHEPYIOIIHE aKTUBHOCTH IrrToxpoMos P450 [18, 12].
boasmuncrso anm ¢ IIKIT umeror tpu man 6oaee
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peapacrioaararomux (axkropos. FccaeaoBarean cuau-
TArOT, YTO HOBHIIICHHEIN OKHCAHTEABHBIN CTPECC B Ie-
IIATOLIUTAX, CBA3AHHEBIH C IEPEIHCACHHBIMU (haKTOpaMU
PHCKA, CHIDKACT IIEUCHOYHYIO 9KCIIPECCHIO TeHA, KOAH-
PYFOIIIErO IEIICHAMH, YTO COITPOBOKAACTCA YBEAYCHIEM
BCACBIBAHIA KeAe3a B kurredHnke [13].

B ACHCTBHTEABHOCTH B3aMMOCBSA3b OOABIIMHCTBA
IIPEAPACIIOAATAIOTHX (DAKTOPOB C PA3BUTHEM CHMII-
tomos 1pu I1KIT ve sicna. Hampumep, aakoroas ABHO
CITOCOOCTBYET PA3BUTUIO PACCTPONCTBA B HEKOTOPHIX
cayuadx, Ho IIKII He pacrpocTpaHeHa y aAKOTOAUKOB
[6, 19]. B mexoroperx cayaasax ITKIT passusaercs npu ot-
CYTCTBUU H3BECTHEIX (DAKTOPOB, ITO YKA3BIBACT HA HAAU-
9rIe II0KA CIIIe HEPACIIO3HAHHBIX (hakTopoB prcka. Takike
AO KOHIIA HE fICEH OCHOBHOI (DAKTOP IOAABACHIS AKTHB-
uocru YPO-A npu cnopaamgeckoii popme TIKIT [6].

Caa3p 1103AHEH KOXKHO nopgupun
C TeMOAMAATI30M

O cBasu mexay TTKIT 1 AABTEABHEIM TEMOAHAAH3ZOM
n3BecTHO AaBHO [4, 20- 20]. Yacrora [1KI1 y manmenros
Ha reMoAnaamse koaeOaerced ot 1,2 Ao 18% (BeIcokme
nudpbl HAOAIOAAAUCEH AO HOABACHHSA IIPEIIAPATOB dPH-
TponosTuHa) [7].

Ocnosnou npuunnoii [1KII y manuenTos Ha Ana-
AM3€ CUHTAIOT ITOAABACHUE aKTUBHOCTH IICYCHOIHOM
VPO-A BcAEACTBHE ITEPEIPY3KH KEAE3OM H3-32 TACTBIX
remorpancdysuii, Audb0 mpsAMex HHPY3UH Keaesa
C LEABIO AcdeHnsd aHemud [7, 4]. OAHAKO y ITAITHEHTOB,
IIOAYYAIOIINX 3AMECTHTCABHYIO IIOUCYHYIO TEPAIIHIO
METOAOM XpoHmdeckoro remoanasnsa (XI'A), mmerorcs
n Apyrue Bo3MoxkHbIE IyTH maroreHesa [IKII, B wact-
HocTH HeapeKTUBHAS dIANMIHANIIS ITOP(PUPUHOB IIPU
CTAHAAPTHOM HHTEPMHUTHPYIOIIEM reMoAnasuse [27].
Tax, y marmerrros ¢ [1KIT xaupenc nopdupunos gepes
MeMOpany amaansatopa B 100 pas meHbIe KAHpeHCa
1OPHUPHHOB 3A0POBBIME HTOUYKamMH [28].

Kaunnueckas kapTuHa

[1KII aeCrotupyer BO 2-i IIOAOBHHE *KU3HH U B Ha-
CTOAIIIEE BPEMSA ITOPAKAET OAUHAKOBO YACTO MYAKUIH
u sxeHmuH [29]. [Ipeo0AaAAIOIIUME KAMHIYECKIMU
IposABACHUAMH, He3aBucuMO oT stuoaorun [TKIT, as-
ASATOTCS TOSABACHUE KOMKHBIX IIOPAKCHIN U IIPH3HAKI
nedeHOYHON martoaorun. Heppoaoruaeckne m abaomu-
HAABHBIE CHMITTOMBI OTCYTCTBYIOT.

Kaaccrgeckue CHMIITOMBI BKAIOYAIOT IIOBBIIIICHHYIO
PAHEMOCTD KOKH U OOPA30BAHUE BE3UKYA W ITy3BIPEH
Ha OTKPBITBIX COAHILY YaCTAX TEAQ, YAIE HAa THBIABHOM
CTOPOHE KHCTEH PYK, IOKPBIBAIOIIIXCA KOPKAMIE IIOCAE
BCKPBITHSA, ITAOXO 32/KUBAFOIIINE PO, THIIEPITUTMEH-
TAIIMIO U THIIEPTPUXO3 HA AHMIIEC, OCOOEHHO 3aMETHEI
y sxenuH, MuAuyMe! [30]. Menee pacripocrpaHeHHbIE,
HO XapaKTePHBIE IPOABACHUS BKAFOUAIOT CKAEPOIIOAOD-
HBIC M3MCHECHHA KOKHU, BOABIPU HA AHIIE, PYOIIOBYIO
anormernio, poroonuxoausuc [30, 14]. Obocrpenus
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OOBIYHO HAOAIOAAIOTCA B BECEHHE-ACTHEE, ACTHE-OCECH-
nee Bpemd roaa [31]. Iarmmenter ¢ IIKIT na remoanasmse
YACTO OTMEYAFOT 3YA ITOPAKEHHOM KOKH. XOTA MHOTHE
HoAbHEIE, TTOAYUatoIe XA, KaAYIOTCA HA XpOHMIYC-
cknit 3yA ko, IIKIT yemamsaer stor cummrom. TTKIT
y AIINEHTOB HA AMAAHM3€ MOZKET IIPOTEKaTh TAKEAO [30)].

buoncns koxu npu [1IKIT nposoanTces peako, XoT4
IUCTOAOIMYECKas KapTHHA 1103BoAsieT oTAmanTb [TKIT
U IICEBAOIIOP(UPHIO OT APYTHX BE3UKYAO-OYAAEC3HBIX
3a00AeBaHMI KOKH. A CBETOOIITHYECKOH KAPTHHBI
XapaKTePHO HAAMYHNE ITIEACH MAN ITy3BIPEH IIOA 3IIH-
AEPMHCOM C AHOM, OOPa30BAHHBIM Pa3PBIXACHHBIMH
COCOUYKAMH AEPMBI, MUHIMAABHAS BOCIIAAUTEABHAS HH-
duapTparus, ckonaenne PAS (+) marepnasa 1mo XoAy
COCYAOB U B A€PMOSITHMAEPMAABHOM COEAMHEHHH, KO-
TOpPOE II0 PE3YABTATAM MMMMYHO(AYOPECIIEHTHOIO
HCCAEAOBAHHA IPEACTaBAEHO oTAoxeHuaAMu 1gG, C3
u pudbpunorera. OT™MedaeTCA IOBPEKACHIE 0A3aAB-
HOIT MEMOPaHHI (PACCAOCHHUE) COCYAOB BEPXHEH ACPME,
CBA3AHHOE C OOPA30BAHIEM ITy3BIPEIT IIOA SITHAEPMUCOM
[7, 8].

boasmmacrso nanuentos ¢ [TKI1 mmeror npusnaku
YMEPEHHO IIOBBIIICHHBIX 3A11aCOB keAe3a. Aerkoe/ yme-
pernoe nossienue akrusaoctn AAT, ACT u I'TTI,
THIIEPTraMMArAOOYAHHEMUSA IIPUCYTCTBYET IIOYTH BO BCEX
caygasx. Accormarmro [TKIT ¢ HCV-uadexueii B pas-
HBIX rmonyAfAnuax HaxoAdT B 20-90% cayuasnx (apyrue
BUpYCH rermaruta He accorumpyrorcs ¢ TIKIT) [30, 14].
O0caeaoBaHEE HA TEMOXPOMATO3 MOXKET IIPOACMOH-
CTPHPOBATH IOAOKUTEABHBIE PE3YABTATHI, YIHTHIBAA
CHABHYIO CBA3b MEKAY HACACACTBEHHBEIM T€MOXPOMATO-
som ¢ myranuamu rera HFE u TTKIT [18, 30].

I/I3M€HCHI/IH B IICYUCHHN O6I)I"IHO ACTKHE U yMCpCHHbIC
(rmcToAOTHYECKAs KAPTUHA CTEATO3a, TEMOCHACPO32, Te-
HaTUTa C MUHUMAABHOH aKTUBHOCTBIO, IIEPHITOPTAAD-
Horo ¢ubpo3a), HO MHOLAA IEYCHOYHAS TATOAOTHA
HIPOTPECCUPYET AO HHUPPO32 H IEIATONEAAIOAIPHOTO
paxa, puck kotoporo nossier npu I1KI, ocobenno
Y ITAITEHTOB € DOAEE ITPOAOAKUTEABHBIM 3200 ACBAHNEM,
IIIPPO30OM HAH APYTUMH (DAKTOPAME PHCKA, TAKUMH KaK
xpoungeckuii remarut C (XI'C) mau aakoroapnas 0o-
Aesup rredenu [31-33]. Ha gactoTy IedeHOYHBIX IPO-
apaernii mpu [IKIT Banser n To 06CTOATEABCTBO, UTO
nopaxeHus nedeHu, Takue kak XI1'C, saoymorpebaenne
AAKOTOAEM, TeMOXpoMato3 ABAfsroTcA Tpurrepamu [TKIT.

AudpepenrmasbHaAs AHATHOCTHKA

[TKIT audpdepeHnupyror ¢ spUTPOIOITUIECKIMI
KOJKHBIMH IIOPUPUAMH (BPOKACHHASA SPHTPOIIOITHHIC-
ckast TOpUPHS, SPUTPOIIOITHUECKAS IIPOTOIOPUPHS),
ABYMS OCTPBIMHE ITOpupHAME (BapreratHas mopdpupus
U HACAEACTBEHHAA KOIPOIOPMHUPHS), FeITATOIPHTPO-
[IO9THYECKON TTopdupueil, a y OOAPHBIX HA TEMOAHU-
aAM3e — YaIlle BCEro C rceBporopdupueii, BHEIIHE
we oramunmoii o1 TTKIT [4-6]. ITpu HaAmImH KOKHBIX
IIOBPEKACHUI HEOOXOAUMO HUCKAIOYHTD y IAIIUCHTA
ApYyTHE AepMaTOAOrHYecKne 3a00AeBanus (OYAAEC3HBIH
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reMdurona, OyAAesHAsS MEAHKAMEHTO3HAS CBIIIb, OYA-
A€3HAf KpacHasd BOAYAHKA U Ap.) [4-0].

Awmarzos [1KIT ocroBan na naenTrduKanum xapax-
TEPHBIX CHMIITOMOB, ACTAABHON HCTOPUH OOAE3HH, TITIA-
TEABHOH KAMHHYECKOH OIIEHKE M PA3ANYHBIX CIIEIINa-
AHU3HPOBAHHBIX TECTAX.

