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AHHOTaUMSA

B crarpe npepmcraBneHa akTyaru3supoBaHHas MHPOpMALs
110 M3Y4YeHUI0 HanbojIee TSHKETo MPOTEKAIOLIEro IMy3bIPHOTO
mepMaTo3a — OyN/Ie3HOro SMUAEPMONN3a, MyTAIAX, TeXKa-
IMX B OCHOBE TAHHOTO 3a0oneBanus. Onucanbl Haubonee
YyBCTBUTE/IbHbIE U CHely(pIIIHbIe METOXBI JUATHOCTUKH,
IyTH nepefgaun 3a0oneBaHsi, OCHOBHbIE I3yYeHHbIE MyTa-
I[MIOHHBIE TeHbI. B cTaThe MaHO ONMMCcaHIIe OCHOBHBIX BUI0B
nedyeHus OynnesHOro sNMAEPMONN3a, KOTOPble MPUMEHI-
I0TCA BO BCEM MIIpe: IPOTeMHOBAasA, TeHHAaA U KIeTOYHasd
Tepannsd, a TAaK)Ke 9KCIepIMMeHTaTbHble MOEeNN TeYeHN
MaHHOTO 3a0oneBaHusA. JlaHO ONMCaHMe KIMHMIECKOTO
ciy4ast 6eCrpepbIBHO PelMAUBIPYIOLIETo IPUOOPETEeHHOTO
6y/1/1e3HOTO AMNAEPMONIN3A, COYETAOLIETOCH C TSDKEIBIMU 3a-
60/1eBaHNMAMI: PAKOM IIMTOBUIHON XKeIe3bl M XPOHIMYEeCKUM
numMponuTapHBIM Teiiko3oM. IlamenTka o6cefoBaHa Ha
AQHTUTEHBI TUCTOCOBMeCcTUMOCT HLA. BhIsIBIeHbBI aHTH-
rensl rucrocoBmectumoctu I kmacca: A3,9(24) n B21(49),35
II xmacca: DRB1* 11,13. BpiiBuHyTa rMIOTE€3a O B3aUMHOM
BIVISTHUY T€HOB, 00YC/IaBIUBAIOINX JaHHbIE 3a00/IeBaHMs,
Ha CTelleHb THKeCTH OY/I/Ie3HOr0 SMMUAEPMOIN3a M JPYTUX
TIaTONIOTNYECKNX MPOI[ECCOB Y ONVICAHHOI IMAaIIeH TKIL.

KnioueBblie cnoBsa
bynnesHslit anuaepmMonns, reHeTn4ecKue MyTauyu, HOBble
IO XOABI K {MATHOCTHKE U JIeYeHII0 Oy/I/Ie3HOTO MIAePMO-
amnsa, nporevmonaﬂ, T€HHasd, KI€TOYHAasA Tepanml, SKCIIepI/I-
MEHTA/IbHOE€ JI€YEeHue.

BeepeHune

Bpoxxpennsiit 6ymiesHsiit snupepmonus (B59)
OTHOCUTCS K HEOTHOPOMIHOII IpyIIIe 3a00IeBaHumIl,
00 beHeHHAsI OCHOBHBIM MOP(OIOTMYeCKUM IIPO-
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Summary

The article presents updated information on the study of
the most severe bullous dermatosis - epidermolysis bullosa,
and mutations underlying this disease. The most sensitive
and specific methods of diagnosis, pathways of disease
transmission, and the main studied mutation genes are
described. The article describes the main types of treatment
for epidermolysis bullosa that are used in the world: protein,
gene and cell therapy, as well as experimental models for
the treatment of this disease. The article describes a clinical
case of continuously recurring acquired epidermolysis
bullosa, combined with severe diseases: thyroid cancer and
chronic lymphocytic leukemia. The patient was examined
for HLA antigens. Histocompatibility antigens of class I were
identified: A3, 9(24) and B21(49), 35 of class II: DRB1* 11,13.
A hypothesis was put forward about the mutual influence of
genes that cause these diseases on the severity and severity of
epidermolysis bullosa and other pathological processes in the
described patient.