DPHUTPOIOITHIECKUE KOKHBEIE ITOPQUPUHI, KAK
IIPABUAO, IIPOABAAIOTCA B IPYAHOM BO3PACTE MAU PaH-
HEM AETCTBE M OTAHYAIOTCA DOAEE TAKEAON KOKHOMN
dorocencuOnMAI3AIIIEH.

DpHUTpOIOdITHYECKAA TPOTOIOPPUPHUA ABAACTCA
HaumbOAEEe PACIIPOCTPAHEHHON SPHTPOIIOITUIECKOM
nopupHel 1 CaMOH PaCIIPOCTPAHEHHOH OphHupHe
y aereit [1, 2, 5]. Tameras poTOIyBCTBUTEABHOCTD
KOKH OOBIYHO HAYMHAETCA B PAHHEM AETCTBE U IIPO-
ABAAETCS ITO TUITY COAHEYHOTO OOT4, BOSHUKAFOIIETO
B CYMTAHHBIE MUHYTHI IIOCAE BOSACHCTBHA COAHEYHOTO
ceera. PaspuBaromasncs xrydgas OOAb MOKET OBITH My-
YUTEABHON M HE KYIHPYETCH HAPKOTHICCKIMH aHAAD-
reTHKaMH. DPUTEMA HCYE3AET YEPE3 HECKOABKO YACOB
HAHM CYTOK, HE OCTaBAfiA pyOros. Besukyaspurie mopa-
JKEHHA, THIICPIINTMEHTAIIHA, IOBBIIIIEHHAS PAHIMOCTD,
THPCYTU3M, CKAEPOACPMOIIOAOOHOE YITAOTHEHHE KOKH
HE XapaKTEPHBL. XPOHHYCCKHE U3MEHEHHA BKAIOYAIOT
IIEAYINEHNE, ATPO(UIO KOKI, 0OPa3OBAHIE MOPIIIH
Ha TBIABHOH ITOBEPXHOCTH KHCTelt (' cTapueckas kucts'"),
Ha AHIIE — OCOOEHHO Ha HOCY, ITIEKaX, BOKPYT Iyd. I'emo-
AU3 1 QHEMHSA, KaK IIPABUAO, OTCYTCTBYIOT. XaPaKTEPHBI
HEYECHOYHBIE OCAOKHEHHMA, TAK KaK ITOP(UPUHEI ITOCAE
THIIEPIIPOAYKIINH B KAETKAX KOCTHOTO MO3Ia IOABAAFOTCA
B IIAA3ME 1 3aXBaTBIBAIOTCA IIEYEHBIO, YTOOBI OBITH BBIAC-
AEHHBIMH C KEAYBIO 1 (DEKAAMAMH, OAHAKO H3OBITOUHEIE
KOAHYECTBA ITOP(UPHHOB 0OPA3YIOT KPHCTAAABL B KACT-
KAX IICYCHH, ITPEIATCTBYA OTTOKY KEAUH.

Bpoxaernasn spurpornosrideckas mopdupus (6o-
Ae3Hb | ToHTEpa) — ACOIOTUPYET YIKE B IPYAHOM BO3pacTe
(KpacHbIE IIATHA HA IIEACHKAX BCAEACTBHE MOYH KPac-
HOTO IIBETA) U CBA3aHA C AHEMHUEH BCAEACTBHE Head-
(heKTUBHOTO 3PHTPOIT0I3a U FEMOAN3A IPUTPOIHTOB,
COIPOBOKAACTCA CIIACHOMETAAHEH, 2 TAKAKE TAKEAOH
KOKHOM (POTOCEHCHOMAM3AIIMEH U CBETOOOA3HBIO
[1, 2, 5]. KoKHpre Be3HKyABI, BOSHHKAIOIIINE HA OTKPBI-
THIX CBETY YUACTKAX KOKHU, AOIIAFOTCSA M 3ATE€M BTOPHIHO
UHMHUIUPYIOTCA; B ACCTPYKTHBHBIN BOCITAAMTEABHBIH
IIPOIIECC BOBAEGKAFOTCA XPAIIHU, KOCTH, YTO IIPUBOAUT
K OOIIIMPHBIM PyOIIaM, YBEUbAM YINEH M HOCA, yTpare
maabies pyk. Hakonaenue mopdupunos B 3y0ax mpo-
ABAAETCA KPACHOBATO-KOPUIHEBBIM IIBETOM 3yOOB, KO-
TOpBIE PAIOOPECITUPYIOT IIPU BO3ACHCTBUM YABTPA-
duoaerosoro cpera.

I'errarospurponiosrudeckas mopupua — IPe3Bh-
YaHO peAKOe 3200AEBAHHE, XaPAKTEPU-3YIOIIEecs TA-
xeaniM Aepurrom pepmenta YPO-A (1, 2, 5]. Kan-
HHUYECKHE IIPOABACHHA HAIIOMHHAIOT OOAE3HB | ToHTEpa,
C BO3HHKHOBEHHEM ITy3BIPEH, THIIEPTPHXO03a, PyOIIOB
1 KPACHOI MOYM B MAQACHUYECTBE HAU ACTCTBE.

[Ipumepuo B 20% cayuaes BapueraTHON mopdu-
PHE 1 HACACACTBEHHOH KOIIPOIIOp@HUPHH, KOTOPHIE
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ABASIFOTCA OCTPHIME ITOPOUPHAMH, OBIBAIOT KOKHBIE 110~
PAKEHIA, HACHTHIHBIE TEM, KOTOPHIE XAPAKTEPHBI AAS
I1KIT (mossirennas hOTOUYBCTBHTEABHOCTD, PUTEMA,
aposun, my3erpu). OAHAKO OCHOBHBIE IIPOSBACHHSA STHX
HOpQUPHIT — OCTPBIE IPUCTYIIBL, BKAIOYATOIIAE CHMII-
TOMBI IIOP@KEHHA BCEX OTACAOB HEPBHO CHCTEMBI:

1) BereratmBHAA HEHpomATUA: AOAOMHHAABHEIE OOAH,
TOIIHOTA, PBOTA, TAXUKAPAHUA, apTEPHUAAbHAA
THIIEPTEH3HS;

2) mepudepuyeckas MOAMHEHPOIATHA: OOAU B CIIHHE
M KOHEYHOCTSAX, MBIITIEYHAsA CAAOOCTD, ITIEPEXOAAITIAA
B [1APE3BI U ITAPAANTYL;

3) TmcuXHYecKue HAPYIIEHHA: HEAACKBATHOE ITOBEACHIE,
FaAAFOIIMHALIH, HCTEPUS, IICUXO3BL.

Ocrpeie mopdupun ACOIOTHPYIOT Cpas3y HOCAE IIO-
AOBOTO CO3pPEBAHHSA; YaIre OOACIOT eHIuHbL. MHuOrme
AEKAPCTBEHHBIE CPEACTBA IIPOBOIHPYIOT IIPUCTYIIBL OO-
AesHI (DOAB B KHBOTE, HEBPOAOTUYECKNE W IICHXHYC-
CKHE PacCTPONCTBA), HO HE BBICBHITAHMA Ha Koxe |1, 2, 5].

[cepaomopdupus mpeacraBager coboi hoToTyB-
CTBHTEABHBIH OYAAE3HBIH AcpMaTO3 (O€3 IHITepTPUX032a
U TUIEPIIUTMEHTAIINH Ha AUIIE), KOTOPBIH KAMHIYECKH
u Mopdpoaormdecku MoxeT ObTh He oTAmanm o1 [TKII,
HO HE COIIPOBOKAAETCSA IIOBBIIIICHHBIM YPOBHEM ITOPH-
pHHOB B KpoBH, Moue i dexkarnsax [4, 7]. [Tceaorropdu-
pus MOZKET BOSHUKHYTH B AFODOM BO3PACTE, BEI3BIBACTCA
HCIIOAB30BAHHEM ITOTECHIINAABHO (POTOCCHCHOMAU3YIO-
IIIUX [TPEapaToB (HAIPUMEp, HAIIPOKCEH, TETPAITHKAHH,
(pTOPXHHOAOHBI, AMHOAAPOH, LIUKAOCIIOPUH), 9aCTO
CBA32HA C TEPMHHAABHOM ITOYCIHOH HEAOCTATOYHO-
CTBIO H TEMOAMAAM30M — IIEPBOHAYAABHO OITHCAHA KAK
"OyAaesHblit aAepMaTos reMoanasnsa' [34, 4]. JKenrumast
CTPAAQFOT HaIlle, YeM MY/KIHHEL.

AAf TIOATBEPIKACHHA AHATHO3a TOPUPUH 1 BEpHU-
cpukaru ee OPMBI IIPUMEHAFOTCA CITEITHAABHBIC TECTHL.

Crenmdpuueckas AnarHocTuka nopupuit

VpoBeHb TOPPUPHHOB NCCACAYETCA B MOYE, ITAA3ME,
SPHUTPONNTAX HEPUMEPUIECCKON KPOBH U (PEKAANAX.
Ha nepBom arame B 3aBUCHMOCTH OT CHMITTOMOB HC-
HOAB3YIOTCA PA3AHYHbIE CKPHHIHTOBBIE METOABI BBIABAC-
HusA 1ophupHHOB (Ta0A. 2), 2 3aTeM — KOAUYECTBEHHEIE
TECTHI HA TOP(HPHHOBBIE METAOOANTBI AASl YTOUHCHISA
KOHKPETHOH (popmbl TOpdupum.

[Tpr HAAMYHH CBETOYYBCTBUTEABHBIX KOKHBIX ITO-
PAKEHHIT CKPHHITHIOBEIM METOAOM ABAACTCA OIIPEACAC-
HIe 001X TOPUPHHOB B I1Aa3Me KposH [35]. Vposens
00X TTOP(HUPHUHOB MOBBIIIIEH IIPH BCEX KOKHBIX ITOP-
(bupuAX 1 HOPMAAECH IIPU OCTPBIX ITOP(HUPHAX, 32 HC-
KAFOYEHHEM BAPHUEraTHOIN IOpHPHH.

Cxpuanarosbiv Tectom AAf pasaeacHns [TKIT m kozx-
HBIX 9PUTPOIIOITUIECCKUX HOPMOHUPHI MOKET CAYKHTH
orpeAeAeHUEe OOIINX HOP(MUPHHOB B 9PUTPOLIUTAX; IPH
9PUTPOIIOITHUCCKHIX HOP(HUPHAX UX YPOBEHD OYACT 3Ha-
unTeAbHO HoBbImeH, a mpu TIKIT — HopmaabHEIT nAN
cAerka 1oBbIIeH. HeMaAOBaKHBIM ABASIOTCA M KAHMHH-
JecKrne 0OCOOEHHOCTH, OIICAHHBIE BHIITIE.
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Tabauya 2 | Table 2

CKpHUHHHIOBBIE TECTBI AAAL AU (PePEeHIIIAABHOI AHATHOCTUKH ITOpPUpUii

Screening tests for the differential diagnosis of Porphyrias

Tecr Ha coaeprkaHue B MOYe (CyTOUHOM UAM

aedurra AAK-aermaparassr TIOBBITIICHEBI

OG6mme OO6uue 2 5 .
Bua nopupu nopdupumb nopbupumb Pa30Boii) 6-aMUHOAEBYAHHOBOM KHCAOTBI
HAASMD B SpETpOIETAX (AAK) u mopdobuaumorena (ITBI)
HAU TECT C PEAKTUBOM DpAUXa
Ocmpote noppupuu

Ocrpas mepemexaromas N wmAm caerxa N n

ropupus TIOBBIIIIEHDI

Bapuerarnas nopdupusa Bricokne N +

HacaeactBennasn N mAm caerka N i

konporopgupus TIOBBIIIIEHbI

TTopdupus BcaeacTBre N mAnm caerka

pdrp oA — N + (roarxko [1BI)

Tleuenounvie Koxcnvie noppupun

[TosAuAa koxHad mopdpupus

N mau caerka

U IeIaTOdPUTPOIIOI THYCCKAS Bercokne OTPHIIATEABHBII
IIOBBIIIICHEL
ropdupus
Dpumponosmureckue Koycnvie noppupun
BporkacHHAS 9pHTPOIIOI THIECKASL .
Bercokne IoBsbrieHsr OTPHIIATEABHBII
nopgupus
DPpHUTPOITIOITHYCCKAS .
Bricokue [ToBerrensr OTPHULIATEABHbII
rporonopdupus

AAf BapueraTHOH HOPMOUPHU — CAHHCTBEHHOMN
opmer cpear ocTprIX opdupuii, IPH KOTOPOI 110-
BBIIIICH YPOBEHb OOINMHUX HOP(UPUHOB B IIAA3ME, Xa-
PaKTEPHO HAAMYHE HEHPOBUCIEPAABHBIX CHUMIITOMOB,
MHAUBHUAYAABHO CHMIITOMATHKA MOKET CHABHO Ba-
ppuposaTs. CKPHHUHTOBBIM U BBICOKOCITCIIN(DUIHBIM
TECTOM, OTAMYAIOIIUM OCTPBEIE MOPPUPUU OT BCEX
ApPyrux (opMm, ABAAETCA BEIABACHHE B MOYE IIPCAIIIC-
CTBEeHHHKOB HopdupuHos — nopdodbuinnorena (I1bI)
u S-amuHOAeBYAMHOBOI KUCAOTH (3-AAK). Coaepianme
ITIBI" 3aMeTHO YBEAMYEHO Y BCEX MAITMEHTOB BO BpeMsd
OCTpPHIX aTakK, uTo He Bcrpevaercd npu IIKIT (yposens
8-AAK OprBaer uyre nossien) [1,7]. B kaurmgeckoit
IPAKTHKE MOKET OBITh MCIOAB30BAH KAYECTBEHHBIH
CKPHHUHI-TECT C UCIIOAB30BAHUEM PEAKTHUBA DPAMXa
[35]. DTOT IPOCTON METOA ITO3BOAAET BHIAIBUTD B MOYE
u36errok I1BI i 3arroao3puts A oTBEprayTSH ¥ 60AD-
HOTO AMATHO3 OCTPOI ITOpUpHH, HAMOOAEE OIIACHOM,
TPeOYIOIIEll CPOUHBIX ACIEOHBIX MEPOIIPUATHIL.

Awarnos TTKIT moarBep:xAaeTcss BHICOKMM YPOBHEM
B MOYe ypornop@UpHHA U relrrakap-00KcuAaTIropdu-
pHHA, 2 B KAAEC — HsoKonponopq)HpHHa III; mocaeanmii
AHAAU3 OCTACTCA HANDOAEE TOYHBIM TECTOM Y IAITHEHTOB
C ITOYEIHON HEAOCTATOUHOCTBIO, TAK KAK AHAAN3BI MOYH
HE ABAAIOTCA HAACKHBIMU H3-32 HU3KOTO IIOYEYHOIO
KAHpPEHCA, AAKE IIPU Haamauu auypesa [1, 8, 7, 3].

Cemetinasn dopma ITKIT mozker Opr1e AHaraocTapo-
BaHA ITyTeEM OMOXHMITYECKOTO TECTHPOBAHUA (DepMEHTA
VPO-A B spurponnrax (00sraHO ymeHbIieHo Ha 50%0)
HAH IIyTEM MOACKYAAPHO-TEHETUIECKOTO TECTHPOBAHIA
reaa YPO-A. OAHAKO IIPOBEACHHE KOAUYECTBEHHOM
OMOXHMITIECKOI AHATHOCTHKH, MOACKYASPHBIX METOAOB

AHAAN32 BO3MOKHO TOABKO B XOPOIIIO OOOPYAOBAHHBIX,
CIIENMAAU3HPOBAHHBIX AADOPATOPHAX H ITOA CHAY KPYII-
HBIM OOAACTHBIM, KPAEBBIM U PECIIYOAMKAHCKUM MEAH-
I[IHCKUM IIEHTPAM.

Hopmaapueii ypoBenb oOIIuUX HOpUPHHOB
B IIAA3M€ Ha 3TAIle CKPHHUHIA HCKAIOYA€T AUATHO3 BCEX
KOKHBIX TIOPUPHIL, OAHAKO ¥ AUAAM3HBIX ITAIINEHTOB
¢ rceBaorropdupHen H3-32 HU3KOIO KAUPEHCA MOKET
HADAIOAQTBCA YMEPEHHOE HAKOIACHUE IOP(UPUHOB,
9T0 OCAOKHACT AU epeHInaABHEIN Anarnos [20, 4.
Anaans (hepMEHTOB IIEUEHN Y AHIL C IICEBAOLIOPUPHEH
JaIre BCEro HopMaAeH [4].

Aeuenne

Aeuenne ITKIT BoicokoadpdextuBHO (Y10 OTAHYACT
€e OT APYIuX HOPUPHE) KaK IIpH HACACACTBEHHOI, TaK
1 nproOpeTeHHOR hopMe, HO CHEIH(MIIHO, U IIOITOMY
AOAKHO OBITh HAYATO TOABKO ITIOCAE TIOATBEP/KACHHA
Amarzosa. B psAe cAygaeB AOCTATOYHEIM K ODOCHO-
BAHHBIM fIBAACTCA HAYAAO TEPAIIUHU ITOCAE CKPHHIHIA
IIAQ3MEHHBIX TIOP(UPIHOB H HCKAFOYEHUA BAPHETATHOM
nopdupun u ncesponopdupuu [5]. Aedenue BKAIO-
YaeT yCTPAHEHUE BO3ACHCTBHA TPUITEPOB, HCTOIICHHE
3aIIACOB JKEAE32 B OPraHU3ME, YAAACHUE U3 KPOBU IIOP-
dupuuos [4-6].

Hcxarwyenne mpuzeepos. Baxuo BoABAeHHE
y IarueHTa Bcex Bo3MoxkHbIX Tpurrepos ITKII, Bkaro-
4as AAKOI'OAB, KypeHwe, IrprueM scrporenos, X1'C, BIY-
nudexmro, myrarmit HFE n macaeactsenmbit aecpurmr
VPO-A. TlanmenTtam cAeAyeT CTpOro peKOMEHAOBATD
IIpPEKpaIeHIe YIOTPEOACHNA AAKOTOAA U KYPEHHA.
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BakHO HCKAIOYNTD ACHCTBHE TAKUX IIPOBOLIHPYIOIIUX
axkTopoB, Kak POTOIKCIO3UIIHA U IEIIATOTOKCUIHEIE
IIpeIapaThl, 0OECIIEUNTh IOAHOLEHHOE I TaHHe, OOra-
TOE AHTHOKCHAAHTaMU. /\edeHre HH(EKIUH (B CAydIae
€€ BBIAABACHUS), AOAKHO OBITh YACTBIO ITAQHA ACUCHHS.
VAaAeHHE OAHOTO MAM HECKOABKHX IIPEAPACITOAATA-
forux (aKTOPOB MOKET IIPUBECTU K HCYE3HOBEHHIO
CHMIITOMOB, HO €3 KPOBOIIYCKAHUI MAU HU3KHX AO3
THAPOKCHXAOPOXHHA BOCCTAHOBACHUE ABAACTCH HEITPEA-
CKA3yEMbIM HAM MEAACHHBIM [5].

Ymenvuenue sanacog seaesa. Kposoryckanme ss-
AIETCS TIPEAITOYTHTEABHBIM MeTOAOM Aeuenus [TKII
B OOABIIIMHCTBE IEHTPOB, HE3ABUCHUMO OT TOTO, OBIAQ AH
ITOATBEPIKACHA ITEPErpy3Ka :keAe3oM [6, 30, 37]. Dddekr
KPOBOITYCKAHHH CBA3AH C YMEHBIIECHUEM COACP/KAHUA
KEAE3a B IIEUCHH, YTO HOPMAAUIYET CHHTE3 I'eMa ITyTeM
yBeamdenuns aktuBHOCTH (pepmenTa YPO-A, KOTOPHIH
HHIHOMpPYeTCs B IIPUCYTCTBUH KeAesa [37].

OO6pr9HO yAaasaroT ~ 450 MA KpOBU C HHTEPBAAAME
B 2 HeAeAH [4-6]. B cpeaHeM AAS MHAYKITHH PEMICCHN
TpeOyercs 5-4 KpOBOIIYCKAHMUE, HO AAS ITAIIUCHTOB C BBI-
COKHIMU YPOBHAMU (DEPPUTHHA CHIBOPOTKH, COIyTCTBY-
FOIITMM T€MOXPOMATO30M MOKET IIOTPEOOBATHCA OOABIIIE
(cymMMapHOE KOAUYECTBO YAAACHHOM KPOBU KOAECOACTCA
or 1,5 A 00 16 A) [4].

[Tpn poBeAeHNN KPOBOIYCKAHMI OPHEHTUPYIOTCA
Ha yposuu remoraobuua 100-110 r/A, koTopsie ABAS-
FOTCA OE30IACHBIMU (HO HE IIEABFO TEPAITNH), OAHAKO
VYUTBIBAIOTCA HCXOAHOE 3HAYCHUE, BO3PACT U KAHHI-
YECKOE COCTOAHIE IAITHEHTA. T eparieBTHIeCKOH IIEABIO
ABASICTCA AOCTIDKCHHE YPOBHS (DEPPUTHHA CEIBOPOTKU
0KOAO 15 HI/MA, 9TO GAM3KO K HUKHEH IPAHHIIE HOPMBL
1 HCTOIIEHHIO 3aI1aCOB KEAE33, HO AOCTATOYHO AAS
3PHUTPOIIOI3A.

[TaasmerHbIle TOPPUPUHEL OOBIYHO CHHKAIOTCA
AO HOPMAABHBIX 3HAYCHUN B TCYCHUE HECKOABKUX HE-
ACAB ITOCAE 3aBepIneHHA Kposonyckanuil. [Tocae pe-
MUCCHH IIPOAOAKEHHE KPOBOIIYCKAHHI, KaK ITPABHAO,
He IPOBOAAT [5]. MOIyT BOSHUKAT PEILIMAUBEL C IIOTPEOD-
HOCTBIO B HOBOM KyPC€ KPOBOITYCKAHUH.