Keywords

Epidermolysis bullosa, genetic mutations, new approaches to
the diagnosis and treatment of epidermolysis bullosa, protein,
gene, cell therapy, experimental treatment.

sABNI€EHMEM — IIOSIBJIEHMEM IIy3bIpell pas3lInYHOro
YPOBH: JIOKa/IM3alluY, XapaKTepusyoljeecs Mexa-
HIYEeCKOJ XPYIKOCTBIO KOXKI 1 JPYTUX S TeINaTIb-
HBIX IIPOM3BOJIHBIX, HAC/IEACTBEHHOTO XapaKTepa.
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Bb3 xmaccuduiumpyoT B 3aBUCUMOCTY OT y/IbTpa-
CTPYKTYPHOTO yPOBHS 00pa3oBaHuA ITy3bIpeit, K-
HIyeckoro ¢enorurna u reHorumna [1]. BB aBnsercs
pesy/nbTaToM MyTaluil B reHaX, KOGUPYOIIKX 110
KpaitHeit Mepe 20 pas/IM4HbIX CTPYKTYPHBIX O€TKOB
Koxu1. Jltonu ¢ 6071ee TSOKeIbIMM ITOATUIIAMMY OfBEP-
JKEHbI PUCKY NPEXKJEBPEMEHHOI CMePTH, BK/II0Yasl
CMepTb OT MeTACTaTU4eCKOTO IIIOCKOKIETOYHOTO
pakxa, I04e4YHOI1 HelOCTaTOYHOCTH, OKK/IIO31Y BepX-
HUX JIbIXaTeIbHbIX ITyTeil MM CeIICHCa.

[TposBnenns 3aboneBaHns, Kak paBUo, jie-
OITUPYIOT B M/IaJIeHYeCKOM BO3pacTe WIN paHHEM
IeTcTBe. Y HEKOTOPDIX IAIlVIEHTOB IPU3HAKM U CUM-
ITOMBI 3a00/IeBaHs KIIMHUYECKI He IPOSAB/IAITCA
o MOJIPOCTKOBOTO Iepuoja. B Hacroslee Bpems
BBIZIE/IAIOT OKO/TO 30 peHOTMIMYEeCK) U TeHOTUIIN -
4yecKky 00ycoB/IeHHBIX popM 3aboneBanus [2].

ITo faHHBIM HALMOHAIBHOTO perucTpa Oyses-
Horo snupepmonusa CIIIA, 3aboneBaeMocTb U pac-
IIPOCTPAHEHHOCTD JAHHON IaTOJOTMEN COCTaBUIA
19,6 n 11,07 cny4as Ha 1 MUUIMOH >KMBBIX HOBO-
POXXJIEHHBIX, COOTBETCTBEHHO. 3a60/1eBaeMOCTb 1
PacIpOCTPaHEHHOCTD OT/eNbHBIX NMOATUIIOB BHD
pacnpenennIach CIeRyoIM 06pasom: mpoctoit b
cocTaBsAer 7,87 1 6 cirydaeB Ha 1 MUJIVOH >KMBbBIX
HOBOPOJKJI€HHbIX COOTBETCTBEHHO; IIOTPaHNMYHOTO
OymnesHoro snuaepmonusa 2,68 1 0,49 cnydas cootT-
BETCTBEHHO Ha 1 MMUJUIVOH >KMBbIX HOBOPOXX/IEHHBIX;
a 3a0071eBaeMOCTb 11 PaCIpPOCTPAHEHHOCTD JOMU-
HAHTHOTO AMCTPOdUIecKoro 6y/Ie3Horo anujep-
Mommsa - 2,12 n 1,49 cnydas Ha 1 MMWIIMOH >XKMBBIX
HOBOPOXX/IEHHBIX COOTBETCTBEHHO. PerjeccuBHbIN
pucTpodudecKnit Oy/IIe3HbI SNNUEPMOIN3 CO-
crasyeT 3,05 u 1,35 ciny4yasd Ha 1 MWIZIMOH >KMBBIX
HOBOPO>XX/IEHHBIX COOTBETCTBEHHO [3]. VmeroTcs
IaHHbIE O PAaCIIPOCTPAaHEHHOCTH 3a00/IeBaHUA B
Hopserun: 54 ciy4as Ha MUJIIMOH >KMBBIX HOBO-
POXMEeHHbIX, B AnoHnnu - 7,8 ciydaeB Ha MUJUIVOH
JKVBBIX HOBOPOXXJJ€HHBIX, B VTanmun - 15,4 ciy4aes
Ha MUJIJIVIOH >KVBBIX HOBOPOXK/IEHHBIX, B ABCTpanun
- 10,3 ciy4aeB Ha MMJUIMOH >KMBBIX HOBOPOXK/€H-
HBIX, a B XopBaTny - 9,6 c/ly4aeB Ha MWIIMOH XK/BbIX
HOBOPOXKeHHBIX [4]. ITo JaHHBIM MeXXIYHAPOJHOI
accoranuy DEBRA International, B Mupe poxxza-
eTCsl OfVH O60/IbHON OY/IE3HBIM 3MNUIEPMOIN30M
Ha 50-100 TbIC.