V AMaAM3HBIX IAIIMEHTOB C TEPMHUHAABHOM IIO-
YEYHON HEAOCTATOYHOCTBIO, IIOKA TeMOTAODHH COXpa-
HAETCA B IIPEACAAX IIEAECBBIX 3HAYECHHIH, IIEPBON AN-
HHEH TEPAITNH TaKKe ABAAIOTCA KPOBOITyCcKaHuA [4, 5, 0,
37, 38]. OAHAKO OOABIIIHCTBO ANAAM3HBIX ITAITNCHTOB
13-32 XPOHHYE-CKOH aHEMUH HE B COCTOSHUH BEIHOCHTD
CTAHAAPTHEIH IIPOTOKOA YAAACHIUSA KPOBH, IIO9TOMY pe-
KOMEHAYETCA IIPOBEACHIE MAAOOOBEMHBIX KPOBOITYCKA-
nuii ¢ yaaaeauem 100-350 ma xazkapre 2-3 meaean. Kak
CTAHAAPTHEII 0OBEM, TAK 1 MAAOOOBEMHBIE KPOBOITYCKa-
HUA BBI3BIBAIOT KAMHUYECKYIO PEMUCCHIO Y IAITHEHTOB
¢ I1KII, acconuupoBaHHON ¢ XpOHHYECKON DOAE3HBIO
mouck [24, 36-38]. IlockoApky camo 1mo cebe yaareHme
50-150 mr sxeae3a kaKAbIe 2 -3 HEACAU HEAB3S CIUTATH
AOCTATOYHBIM, B 9TUX CAYYafAX, BEPOATHO, UMEET MECTO
COYETAHHE TEPAIIEBTUIECKIX (DAKTOPOB, KAK CBA3AHHBIX
HEIIOCPEACTBEHHO C KPOBOITYCKAHHEM, TAK U HE CBA-
3aHHBIX C HUM, Ha (DOHE HEM3OEKHBIX KPOBOIIOTEPD
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y HAIIHEHTOB Ha TeMoAnaAnse. AoOaBACHIE K KPOBOIIY-
CKAHHUAM PEKOMOMHAHTHOTO Y€AOBEYECKOIO SPUTPOIIO-
stuna (padI1O) AOIIOAHHTEABHO MOOHAHBYET KEAC30
U3 TICUCHH, CHITKACT PUCK ITAACHHA reMoraoouHa [36-38].
Momnoteparms spurporostuaoM y 6oabHbx TTKIT Ha re-
MOAHAAH3E TAKKE MOMKET OBITH yCIEIIHOH [39].

Aeuenne xeramopom xesesa AepepOKCAMIHOM
(accdepprokcamum, accpepar), OOPa3yIOLIHM BOAOPAC-
TBOPHMBIE KOMITACKCHBIE COCAHHCHUSA C KEAC30M, MEHEE
appeKTUBHO, YeM KPOBOITYCKAHHUA, OAHAKO Y IAITFEHTOB
C TDKEAOH aHEMHUCEH HAM HEIIEPEHOCHMOCTBIO KPOBOIIC-
KAHWI, IPIMEHEHHE Ac(DEPOKCAMIHA ABAACTCH AABTEP-
HatuBOI. Aeuernue AecheporcamuroM (40 mr/Kr BHYTpU-
BEHHO | pa3 B HEAEGAIO) OIIHCHIBAIOT KAK YCIIEIIHBIN
meToA Aevuenns anasnsuoit [IKI1, koraa mpumenenme
METOAOB IIEPBON AnHEE HeBO3MOKHO [40, 41],

Yoanenue noppupunos. Huskue Ao3er 4-amuso-
XHHOAHHOBBIX IPOTHBOMAASPHHHBIX IIPEIIAPATOB
THAPOKCHXAOPOXHHA HAU XAOPOXHHA MOIYT OBITH TAKIKE
a(ppeKTUBHBI, KAK F KPOBOITYCKAHIA, B PEIPECCHI CHMII-
ToMOB y OoapHbIX [ IKIT, i1 camrrarores oTAmIHOMN aAbTEp-
HATHUBOM KPOBOITYCKAHHAM, OCOOEHHO, KOTAA ITOCACAHIIE
IIPOTHBOIOKA3AHEI HAH ITAOXO IepenocaTcd [3-6]. Takoe
AEUCHHE IIPEAIIOYNTAIOT B HEKOTOPBIX IIEHTPAX, IIOTOMY
9ITO OHO DOAEE YAODHO H ACIIIEBO, HO OTHOIIEHHE K HC-
ITOAB30BaHHIO 31X 1perraparos upu [ IKI T HeoanosHau-
Hoe [4, 5, 0, 22, 42].

AO3BI XAOPOXHHA U THAPOKCUXAOPOXHHA, CTAHAAP-
THO HCIIOAB3YEMBIC AAf ACYCHUA APYIUX COCTOAHUI
(marrpumep, ruapokcuxisopoxnn 200-400 Mr B AeHb),
MOLYT IPUYHHHITD IAPAAOKCAABHBIN BPEA IIAIIHCHTAM
¢ I1KIT n3-3a pAMOIi TEMATOTOKCHYHOCTH U BEICBOOOK-
AeHns redenounoro nopdupuna [23]. Ilpu ux nazna-
YEHUHU OTMEYACTCA IIOBHIIIICHUE YPOBHA ITOP(MUPUHOB
B IIA23ME U yCHAeHUE (POTOUYBCTBUTEABHOCTH (AdiKe
H3BECTHO O BRIABACHHHN paHee HepacrtosHanuo [TKT),
yXyAleHrIe (DYHKIIMOHAABHBIX IIEICHOYHBIX TECTOB; CBE-
AEHHA O MOOMAM3AIINH IIEIEHOYHOIO KEAE3a IIPOTHBO-
pedHBEIe, HO KOHIICHTpAanus (DeppUTHHA B CBIBOPOTKE
CYIIIECTBEHHO HE MeHsAeTcs BO BpeMs Aedenud [4-6, 50.
CymectByer Takike HEOOABINOH PUCK PETHHONATHH,
KOTOPBIN HIKE IIPH ACUCHHU IMAPOKCUXAOPOXHHOM.
[Tobounsie sacbdexrter, crierdudamsre aad ITKIT, moano-
CTBIO OOPATHMBI, OAHAKO HX CAeAyeT us0erats [4-0.

B 910i1 cBA3H peKOMEHAYETCA HA3HAYATD HU3KUE AO3BI
rpernaparos: ruApokcuxAopoxuH 100 Mr mAM XAOPOXHH
125 mr (110 /2 CTAaHAAPTHOH TaOACTKH) 2 Pa3a B HEACATO
B Teuenne 8-18 mec (mAn A0 HOpMaAn3anuu noppupu-
HOB mAaasMel 1 Moun) [4-6]. HeaaBree mpocmexruBHOE
HCCACAOBAHIE TIOKA3AA0, YTO ACICHIE THAPOKCHXAOPO-
XHHOM B HU3KHX AO3aX IIPUBOANAO K OMOXHMHYECKON
PEMUCCHH B CPOKH, OAH3KUE II0 BPEMEHHU HACTYIIACHHIO
peMuccuu npu Kypce kposonyckauui [42]. OaHako
9ACTh ITAIIHCHTOB ITAOXO OTBEYACT HA TAKYIO CXEMY AC-
YCHHUA U HYKAAETCA B AAAPHEHIIIEM B OOABIIINX AO3aX
HAN KPOBOIYCKaHHAX [5]. B perpocniektuBHOM HCCAEAO-
BAHUH HU3KHE AO3BI XAOPOXHHA OBIAU HEd((DEKTUBHEL
y HAIMEHTOB, TOMO3UTOTHBIX 110 MyTarumu C282Y rena
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HFE, 9410 CBUAETEABCTBYET O TOM, YTO CTEIICHD H30BITKA
JKEAE32 B ITEYEHH MOKET BAHATH HA OTBET HA 9TO Ac-
YEHHE, IIOITOMY aBTOPHI HE PEKOMEHAYIOT HA3HAYATH
XAOPOXHH IIAITUEHTAM C BEICOKOH KOHIIEHTparuer dep-
puruHa [43]. DTH IpermapaTsl TAKAKe IPOTUBOIIOKA3AHE!
AFOAAIM C IIPOTPECCUPYIONTIM 3200AEBAHNEM IICUCHH,
3AOYIOTPEOAAIOIIINM AAKOTOACM.

Mexanusm ACHCTBUA 4-AMIHOXHHOAHHOB HE BITOAHE
Acer. CAUTACTCA, YTO OHU IIPUCOCAUHAIOTCS K H3OBITKY
HOpUPHHOB B AU30COMAX M APYIUX BHYTPHUKAETOY-
HBIX OPIaHEAAAX U CIOCOOCTBYIOT MOOHAH3ALIUE IIOP-
(pHPHHOB ITOCPEACTBOM IIPOIIECCA, KOTOPBII BKAIOYACT
KPATKOBPEMEHHOE IIOBPEKACHHE KAETOK, C ITOCACAY-
TOIIUM BBIBEACHHEM XAOPOXUH-ITOP(UPUHOBBIX KOM-
IIAEKCOB C MOYOM M YaCTHYHO — C keAubto. [lonATHoO,
uTO y maruenTos ¢ XBIT Ha Amasnse, 5TH KOMITAEKCH
He MOryT ObITh 39(D(PEKTHBHO BBHIBEACHBI M3 Opra-
HHU3Ma, YTO MOKET CHIKATh 3(P(DEKTUBHOCTD TEPAITIH
[4, 22, 37].

Psia nccaepoBaresett ormedasn orcyrctBue s dexta
IIPH MOHOTEPAIINU AHTUMAAAPUIHBIMI IIPCIIAPATAMI,
OAHAKO AODABACHHE THAPOKCUXAOPOXIHA K ADYTHM Me-
TOAAM Aedenus crrocobetsoBaso pemuccrn ITKIT [21-23).
KomOuHarus mpoTHBOMAAAPUITHEIX IIPEIIAPATOB C KPO-
BOITYCKAHIAMHI MOKET OBITh YAAUHOIL, B CAy4afxX, KOTAQ
IIAIHEHT, HAIIPIMEP, HE B COCTOSIHII IIEPEHECTH IIOAHBII
Kypc kposomyckarnii. CooOImaeTcs o pasperieHnn OyA-
AE3HOTO ACPMATO32 M CHIKEHHA YPOBHA ITIOP(PUPUHOB
coiBopoTKH v 6oabHOro I1KIT HA remoamasuse mocae
2 MecAIeB ACIEHNA MAAOOOBEMHBIMU KPOBOITYCKAHIAMIT
(1 pa3 B 2 HeA.) B COYETAHUH C HU3KAMU AO3AMHU THAPOK-
CHUXAOPOXUHA BHYTPb, BHICOKOITOTOYHBIM FEMOAUAAI3OM
1 CTAHAAPTHEIMU AO3aMH 3PHTPONIOsTHHA [23].

Boicoxonomounwiii 2emoduarus/zemodunagpurs-
mpayus 6oree 53POEKTUBHBI B YAAACHHH IIAA3MEHHBIX
OPOUPUHOB, YeM OOBIMHEIN reMoAuaAus3 [44]. Vmeercs
HAOATOACHHE, KOTAQ YPOBEHD IIOP(HPHHOB ITAA3MBI CHH-
suAca Ha 37% uepes 4 HEACAH TIOCAE 3AMEHBI OOBIIHOTO
IeMOAHAAH3a Ha BEICOKOIIOTOYHEIN C HCIOAB30BAHIEM
AMAAH32TOPOB C ITOAUCYAB(DOHOBBIMI MEMOPAHAMH BMe-
CTO AIETATIEAAFOAO3HBIX; BO3BPAIIIEHHE K OOBIYHOMY
IeMOAMAAU3Y IIPUBEAO K BOCCTAHOBACHHIO IIPEKHETO
BBICOKOTO YPOBHS TOP(UPUHOB ITAa3MBI [44].

Ilrasmagpepes ycueniHo pUMEHACTCA AASL ACUCHNSA
reMoAnasns-accoruuposaHubx caydaes [IKIT. Ommcan
CAYYAH, KOTAQ ITOCAE ABYX ITPOIIEAYP C HHTEPBAAOM 48 1
y HAI[HEHTA OTMEYCHO CHIKCHUE YPOBHA TOP(UPHUHOB
IIAA3MBI F OBICTPOE KAMHIYECKOE yAyuInenue. Pevuccns
6e3 AOIIOAHHUTEABHOM TEPAITHN IIPOAOAKAAACD B TeUe-
HIE HECKOABKHX Mecsres [4].

Tpancnaanmayus nowxu. I1KI1 ne apagerca npo-
THBOIIOKA3aHHEM K TPAHCIIAQHTAIINU ITOYEK U MOKET
IIPUBECTH K PEMHCCHH, YACTUIHO H3-32 BO3OOHOBACHNS
IIPOAYKIIIH SHAOICHHOIO opuTporosruHa [5]. Vposens
HOPUPHHOB B ITAA3ME YACTO OCOOEHHO BBICOK Y OTHX
IIAITIEHTOB, IT09TOMY MMEETCA PUCK OKOTA KOKI U IIe-
PHUTOHEAABHOIO OKOTA OT BOSACHCTBUSA OLIEPAIIMOHHBIX
AaMmIt [4].

HabnioneHns 13 npakmmku

Teuenne ITKIT MoKeT yAYUIIHTBCA TIOCAE ACICHUA
conyrcrpyromero XI'C. OAHAKO ITO HECKOABKHM IIpH-
YHHAM B OOABIIMHCTBE CAYYACB, B IIEPBYIO OYCPCAB,
caeayer aeants npossaenud [TKII, a XI'C — mosamee.
Bo-nepsoix, cimirromsr [TKIT 00brano 6oaee BerpazkeHs!
U ITOAAAIOTCA AedeHHIO OpicTpee u apdexrusuee. Bo-
BTOpPHIX, Acdenue XI'C MozkeT ObITh OOACE YCIIEIITHBIM
ITOCAC YAAACHIUSA H30BITKA jKeAe3a. B-Tperpux, AcyeHue
nHTEpEPOHOM U PUOABHPHHOM AOCTYIIHO, HO YaCTO
He3(ODEKTUBHO, OOBIYHO BHI3BIBAET AHEMHIO, KOTOPAS
nckarougaer paedoromuro aad aedenns [TKIT [5]. Ipea-
CTaBASIFOT HHTEPEC IIPOCIIEKTUBHBIE HCCACAOBAHU C HC-
ITOAB30BAHIEM HOBBIX, OoAce 3(h(heKTHBHBIX ITpEapaToB
acuernst XI'C (MHIHOHTOPOB IIPOTEA3), YIUTHIBASA, YTO
OHH CTAHOBATCA AOCTYIHBIME. [Toaaepikanne HOpMaAb-
HOTO/ CHIZKEHHOTO YPOBHS KEAC32 B [ICUCHH YMEHBIIIACT
TKecTs 1 nporpeccupopanre X1'C 1, BO3MOKHO, PUCK
Pa3BUTHA I€HIATOLIEAAIOAAPHOIO paxa [12].

[TockoABKY KOKHEIE IIPOABACHHSA ABAAIOTCH OC-
HoBHEIM cumiitomMoM npu [IKII, maTepecen ombiT Ae-
ugennu [TKIT ronmaeckum HHIHOUTOPOM KAABLIIHEH-
puHa B BuAe 1% Kpema IMIMEKPOANMYyCa B COUETAHUH
C THAPOKCHXAOPOXHHOM B HU3KHX AO32X BHYTPb, ITO
3HAYHTEABHO YMEHBIIHAO OOPA30BAHUE CBETOUYBCTBH-
TeAbHBIX Be3ukyA y nanuenta ¢ [IKIT n anemuert [4].

Onucanne KAMHNYECKOTO CAy4dan

Kenmumna 1., 1950 r.p. B cerradpe 2010 r. oOpa-
THUAACH C )KAAOOAMU HA ITOABACHUE B TCUCHUE ITOCACA-
HErO MECAIA IIy3BIPEH, 3aII0AHCHHEIX JKHAKOCTBIO,
Ha THIABHOH IIOBEPXHOCTHU KHCTEH PYyK, CAMOCTOATEABHO
BCKPBIBAFOIIHIXCA yepe3 2-3 AHA ¢ 00pa3oBaHIEM KOPOK,
HICTOHYCHUE KOKH HA PYKAX, ACTKOE 00pa3soBaHUe O0AE3-
HEHHBIX CCAAUH, 3¢MAUCTOTO IIBETA AUIIA; CUMITTOMATUKA
ycuAauBaaack Ha pone uacoadnuu. K tomy BpemeHu oxa
B TEUCHUE 8,5 ACT IIOAYIAAd TEMOAHAAHUS B AHAAUSHOM
nerrpe C3I'MV mm. M.V, Meunuxosa B cBA3H C Tep-
MUHAABHOH IOYEYHON HEAOCTATOYHOCTHIO KAK MCXOAQ
XPOHIYIECKOIO TAOMEPYAOHEPPUTA.

B smBape 2002 . BBOA B AMAAN3 B CBA3H C YPEMUEH;
AOCTYII — apTEPHOBEHO3HAsA (DHCTYAQ B HIUKHEH TPETH
aesoro rpeariaedns. B 2003 r. mpu maamoBoM Aabopa-
TOPHOM HCCACAOBAHHI BEIIBACH XPOHHYCCKHI BUPYC-
ueiii reratut B (XI'B), B 2007 r. — XI'C. I'emoananans
IIPOBOAUACH B PexRUME 3 pasa B HEAEAIO 1O 4,5 gaca.
NabopaTopHbIE TTOKA3aTEAH KPOBU HA MOMEHT IIOSIBAC-
HUSA KOKHBIX H3MEHEHHIT: ACHKOIHUTE — 7,75X10%/MA,
spurpouutsl — 3,39X1012/mA, remoraobun — 117 r/a,
xeaeso — 14,8 Mmoab/ A, Tparcdeppus — 299 MMOAB/ A,
TSAT — 19,80 %, dbeppurunr — 146 ur/ma, ACT —
112 EA/A, ACT =118 EA/ A, kaabrmii — 2,19 MMoAB/ A,
docdop — 1,34 mmoab/ A, aasbymun — 34,2 v/ A, ITTT —
78 1r/ma; spKt/V —1,73. V3U: reuens yBeArdeHa B pas-
Mepax (mpaBas AOAS +4 cm, AeBad +3 cm), AuddysHbie
M3MEHEHNSA ITAPEHXIMBI 110 THITY CTEATO3a; CEAC3ECHKA
ne yseanaera. PIAC: arpoduaecknii racrput. [Tposo-
Anmast Teparmst: snoatus oera 6000 ME/Hea., xeaesa
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HabnioneHus 3 npaktku

(III) ruapoxcua Aexcrpan 100 MT/HeA., doarunesas xuc-
AoTa 3 Mr/CyT BHYTPb, KaAbIms KapOoHaT 1o 1 4. A.
2 pasa B cyTkH, Kypesl apemerronuHa 1o 800 mr/cyr
BHYTPb.

[Tpm ocmorpe 10.09.2010: Ha KOzKe THIABHOI CTOPOHBL
KHCTEH PYK CAHHHYHBIC KOPKH, IICAYIICHHUE; IIEPBOEC
3AKAIOUEHIE ACPMATOAOIA: AUCTHAPOTHYECKAA 3K3EMA
B CTaAHH pasperreHns. HasHaueHB TATOKOHAT KAABITHA
10% mmo 10 MA BHYTPHBEHHO, XAOPOIIMPAMIHA THAPO-
xaopuA 0,25 Ha HOYB BHYTPD, HAPYKHO — (DYKOPIIHH.
B oxrabpe marmeHTKa OCMOTPEHA OKYAHCTOM B CBASH
€ 7KaA00aMI Ha TUIIEPEMHUIO, PE3b B TAA3aX; AMATHO3: 10~
AOCTPELH OAehapOKOHBIOHKTHBUT 000OUX rAas. [Iposo-
AUAOCH ACYEHUE TETPALIMKAMHOBON MA3bIO, TAA3HBIMI
KATIAAMI TOOPEKC — C 9aCTUIHBIM 3 DEKTOM.

B xonme oxTaAbps marEmeHTKa OTMETHAA IIOSBACHHE
HOBBEIX ITY3BIPEH Ha KOKE KHCTEH PYK, KOHCYABTHPO-
Bana Ha xadeape Aepmaroserepororun CIIOI'MA
nm. V1.W. MeununkoBa. 3a110A03peHA IIO3AHAA KOMKHAA
nopdupus Ha pore XI'C u XI'B. [Tocae aoomorrnTes-
HOTO 0OCAGAOBAHNSA YCTaHOBACHA 3aBepriubImagcs HBV-
nudekrmd [(HBsAg (-), HBcorlgM (-), HBcorlgG(+),
HBe Ab(+), ITIIP HBV-AHK (-)] u XI'C ¢ ymepen-
HOM OHOXHMHYECKOH aKTHBHOCTBIO. T'eCThl HA aHTH-
HCVIgG antureaa, anaans ma HCV-PHK meToaom
[ILIP B cBIBOPOTKE KPOBH HA MOMEHT OOCACAOBAHUSA
OBIAH OTPHUIIATEABHBIMI, OAHAKO IIOCAE ITIEPBOTO BBIABAC-
nuAa HCV-undexnmm B 2007 1. 3 n3 8 anaAn3os Ha aHTH-
HCV amturesa OBIAT HOAOKUTEABHBIMUA. |lartmeHTKE
IIPOAOAKEH KypC reratonporektopos. Tecrsr na BMY-
HHQEKIHIO OBIAU OTPULIATCABHBIMU, TCHOTUIIHPOBAHIC
Ha ret reMoxpomarosa myrarnu HFE ne BoraBuao; ma-
IUEHTKA HE IIPUHIMAAA IIPEIAPATOB 3CTPOIE€HOB, OT-
CYTCTBOBAAU YKAa3aHUA HA 3AOYIIOTPEOACHIE AAKOTOACM,
KypeHHe.