B Poccuiickoit @epepanun 3a6omeBaeMoCThb
BPOXX/IEHHBIM OY/UI€3HBIM 3MMepPMOIN30M KOJIe-
6retcs B mpepenax ot 0 go 19,73 cyvaeB Ha MU -
OH HaceJIeHNs, B CpefiHEM — 3,64 ciy4as Ha MUJUIMOH
HaceneHus [4].

B crpykType 3aboneBaHmsA 4ale BCETO peru-
CTPUPYETCs MPOCTOI BPOXIAEHHBIN OY/I/1e3HbII
3MUIEPMOIN3, IOTPAHNYHBIN TUI 3a00/1eBaHNA
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BCTpeYaeTcs KpajlHe PefiKo, B HEKOTOPBIX CTpaHax
Ha IIepPBOM MecTe CTOUT AucTpodudecknit B3 [5].

Bce mopTumnsl npocroro b3 xapakrepusyorca
He3aMeJ/INTe/IbHbIM MOABJICHNEM HaIlPSKEHHBIX,
3aII0JIHEHHBIX CEPO3HOI XXUJKOCTDIO IIy3bIpeil B
OTBeT Ha MO0y MeXaHI4IeCKyIo TpaBMy. J]j1s1 morpa-
HIYHOTO 1 AucTpodudeckoro b3 6oree xapakTepHbI
Bs/IbIE ITY3BIPY C APSIO/ION, CK/Ia/{9aTOl OKPBILIKOA,
KOTOpbIe MOTYT 00pa30BBIBATbCA JaXKe Ha y4acT-
KaX HaTKeHMsA KoK (IIOMBbIIIeYHbIE Y ITaXOBbIe
cKmafiKy, mrest). [Ty3bIpy MMeIoT pas/midHble pa3Mepbl
(0,5 - 10 cM u 6051ee). Ob1ee cocTOsIHNE GOTBHOTO,
Kak IpaBUIo, He cTpafaeT. IIpocTeie moprumsl b9
XapaKTepy3yITCA MPeMMYIeCTBEHHO eVIHNYHBIMI
Iy3bIPAMU Y 3PO3NUAMMY, OOMIMPHAA IUIOIA/b MO-
pakeHMs XapakTepusyet mo6ble noprumbsl b9. Kak
IOTpaHNYHbIe, TAK U AUCTPOPUYIECKIE IO TUIIBI
XapaKTepU3yITCS JUIMTETbHBIM 3)KVBJICHIEM 3PO-
3uit. [Ins Bcex mogTunos BB xapakrepHo o6paso-
BaHle MIINYMOB, pelleCCUBHbIe IUCTpOduIecKe
IO TUIIBI YaCTO CONPOBOXKAAIOTCA MUTMEHTHBIMU
HeBycamu [5].

Ile61oT 3a60MeBaHMsA Yallle BCero HabmomaeTcs
Ipy poXXaeHUN pebeHka, MO0 B MIajjeHIeCKOM
Bo3pacTe. bynnesHble BHICBIIaHNA IIOCTEIIEHHO
IPOrPeCCUPYIOT, 3aXBaThIBasA BCe OOMbIINE YIACTKI
KO>KHBIX IIOKPOBOB ) CTIM3UCTHIX. [IpeHaTanpHas fu-
arHOCTVIKA 3a00/IeBaHNA B psJie CTy4aeB BO3MOXHA
Ha OCHOBaHMM OIIpefie/IeHs BBICOKMX ITOKa3aTeseit
a-detonporenHa Bo II TpumecTpe 6epeMeHHOCTI
y marepu [2,3]. [Ipu norpannyHoM un guctpodu-
yeckoM tumne BbD obpasyroumecs mysbipu, Kak
IPaBUJIO, IOAB/IAIOTCA B 00/TACTY KPYIIHBIX CK/IAJIOK,
VIMEIOT 3HAaYMTe/IbHBIE Pa3Mepbl, CBUCAIOT IO, fieil-
CTBUEM CJIBI TSDKECTY TIPY IIpUieMe BePTUKAIbHOTO
TIOJIOKEHNA TeJIa.

[Torpanm4uslil 1 gUCTpoduUUecKmit TUII 3a60-
JIeBaHNA XapaKTePU3YIOTCA JINTEIbHbIM 3a>KUBJIE-
HIIeM 5PO3MBHBIX NTOBepXHOCTelL. Tskernbie popMbl
B3 moBbILIalOT PUCK CMEPTHOCTY B MJIa[IeHYE€CKOM
BO3pacTe. Y MallMeHTOB C TeHepaNn30BaHHOM TH-
xenoit (panee nsBectHoit Kak Herlitz nm letalis)
¢dbopMoit TorpaHNIHOro OY/IIE3HOTO AMNAEPMO/IN3A,
HanOOJIbLINII PUCK CMEPTHOCTY - B M/IaJIeHYeCTBe,
C OLIEHOYHBIM YPOBHEM CMepPTHOCTHU 87% B TeUyeHUe
nepsoro rozga >xusuu [3]. ITanueHTs cTapiiero
Bo3pacTa (15-35 yer) yamie Bcero morn6amwT OT
METaCTaTUYECKOMN IIJIOCKOKIETOYHONM KapLMHOMBI
(ITKK). ITporHo3 1o npomo/mKuTeTbHOCTY XKI3HI
IIpY IPOCTOM JOMMHAHTHOM B3, nucrpoduaeckom
b3, a Taxxe nmpu nerkux Gpopmax IOrpaHMYHOrO
Oy/Ie3HOTO SMNJIePMOIN3a MOXKET ObITh BIIOTHE
O/1arONPUATHBIM IIPU YCTIOBUY COOTIOfEHMS TIpef-
NMCAaHMI Bpada U ajleKBaTHoOro yxoga. ITomumo
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YCTQHOBJIEHHBIX T'€HEeTHYEeCKIX MyTaluii 60/blIoe
3HaueHIe B IMAarHOCTYKE 3a00/IeBaHNA MIMEIOT CPOKI
Ie0roTa BBICHINIAHWIT, PACIPOCTPAaHEHHOCTD U Pa3-
MepblI ITy3bIpeii, CTelleHb 60/ U 3y/a, IOpaXKeH1e
C/IM3MUCTBIX 000/I0YeK M BHYTPEHHUX OPraHOB, a
TaK)Ke CeMeIHbII aHaMHe3.

b3, B 3aBucuMOCTM OT MOATHIIA, HACTEAyeTCs
760 110 Ay TOCOMHO-IOMUHAHTHOMY, /1160 ay TOCOM-
HO-perjeccuBHOMY Tuiy. [Tpu B3 myranum obHapy-
XKMBAIOTCA B 6oree yeM 10 reHax, KOAMPYIOLWINX He
MeHee 20 pa3IMYHbIX CTPYKTYPHBIX 6€KOB KOX11. B
MUTepaType ONMCAHbl pas3aMyYHble BUJIbI MY TalUIii:
PaMKU CYMUTBIBAHMA, CaiTA CIUIAICMHTA, HOHCEHC-,
MUCEHC-MYTallV}, MHCEPLUY, JIe/IeLIVM.