MccaeaoBarue KpoBU HA MOP(UPHHEL BEIIOAHCHO
B Aaboparopun PI'BY "HanmonaAbHOro MEAHIIIHCKOTO
HCCAEAOBATEABCKOTO TieHTpa Tematosornn” (HMULI)
Munucrepcrsa sapapooxpanenus P®. Iloay«enwt pe-
3)AbMAamBbL: COACPKAHNE OOIIHX TOP(HPHHOB B IIAA3ME
kpoBu — 1939,6 im/ A (Hopma A0 10 M/ A), coaeprxanne
06mmux nopdupuHOB B 9puTporuTax — 6,9 MKM/A
(HOpMa AO 1,4 MKM/ A); HCCAGAOBAHIE MOYH HE IIPOBO-
AMAOCDH B CBA3M CO CTOMKOM aHypueil. [lanuenTxka 3a-
OYHO KOHCYABTHPOBAHA IreMaToAOroM otaesenus XI'3
n T HMUILI rematoAormnm; AMArio3s: O3AHSAS KOKHAS
nopcupns. Hasmaven rmapokcnxaropoxun mo 200 mr
BHYTPb, IIPOBEACHO ITepeKArouene pexima I'A na remo-
anadbuaprpanuro. Crycra 1,5 mecara Ha dhoue Aedenus
THAPOKCUXAOPOXHHOM, TeMOANA(HABTPAITHEH, MECT-
HOI CHMIITOMATHYECKOH TEPAITMH OTMEIAAOChH IIPEKpa-
IIeHIE 00PA3OBAHUA ITY3BIPEH, YAVUIICHUE COCTOAHIE
KOKH HA PYKax, I1BeTa Ania. Uepes 3 MecAIia yMEHbBIIHAL
A03y THApOKcHXAOpoxHHa A0 200 Mr 2 pasa B HEACAIO;
IIAIUEHTKE PEKOMEHAOBAHO 3aIIIHIIATH KOKY OT COAHEY-
HEIX AyYCH.

3a mepuoa 2011-2013 rr. xomHBIE IIPOABACHUA
He peruAnBIpoBaAr. OTMEUEHO CHIKEHHE CYXOIo Beca
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Puc. 1. TpaBMupoBaHHasA KOK4a, HAIPSIKEHHBIE Iy3bIPU
HA TBIABHOU ITOBEPXHOCTH A€BOM KHCTH

Fig. 1. Skin fragility and blistering on the dorsal surface
of the left hand

Puc. 2. Tuneprpuxo3 AuIa IIPEUMYIIECTBEHHO BUCOYHO-
CKYAOBBIX 00AaCTeH U MEK, TUTIEPITHTMEHTAITHS

Fig. 2. Facial hypertrichosis on temples and cheeks,
hyperpigmentation

Ha 8 kr; AA — CTOMKO HOPMaABHOE; YPOBEHb I€MOTIAO-
OMHA B ITPEACAAX IIEACBBIX 3HAYCHHI, IYTO AOCTUTAAACH
nasHagerneM padl 1O 1 an30AMIeCcKIIM BHY TPUBEHHBIM
BBEACHHEM IIPEIIAPATOB KEAE3a, KOTOPOE Ha POHE OTCYT-
CTBHA AADOPATOPHBIX ITPU3HAKOB IIEPEIPY3KH KEAC3OM
mpoAoAEKar0Ch A0 pespard 2012 r. Vposens deppu-
THHA HAXOAUACH B IpeAcAax 146-207, Hacpiiienne TpaHc-
eppuna 7,5-60%; oTMeUaAHCh 3ATAKHBIC ITEPUOABI
mosormenns AAT ao 290 EA/a, ACT — a0 315 EA/ 4,
B CBA3H C YeM HazHadyaACH aaemeTnoHuH 110 800 mr/ cyT
BHYTPb Kypcamu oT 1 A0 9 mec; B 2013 roay — ycnaenue
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HabnioneHns 13 npakmmku

IIUTOANTHYECKOTO CHHAPOMA C 3ITH30AAMH ITOBHIIIIE-
aust ACT a0 659 EA/A, Hopmaansanuneil mokasarteaeit
Ha (DOHE ACUEHHSA AACMETHOHIHOM.

Bropoe obocrpenne koxubix mpossacHuii I[TKIT
pon3orAo B ceHrsope 2014 r., koraa BHOBb OTMETHAA
HOABACHUE HAIPSAKEHHBIX OOAC3HEHHBIX ITy3bIPEi Ana-
METPOM AO 2,5 CM Ha THIABHOW ITOBEPXHOCTH IIPEUMY-
IIECTBEHHO IPABON KUCTH, YCHACHHE ITHTMEHTAIIHH
U TIOBBIIIEHHBIH POCT TOHKUX CBETABIX BOAOC Ha AHIIE
(puc. 1, 2). [1ysprpu ObIAK BCKPBITBI, IPOBOAMAACH MECT-
Hafd CUMIITOMATHYECKas Teparms. Panesas moBepxHOCTH
HOKPBIAACH CYXHM CTPYIIOM C IIOCAEAYIOIIIM 00pa3o-
BaHHEM MOAOAOTO smmAepmuca. [Ipoaoaxanca npuem
ruppokcuxaopoxusa 200 Mr BHYTpPS 2 pasa B HEACAIO;
3aMECTUTEABHAA ITOYCUHAS TEPAIIHA METOAOM I'€MOAH-
adpuapTparmu. CEMIITOMBI PEIPECCHPOBAAH B TEUCHUE
MecAIIa; A03a THAPOKCHXAOPOXHHA yMeHbIrena A0 100 mr
2 pasa B Heaearo. [lepea oboctpenuem nmopdupun Ha-
OAIOAAACA PE3KHIT TOABEM (hepPUTHHA KPOBU (K ITOMY
BPEMEHN IAITUEHTKA 2,5 TOAQ HE IIOAYYaAa IIPEIapaToB
xenesa), nmossitenne AAT, ACT (puc. 3). Ha done
A€YEHIA AAEMETHOHUHOM K ceHTAOpIo 2014 r. yposHH
TPAHCAMHHA3 HAYAAU CHIKATBCS, K HOAOPIO — AO HOP-
MAABHBIX 3HAYCHUH.

2014 roa XapakTepH30BaACH TAKKE YXYAIICHHEM
OOIIIEro COMATHYECKOro cTaTyca OOABbHOI. B ampeae
y Heé AHATHOCTUPOBaHA (PUOPUAAAIIUSA TIPEACEPAUIL;

mocae 00CAEAOBaHHA (9XOKApAHOTpaus) HA3HAYCH
aruAOK 25 Mr 2 p./cyT BHYTPb, KAOIIIAOIPEA 75 Mr/cyT
(AHTHKOAryASHTEI HE HA3HAYAANCH). B ToM xe mecane
HMEA MECTO 3aKPBITHII IIEPEAOM ACBOH AOKTEBOI KOCTH
Oe3 cmerneHns; AedeHne KOHcepBaTuBHOE. B okTabpe
AMATHOCTHPOBAH IIEPEAOM IIPaBoro oOeapa, 27.11.14 .
IIPOBEACHO SHAOIPOTE3UPOBAHUE TA300EAPEHHOIO Cy-
crasa; 07.01.15 BBIBUX rOAOBKH 9HAOIIPOTE3a IIPABOIO
Ta300E€APEHHOTO CYCTaBa, ITO IIOBOAY HYEro BBIITOAHEHA
oIepanua — OTKPBHITOE BIIPABAEHHE TOAOBKH 9HAO-
poresa. CpeAHETOAOBBIE AADOPATOPHBIE ITOKA3ATEAN
Ob1A cAeAyrOIITE: KaAbLHI — 2,18 MMoAb/ A, hocdop —
0,76 mmoab/ A, ITTT — 254 1ir/maA, aasbymun — 32 1/4,
Kt/V - 1,9. ITpu onenke kaabrmdukamm GproIHOro
OTAEAQ a0PTHI IO MeTOAY Kayrmrmaa otmeden ymepen-
HBIH KAABIIHHO3 OPIOIIHOTO OTAEAA AOPTHI, IIPEHMY-
IIIECTBEHHO 110 3aAHel crenke. B anpeae 2014 r. Obian
ormerensl nperapatsl padl1O B cBA3K ¢ YacTEIMU SIIH-
30AAMH IIPEBBIIICHNA IEACBBIX 3HAYCHUIT TEMOIAOOHHA
(bime 120 r/A).

3a mepuoa 2015 r. orMeIaAOCH IIPOrpecCHpPOBAHIE
IIATMEHTAIINH, THPCYTH3MA HA AHIle (pHC. 2), IepHO-
AMYECKH YCHAEHHE KOMKHOTO 3yAd. B cBA3w ¢ mapacra-
muem [TTT Ao 373 or/ma B mae 2015 1. k Teparmn AO-
Gasaen aabdakarbuuAoA 0,25 Mxr 3 p./HeA. BHYTPD.
B moa0pe 2015 1. 10 TOBOAY KaTapaKTH BBIIOAHCHA
OIIepaIuA 110 3aMEHE XPYCTAAHKA ITPABOTO I'AA33, Yepe3
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Puc. 3. O6ocrpenus mo3apHei Ko>kKHOM nopgupuu (BEPTUKAABHBIE CTPEAKH)
u u3meHeHnus peppuruna, AAT, Tepanuu npernapaTaMu >KeAe3a U IPUTPOIIOITHHA

Fig. 3. Manifestations of porphyria cutanea tarda (vertical arrows)
and dynamics of ferritin, ALT, treatment with iron and erythropoietin
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2 MecAla — aHAAOTHUYHAS OIIEPALIUA HA ACBOM IAA3Y,
IIOCAE YETr0 OTMETHA 3HAYUTEABHOE YAYUIICHIIE 3PCHIA.

B okradpe 2016 r. passuacs 3-ii mpuctyir nopdpupnn
B BHAC IIOABACHHA KPYIIHBIX IIY3bIPEH HA KOKE THIAb-
HOI ITOBEPXHOCTH IIPABOI KUCTH, N3BA3BACHHUA ITOCAE
CIIOHTAHHOTO BCKPBITUSA IY3BIPEH ITOKPBIAUCH CYXUM
crpynom. KoHbie CHMITTOMBI IIOAHOCTBIO PErpeccu-
pOBaAHM B TedeHHE MecALd Ha POHE IIPOAOAIKAIOIIECIOCH
AegeHns ruapoxcuxaopoxuaoM 100 mr 2 pasa B HEAEATO,
reMoAHAPUABTPAIINEH, MECTHONH CHMITOMATHYECKOMH
Teparmu. B ToM ke MecsIle IAIIEHTKA IIEPEHECAA HIITe-
mugecknit nHCyAbT. Ha mporsxennn 2016 r. amasus
y HALMEHTKA aACKBATHEL, cpeareroposoe Kt/V —1,68.
AA — crabuapao HOpMaAbHOE. ['eMOrAOOHH HAXOAHACH
B Anarrasone 116-134 r/a 6es uperaparos padI10. Kon-
nenTpanyd PeppPUTHHA CHIBOPOTKU COXPAHAAACH BBICO-
kot (puc. 3); PyHKIIHOHAABHEIE IIPOOBI IIEICHU HOP-
MAABHBIC, 334 HCKAIOYCHIEM ACTKOIO XOAecTasa. Apyrue
CPEAHETOAOBBIE AADOPATOPHBIE ITOKA3ATEAN: KAABIIIH —
2,18 mmoab/ A, pocdop — 1,07 mmoab/ A, iponsseae-
nue CaXP — 2,34; ormeuaacs aaapmetimuii pocr [TTT
kpoBH — A0 830,45 11r/MA, B CBSI3H € Y€M K TEPAIIUH AAb-
paKaABITIAOAOM B KAPOOHATOM KAABITUA AOOABAECH IIH-
nakaab1ier. B anpeae 2017 1. yererso mpoonepuposana
110 IIOBOAY CHHAPOMA 3aIICTHOIO KaHAAA CITPaBa, IIPO-
ABACHHSA KOTOPOI'O IIOABUAUCH B (DEBPAAE TOTO K€ TOAQ.

B 2017 r. koaeOanusa reMorA0OnNHA B AMAIIA30HE
106-140 r/A Ges masmauenns pudIIO, cpeaneroro-
Bble ITOKazaTeAn Kaabums 1,94 Mmoas/ A, docop —
0,69 MmmoAb, mmapatropmona — 429 ur/ma, korebanus
deppuruna ceoporkn 1491-2039,9 mxr/ A, meaounas
docdarasa — 360 ea/a (Hopma A0 135 ea/a), AAT,
ACT - croiiko HOpMaAbHblE, aabOyMuH 41,5 r/A.
V3U: nevens He yBEAHMUCHA, KOHTYPBI YETKIE, POBHEIC,
CTPYKTYpa HEOAHOPOAHAfA, PABHOMEPHOE IIOBBIIICHUE
9XOTCHHOCTH; CCAC3CHKA HE YBCAHYCHA, MAPCHXUMA
OAHOPOAHAA. DAaacTomerpus (puOpPOCKaH) IeUeHH:
¢ubpos 1 crenenwu, crearos 2 crerrern. PIAC: ractpo-
Ayoaenut. [larmuenTa ocMoTpeHa HH(EKIMOHUCTOM,
AnaraoctupoBat XI'C ¢ MUHIMAABHON OHOXHMITIECKOH
axTuBHOCTBIO, I'l (9aactomerpus ot 2017 r.). C measro
peleHns BOIIPOCa O HA3HAYCHHH IIPOTUBOBUPYCHOM
TEPAITNH IIPOBEACHO MOAEKYAAPHO-OMOAOTHIECKOE HC-
caeaosanue: Tectel Ha HCV-PHK B cpiBopoTtke kpoBI
metoaom TP u arTHTEAd K HECTPYKTYPHBIM DEAKAM
NS3, NS4 Bupyca rematura C OBIAH OTPUIIATCABHBIMIL
OKI': puOpuAAIIHA IPEACEPAUI, HOPMOCUCTOAHS,
HErToAHas OAOKaAQ IIPaBON HOKKH Iyuka I'mca, yme-
pEHHAsA CHCTOAMYECKAA HAIPY3KA HA ACBELI JKEAYAOUCK.
DxokapAnorpadus: yBEAUICHHE ACBOTO IIPEACEPAHH,
OCTAABHBIC OTACABI CEPALIA HE PACIIHPECHEL; TAOOAABHAS
COKPATHMOCTh COXPAHEHA; AABACHIE B ACTOYHOII apTe-
pHI He ITOBBIIIIEHO; HIKHAA ITOAAA BEHA HE PACIITHPEHA.
I'AazHOE AHO: AHTMOCKAEPO3 CETYATKIL.

[TarmenTKa ITOCTOAHHO HIPUHUMAET THAPOKCHU-
xaopoxua 72 Taba. (100 mr) 2 pasa B HeAeAro; 3ame-
CTUTEABHAS II0YCYHASA TEPAIIUA IIPOBOAUTCA METOAOM
reMOAHA(HABTPAIIHH.
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OOGcyxaenue

Takum 00pa3oM, KEHIUHA IIOKUAOTO BO3PACTa,
C TAKEAOH KOMOPOMAHOCTBIO, moAy4aromas 31T
B Teyenue 16 Aer, mocAaeanue 7,5 AeT HabOAIOAAETCH
I10 IIOBOAY PELIHAHBOB CBETOUYBCTBUTEABHOIO OYAAE3-
HOTO AEpPMaTO3a.

AuddepeHnnaspHbl AHATHO3 B, IEPBYIO OdUe-
PEAB, IIPOBOAHACH MEKAY IIO3AHEH KOMXKHON mopdu-
pueit u rceaoriopdupreii — HaHOOAEE YACTBIMHU ITPH-
YUHAMU IIOSBACHHSA CBETOYYBCTBUTEABHBIX IIy3BIPCH
y 6oApHBIX Ha reMoAnaanse. [Ipuannoit dporosepma-
TO3a y MAIIHCHTOB C IICEBAOIOP(UPHEH ABAACTCS HC-
IIOAB30BAHUE IIOTEHIUAABHO (POTOUYBCTBUTEABHEIX
MeAnkamenTos (Hatpumep, HIIBII), mostomy caeayer
OXKUAATH, YTO YPOBEHDb IIOP(UPHHOB B IIAA3ME HE IIO-
BbImeH. OAHAKO U3BECTHO, YTO Y HAIUEHTOB, IIOAYYa-
IOIIUX 3AMECTUTEABHYIO ITIOUCUHYIO TEPAIIHIO MECTOAOM
IeMOAHAAN32, YPOBEHD IOP(UPHUHOB IIAA3MBI MOKET
IOBBIIITATECA AQKE IIPH HOPMAABHOM OHOCHHTE3E TeMa
113-32 HAPYIICHHS BEIBCACHUSA TOP(UPHHOB, 3ATPYAHSL
AVMATHOCTHKY.

C 11eABro BepuUKAIIII AHATHO32 OBIAO BBIITOAHEHO
nccAeAoBaHue IOP(MUPHHOB B IIAA3ME, IIOKA3ABIIIEE
IIOYTH ABYXCOTKPATHOE UX ITOBBIINIEHHUE, YTO PACIIEHEHO
Kak 0e3yCAOBHBIN IIpusHak mopdupun. AOIOAHHTEAD-
HBIMH KAMHHYECKAMI OCOOCHHOCTAMH, CBUACTEABCTBY-
FOIUMHI IIPOTHB AHAIHO3a IICEBAOIIOPHpUHN, OBIAO
HAAUYHE THPCYTU3MA U IUIICPIIMIMEHTAIINY Ha AHIIE
y HAIIIEH IAIHEHTKY — CHMITTOMOB, HE XaPAKTEPHBIX AASL
IICEBAOIIOPPUPUH, KAK U CBA3D C 3a00ACBAHIIEM IICICHH,
H30BITKOM 7KEAE32.

13 xapakrepupx ocobennocreit teuennsa [TKII
y HAIMEHTKH MOXKHO OTMETUTh Pa3BUTHE BCEX TPEX
obocrpennii (2010, 2014, 2016 rr.) B AeTHE-OCEHHIIH
IIEPHOA, COYCTAHUE KOMKHBIX H3MCHCHIN C KOHBIOHKTH-
BHTOM, YTO OIIUCAHO B AuTeparype [45], Haamane XI'C,
AMAarHOCTHPOBAHHOTO 32 3 TOAA AO IOSBACHUSA CHMIITO-
MOB Hopdupuu (BUPYCHBIN reratut B, KOTOPBIH mepe-
HECAA ITAITUEHTKA, 110 CYIIECTBYFOITUM IIPEACTABACHIAM,
He sBAAeTcs (pakTOM pHCKa passutus nopdupun) [6],
LIPU3HAKU IIEPETPY3KH KEAC3OM.

Accormanus ¢ XI'C y 6oapuerx ¢ ITKIT Berpewaerca
¢ gactoToH 25-90% B pasHBIX PETHOHAX IIAQHETEL, B TOM
ancae B Poccun [14, 30, 46], XOTA TOYHO HEU3BECTHO,
kax HCV-uadexuus akrusupyer I1KII. V oOcyxaae-
Mot marmenTku X1'C mporekaa ¢ yMepeHHON OHOXH-
MHYECKOH aKTHBHOCTBIO, BupycHuie antnTeaa HCVIgG
(UDPA) ompeAeAfOTCA HEIOCTOAHHO, B YaCTHOCTH,
OHI HE BBIABAAANCH HA MOMEHT ACOIOTA TOPMUPHUH.
HecTabuapHOCTD CEPOAOTHYCCKUX IIOKA3ATCACH, CBS-
3aHa ¢ HuskuM TaTpoM arTHTeA K HCV, ckopee Beero
BCAEACTBHE BTOPUIHOIO NMMYHOAE(DHITHITA, TUITITIHOTO
AAS TTAITUCHTOB € TEPMUHAABHON ITOYCIHOH HEAOCTA-
TOYHOCTBIO, HIOAYYAFOIINX 3AMECTUTEABHYIO IIOUETHYIO
Tepanuio, Hu3KHM yposueM perankarnn HCV-PHK.
OrMedaeTcss HOPMAABHEI YPOBEHb aKTHBHOCTH AMU-
HoTtpancdepas B TedeHne 3,5 MOCACAHNX AET, a TAKKE
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MEAACHHOE IIPOIPECCUPOBAHUE IIOBPEKACHUSA IIEICHU
110 AaeHBIM Y 3 1 aaacTomeTpum.

[TporusosupycHas Tepamus XI'C A0AKHA BXOAUTD
B mAan Acuenus 60oAbHBIX ¢ [TKIT mocae AocTmxenmst
pemuccun. Lleasmu n 3apauamu ee ABAAETCA AMKBU-
AALIUSL BUPYCHOM PEIIAUKAIINY, PEIPECCUA IeITATOLCA-
AFOAAPHOTO HOPAKEHHA, IIPOPUAAKTHKA IIHPPO32 I1e-
9eHU, IPOPUAAKTAKA PASBUTHS TCIATOLCAAIOAAPHON
kaprHOME [47]. C yaerom MEHEMAaABHOTO PHOPO3a,
10 AAHHBIM 3AACTOMETPHUH, IIPOTUBOBUPYCHAS TEPAITIS
XI'C marrreii manueHTKe paHee He IIPOBOAUAACH, 4 B Ha-
crosmee Bpema rpusHakos Tekyrneii HCV-nndexrmm
II0 PE3YABTATAM MOACKYASPHO-OHOAOTHIECKOTO HCCAL-
AOBAHWS HE BBISBACHO.