Ilo 75% cny4aes mpocroro b3 obycnosneHs My-
tauuamu B reHax KRT5 n KRT14. [Ipogomxaromu-
ecs UCC/IeIOBaHMA MyTallMil B APYIUX TeHaX, TaKXKe
He JMICKJIIOYAIOT BO3MOXXHOCTb PasBUTHUA IIPOCTOTO
b3 [6,7, 8].

B 70 % cnyuaes norpannyHoro b9 myranym 06-
HapyuBawTcs B reHax LAMC2, LAMB3, LAMA3,
COL17A1. B 6onpminHCTBe CIy4aeB 3aboeBaHme
HacjeflyeTcs 110 ayTOCOMHO-PEeLleCCUBHOMY THUILY,
OJJHaKO, He MICK/II0YeHa BO3MOXXHOCTb OJJHOPOJIM-
TEeJIbCKOJ IMCOMUN U COMATMYECKOTO MO3auLIM3Ma
[9, 10, 11, 12, 13].

B 95 % cny4aeB JOMMHAHTHOTO M PELIECCUBHOTO
TUIIOB AUCTPOdUIecKoro b BbIABIEHBI MyTALIVIN B
rege COL7A1 [12, 14].

VIMeroTCcA MHOTOYMC/IEHHBIE COOOIeHNsA O B3a-
MIMOCB#A3M OY/I/IE3HBIX I€PMATO30B C I/ITABHBIM KOM-
mnekcoM ructocopmectumoctyt HLA. Tak, ipu Bysb-
rapHOI1 ITy3bIpYaTKe JOKa3aHa TeCHAsA aCCOLMALINA C
a"TuUreHamu rucrocoeMectumocti DR4, DR14, DQ1
u DQ3 [15]. Ony6nmkoBaHbI JaHHbBIE O IPOTEKTUB-
Hoit pomu HLA-DR11, DQ7 u DQ2 npu passutun
ayTOMMMYHHOII Iy3bipyatku [16]. IIpu Gynnesnom
nemduronse J/leBepa y eBponeonsos fOCTOBEP-
Has CBsA3b OOHapyeHa ¢ amnenem DQB1*0301, y
anoHueB — ¢ DRB1*04, DRB1*11011 DQB1*0302
[17]. IIpu repunetudopmuoM fepmarose [Jropuura
OTMeYaeTCs MOBbIIIEeHNE SKCIIPECCUM AHTUTEHOB
HLA-A1, HLA-B8, HLA-DR3, DQw2, DQ8 [18].
IIpy mapaHeomIacTUYeCKOI IIy3bIpYaTKe y KUTali-
CKMX ITAI[MIEHTOB OblIa BbIABIeHA acconyanysa ¢ HLA
DRB I*03 n HLA-Cw*14 [19, 20].

Insa puarHoctuku bSO B mepBylo ouepenb uc-
IO/Ib3YIOT UMMYHO(II00PECIIEeHTHOE aHTUI€HHOe
KapTUpOBaHue 1/UIY TPAaHCMUCCUBHYIO 371eKTPOH-
HYIO MUKPOCKOIINIO, KOTOPbIE CIefyeT MCII0Nb30BaTh
IJI MICCTleJOBaHMsA MaTepuaa MpeuMylleCTBEHHO
c obmacTu cBeXXeoOpa3oBaHHBIX Iy3bIpeit. MeTop,
MMMYHO]II0OPECIEHTHOTO aHTUT€HHOTO KapTu-
poOBaHusA ABNAETCA O0/ee YyBCTBUTENbHBIM (97%
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npotus 71%) u cnenyuduyansM (100% npotus 81%)
II0 CPAaBHEHMNIO C TPAHCMUCCUBHON 3JIEKTPOHHOI
MUKpockonueit [21, 22]. JlonomHUTeIbHO MCIONb-
3yeTcs monekynapHaa mwin JHK-guarnoctuka. Py-
TUHHBIJ TYCTONOTMYECKII aHA/IN3 TI07IE3€H TONIbKO
IUIA ICKJIFOUEHVISL APYTUX IPUYVH ITy3bIpert. Jlyummm
IOZIXOZOM K IMaTHOCTMKe 3a00/IeBaHMsA ABIAETCA
HoJTy4eHue IByX 6MonTaToB. AHaAu3 OfHOro 06-
paslia MPOM3BOAUTCA C IOMOIIBIO 3JIEKTPOHHOI
MuKpockonuu (9M), a [pyroit - ¢ MOMOIIbIO UM-
MYHOQII0OPECIIeHTHOTO aHTUTE€HHOTO KapTUPO-
BaHMA. VIMMyHOIIOOpeCIieHTHOe aHTUTEHHOe
KapTUPOBaHIe ONpefie/isieT Ha/lnuye ! KOIMYeCTBO
0esKa, BXOJAIETO B COCTAB PAa3/IMYHBIX CTPYKTYP
snujepmuca u 6azanpHoil MeMOpaHbl. Vcnonb3o-
BaHJe€ MOHOK/IOHa/IbHBIX aHTUTEJI, HAIIPaB/IeHHBIX
IPOTVUB KOMIIOHEHTOB 0a3a/bHOI MeMOpaHBbI KON
VI STIMfIePMaJIbHBIX @HTUTEHOB, MOYXKET HOIIOTHNUTE/Ib-
HO 0071eTYuTh CyOKIaccuduKanmio, IoCKOIbKY B
o0pasiiax KoKt [alMeHTOB OO/IBIIMHCTBA HOTAIIOB
Oy/UI€3HOTO 3MNIePMO/IN3a BBIAB/IAIOTCA My TalU B
IpejieaX acCOLMIPOBAHHOTO T'eHa, MAeHTUPUKALA
KOTOPOTO IIPOBOAIUTCS B 3aBUCUMOCTY OT BBIP@XKEH-
HOCTM OKpalIMBaHMA ClennPUIeCKIX aHTUTEHOB
CTPYKTYPHBIX 0€/KOB. [IMarHocTupoBarh IpoCToli,
HOTPAHMYHBII U JUCTPOduIecKnit 6y/Ie3HbIiT 91IM-
[epMO/IN3 B HACTOALIEe BpeMs BO3MOXHO IIyTeM
IpOBeleHNs MMYHO(II0OPECLIEHTHOTO aHTUTeH-
HOTO KapTMPOBAaHMA C VICIIOTb30BAHMEM aHTUTEI
K FeMIIeCMOCOMaIbHOMY aHTUTeHy. B qacTHOCTH,
IpY IPOCTOM OY/Ie3HOM SIMEePMOIN3€e aHTUTEHBI
OyZyT 10KaIM30BaHbI Ha JHE My3bIpA. [1pu morpa-
HIYHOM Oy/1e3HOM anmpepmonuse, BP230 mokamm-
3yeTcs B 00/1aCTH IOKPBILIKY ITy3bIps, @ KOJUIaTeH
IV tuna noxkammsyercsa Ha gHe mysbips. IIpu guc-
TpoduueckoM Oy/Ie3HOM sMMAepMonn3e 06a aHTH-
TeHa JIOKA/IM3YI0TCA B 00/1aCTH ITOKPBIIIKY IY3BIPA.
B mononHeHue K mpemgocTaBieHHON MHGOpMALUN
00 ypOBHe IOpakKeHMs KOXU, UMMYHOGI00pec-
IIeHTHOE aHTUTeHHOE KapTUPOBaHMe MOXXET OBbITh
II0JIe3HO B IPEJOCTABICHNN BaXKHOI IOJCKA3KNI
OTHOCHTETIbHO OCHOBHOTO MOJIEKY/ISIPHOTO fieeKTa.
Hanpuwmep, naboparopus Crandopackoro yHusep-
CHTeTa M3y4aeT OMOICUOHHBIE 00Pa3LIbI C ITAHETIbI0
aHTUTEN K KOX/JOMY U3 aHTUT€HOB, YYaCTBYOIIVIX
B IIaTOreHe3e Oy/UIe3HOTO anupepmonusa (23, 24].
ITpy 5TOM, 3a4aCTYI0 MOXKHO BBIABUTH Crienuduye-
CKUII MOJIEKY/ISIPHBII Ie(peKT, OTBETCTBEHHBIN 32
Ty Wiy uHyI0 ¢popMy 3aboneBaHus, yKe Ha JTaIe
IIpEHATAIbHON AMArHOCTUKU. B KadecTBe MarHo-
CTMYECKOr0 MaTepuaja UCIONb3YITCA 00pasiibl
XOPMOHMYECKMX BOPCUMHOK y>Ke Ha JIeBATOI Heflere
OepeMeHHOCTI. AJIbTePHATMBHO BO3MOKHO JICIIONb-
30BaTh AMHUOTIYECKYIO XUJKOCTb, B3ATYIO IIOCTIe
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OIMHHAJILIATOI Heflent 6epeMeHHOCTH, YTO MOXKET
obecnieunts Heobxoxmmyto [THK.