CyrectBeHHBIM (DAKTOPOM IIPEAPACIIOAOKEHHOCTH
passurus [1KI1 y marueHTke MOXXHO CHUTATh H3OBITOK
’KeAe3a, IIEPBOHAYAABHO CBA3AHHBIN C BHYTPHBEHHBIMU
BBCACHIAMI ’KEAC3a C IIEABIO KOppekiuy anemurt. Ha ce-
TOAHAIITHUI ACHb U3BECTHO, YTO PACIIPOCTPAHEHHOCTD
BBIPAKEHHOH ITEPErPY3KH KEAC30M IIEIEHN Y ITAITHCHTOB
Ha remoanaanse Mozket Aocturats 30% [48]. 3nagennsavu
depprTHHA, ACCOIUHIPYIONTUMUCH C IEPEIPYIKOH HKeAe-
30M, ABAAFOTCA ypoBeHb 150 Hr/MA 1 BbILIIE, UTO, KCTATH,
CYILECTBEHHO HIKE TEX BEPXHUX 3HAYCHUIL, HA KOTOPBIE
MBI OPHEHTHPYEMCH B KAYECTBE IIEACBBIX IIPU ACUCHHH
aHemun y rarueHToB Ha Anasuse (A0 500 ur/ma). Beipa-
KEHHOCTb TEMOCHAEPO32 IICIEHHU HE BCETAQ YCTKO CBA3AHA
C CyMMapHOI AO30H IperapaToB xeAesa. [lokasano, aro
PHCK PasBHTUA IEPEIPY3KU HAYHMHACTCA IIPH HA3HAYC-
HIH 7KeAe3a B Ao3e Doaee o1 250 Mr/mMec, OAHAKO 9TOT
deromen HaxoanAn u mpu O6oAee HH3KHUX A03aX [49].
Kannmdaeckoe 3HadeHne aTux HAXOAOK Y OOABIIIIHCTBA
HAINEHTOB HEACHO, OAHAKO B CAYYae OIPEAEAEHHOM
IIPEAPACIIOAOKEHHOCTH, 9TO MOKET OBITH CYILIECTBEH-
HBIM, B 9aCTHOCTH, IIpusecTH K cumrromam [TKIL

B macrosimee Bpems MBI CIHTAEM OLIHOKON TO, UTO
IAIUEHTKE CPa3y IOCAE IIOATBEPIKACHHA AMATHO32
He OBIAM OTMEHEHBI IIPEIAPATH KEAE3a. DTO HE OBIAO
CACAAHO, IIOCKOABKY Ha TOT MOMEHT He OBIAO IIPU3HAKOB
CHAEpPO32a TKAHEH, ImoKkasaTeAn heppUTHHA HE IPEBHI-
mraau 200 Hr/MA, 9TO COOTBETCTBOBAAO PEKOMEHAYE-
MBIM IICAEBBIM 3HAYCHHAM AAf AcYEeHHA HeDPOreHHON
anemun. [Ipemaparer ’eAe3a OBIAN ITOAHOCTBIO OTMeE-
uensl B espase 2012 1., a gepes roa 1mocae OTMEHEL
mokasateAn (peppUTHHA HAYAAU PACTH, U B eBpase
2014 r. npessicuan 3000 ur/ma (puc. 3). Marepecuo,
910 ¢ anpead 2014 1. IpUIITAOCH OTMEHUTD IIPEIIAPATEL
pudIlO B cBA3M € YACTHIMH 3ITU30AAMH ITPEBBIIITCHIA
LIEACBBIX 3HaYeHMUIT remoraobuna (Boie 120 r/A), He-
CMOTpPA Ha KPOBOIIOTEPU IIPH OIIEPAIHH (3HAOIPO-
TesupoBaHue Ta300eAPeHHOTrO cycrasa). [locacamue
4 ropa HADATOACHUSA TEMOTAOOMH HAXOAUTCA B IIPEAC-
aax 100-140 r/a 6es mazmauenns padI1O. B aro xe
BpEMA OTMEYAIOTCS CIIOHTAHHEIE IIOABEMBI (DEPPHTUHA
A0 3230 Hr/MA, ¢ artmzoaamu cHIKeHNA A0 600 Mr/MA.

[ToaoOHEIE CHTYAIIH OOCYAAAFOTCA B AUTEPATYPE.
OObsACHEHHEM 9TOMY CIHTAIOT BEPOATHOCTD TOIO, YTO
HAKOIIAGHHUE ITOP(UPHHOB B IENATOIHTAX Y IAIIMEHTOB
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¢ IIKIT BTOpHYHO ITOAABAAET IIPOAYKIIHIO I'€IICHANHA,
ABAAIOIIEIOCA OTPHIIATEABHBIM PEIYAATOPOM BCACHI-
BaHUf jKeAesa B xumrednuke [12-14]. V GoapmiunacTsa
IIAIMEHTOB C ITO3AHEH KOKHOM mopdupueii co Bpe-
MEHEM YBEAMUYHBAETCA HATPY3KA KEAE30M, OIIHCAHBI
KAHHHYECKAE U OMOXUMUYECKUE PEMUCCHH KEAC30-
Aeunnraoit anemnu [12-14]. ITpoayknns rercuamnaa
IeraTOIITAMI CHIUKAETCSA IIPH ITEMOXPOMATO3E, A TAKAE
y manuentos ¢ [TKIT 6e3 remoxpomarosa, B CpaBHEHUH
¢ marmenTamu 6e3 ITKIT i cormocraBunmoii eperpyskoit
xeaesa. [Ipearroraraercs, 9T0 CHMKEHUE SKCIIPECCHH
reHa 3TOTO IEITHAA HMEET BAKHOE 3HAUCHHE AAS PA3-
BuTHA cuAeposa regenu npu [TKIT [13].

V omuceBaemoit maruentka Ha done pocra dep-
PUTHHA MBI HADAFOAAAM CTAOMAM3AIINIO TTOKA32ATEACH
IeMOTAOOMHA HA YPOBHE IIEACBBIX 3HAYCHMIA, YTO ABH-
AoCh ocHOBaHHEM AAfL oTMeHBI padI]O. C apyroii cro-
POHBI, BO3MOAHA H 00OpaTHAA CBA3b — POCT PepPPUTHHA
611 00ycAoBAeH OTMEHOI paDITO u, cooTBETCTBEHHO,
CHIKEHUEM ITOTPEOHOCTH B KEAE3E, UTO, OAHAKO, MEHEE
BEPOATHO, ITOCKOABKY HE COIIPOBOKAAAOCH ITAACHHEM
reMOrAoOuHa, a HapacTaHue EPPUTUHA OTMEICHO
pamHbIIe, IIpIIeM O€3 BBEACHHSA IIPEIIAPATOB KEAE3A B Te-
genne 2-x Aetr. Tem He menee, ormena padI1O moraa
OBITH AOITOAHHTEABHBIM (DAKTOPOM, KOTOPBI CIIPOBO-
IIIPOBAA BTOPOE OOOCTPEHHE YEPE3 IIOATOAQ TIOCAE €TI0
OTMEHEL.

Ans kyrmposanusa cumirromos TTKIT 6bran BeiOparss
4-aMHHOXHHOAHHOBBIE IIPOTHBOMAAAPUITHEIE IIPeITa-
paThl B cOYETAHMH ¢ reMoAnacduAbTparmeit. Kympo-
BAHUE KOKHBIX CHMIITOMOB IIPOMCXOAMAO B TEYEHHUE
1-1,5 mec. Permuaus KOKHBIX IPOABACHHH Y HAINEHTKA
HACTYIIHA 4epe3 4 roaa mocae 1-ro mpuctyna, 1 gepes
2 T0AQ — IIOCAE 2-T0; ITOCAE 3-TO OOOCTPEHHS PEMHUCCHSA
poaoAxaercs 1,5 roaa, KOAKHBIE CHMIITOMBI He OecIIo-
KOSAT, OTMEYAETCA YAVUIICHUE IIBETA AHIIA.

VauTeiBas IOABACHUE IIPH3HAKOB IIEPEIPY3KH #Ke-
Ae3a Ha MOMeHT 2-ro n 3-ro npucrynos [IKI1, sorrpoc
0 IPHCOCAMHEHUH MaAOOOBeMHEIX (haeboTOMMUIM He-
OAHOKPATHO OOCY/KAQACH, OAHAKO OHH HE IIPOBOAUAHChH
n3-3a KoMopouAHOCTH. Bo Bpems 2-ro npucryma marm-
EHTKE BBIIIOAHAAACH OIEPAIIIA SHAOIPOTE3UPOBAHUA
Ta300EAPEHHOIO CyCTaBa B CBA3M C IIEPEAOMOM OEApa,
BO BpeMA 3-TO — HIMEA MECTO HINEMHYECKHI MHCYABT.
Hakomner, BaznO TO, 9TO ¥ He€ HAOAIOAAAUCH OBICTpPHIE
pemuccuu [TKIT na done nprema rEAPOKCHXAOPOXHHA,
reMOAHaUABTPAIIIH U MECTHOH CHMIITOMATHYIECKOM
TEpAIINH; K HACTOAIIIEMY BPEMEHH OTCYTCTBYIOT IIPH-
3HAKH ITPOTPECCHPYIOIIETO HOBPEKACHHSA IICICHN U 10~
OOYHBIE ABACHHA TEPAITUH.

Takxe cAGAyeT y9eCTh, ITO IPOBEACHUE KPOBOIIY-
CKAHHH ITOCAE AOCTH/KEHHSA PEMHUCCHH KAMHHYECKHX
npossaernii [TKIT o6erano me mpoBoantes [4-6]. [Tpo-
AOAKEHHE KPOBOITYCKAHMUI AAf AOCTHKECHHA HU3KOTO
ypoBHSA beppuTrHA U IPOPUAAKTHKA ITOCACAYIOIIHX
000CTpeHNIT ABAAETCA CHOPHBIM, ITYOAMKAIINI Ha 3Ty
TeMy MaAo. TIpoBeAeHre KpOBOIIYCKAHUIT MOKET IIO-
TpeboBarh BozoOHOBAeHNME Teparmn pudl]O, oanaxo
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CACAYET HOMHHTB, uTo Teparms padl 1O acconmupyercs
C ITOBBIIIEHHBIM PHCKOM ITOBTOPHBEIX HHCYABTOB. TaKxe
TPYAHO IIPEACKA3aTh O3 MOP(POAOTHIECKOTO MCCACAO-
BAHHA, HACKOABKO BBIPAKEH Yy DOABHOI IeMOCHAEPO3
IIEYEHN, IIOCKOABKY, KaK OBIAO IIOKA3aHO Ha IIPHMEpE
OOABHBIX C HACACACTBEHHBIM TEMOXPOMATO30M, TIOAHASA
KOPPEAAIIHA MEKAY YPOBHEM CHACPO32 redeHn U dep-
puruna orcyrersyer [50].

Takum 00pa3soM, HAIUEHTKA YCIEIIHO ACIHTCA
4-aMUHOXMHOAMHOBBIMU HPOTHBOMQAHPHIZHBIMH Hpe—
mapaTamMu (TMAPOKCHXAOPOXHH) B COYETAHHN C TEMOAHA-
puAbTpaIINeii 1 MECTHON CHMITTOMATHIECKOH TepaITHert
AAfL Kyruposanaus KoxebX cumrToMoB [TKIT B 6yay-
ITIEM, OAHAKO, HE HCKAFOYAETCA B KAYECTBE AABTCPHATHBEI
MaAOOOBEMHBIM KPOBOITYCKAHUA HEBO3BPAIIIEHUE KPOBH
13 CHCTEMBI IIOCAE KAZKAOTO CEAHCA AMAAU3A.
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