ITHK-puarsocTuka rmo3BojsAeT Haudojee TOYHO
OIIpefieINTDb MOATUII B3I, UTO MMeeT Ype3BbIYaIHYIO
BO)XHOCTD B I/IAHE ITOC/IEAYIOIETO FeHeTUYeCKOrO
KOHCY/IbTUPOBAHMA U OIpefie/IeHNs TUIA Hacyle-
noBaHuA 3abomeBaHus. DTO HEOOXOQVMO IJIS TOTO,
4TOOBI MOXXHO OBIJIO IPOBECTM IIPEHATAIbHYIO U
IpefVIMIUIAHTALMOHHYIO AMarHocTuky. Korga mo-
JIeKY/IIPHbIE METOJ[bI JIEYEHN S CTAHYT PeabHOCTBIO,
3TO NTO3BOJIUT IIPOBOAUTD JIeYeHNe Ha MAKCUMAJIbHO
PaHHNX CPOKaX IMarHOCTYUKY M Ha3HAYaTh TapreT-
HYI0 Tepalnuio. B HacrosIee BpeMs paHO TOBO-
pUTb 00 OJHO3HAYHBIX KIMHUYECKMX IPOTHO3aX
Ha OCHOBaHMM TOJIBKO JIMIIb JUATHOCTYPOBAHHBIX
MyTaluii, T.K. a)Ke B Ipefeax OfHOTO MOATHIIA
b9 moxet HabmopaThcs GEeHOTUNINYECKN pasHas
K/IMHIYeCKas KapTVHA [OJ| BIMAHUEM CPeIOBbIX 11/
VLU COITY TCTBYIOIMX MOAV(PULVPYONIIVX TeHeTH-
4ecKuX (hpaKTOpOB.

[ToMMMO CMMITOMATHYECKOTO JIeYeHUsA, KOTO-
poe ucnonb3yercsa B Poccun, B pa3mMyHbIX CTpaHax
aKTUBHO M3Y4aeTCs U BHEJPAETCA NPOTENHOBAs,
TeHHas U KJIeTOYHas Tepammys.

IIpu npoBefeHUN MPOTEMHOBON Tepanuy Ha
MecTo fieeKTHOro Oenka BHexpsieTcs Oenok ¢
HOPMasIbHO CTPYKTYpOIi U QYHKIIMEI, KOTOPBIi
pasMellaeTcsa HEIOCPeICTBEHHO Ha y4acTKax Io-
BpeXJIeHNII KOXKHBIX IOKpOBOB MarueHTta. C aToit
Ie/IbI0 VICIONIb3YITCA CYObeMHNIbI IAMUHNHA
332 u xoytared VII tuma [2,21]. JJaHHBI MeTOL
TepaINy ABJIAETCA 3aTPATHBIM U CTIOXKHBIM, TaK KaK
I BOCTYDKEHNUA QYHKIMOHATbHONM aKTUBHOCTHI
Oe/IKy He0OXOMIMO IPOIITU Cepbe3Hble U3MEHEeHNSL.
Hanpumep, npu perjeccuBHOM AUCTPODUYECKOM
b3 xomnnaren VII tumna go/mkeH IpoiiTi Bce CTafiyun
KOH(pOpMAIVM /I ONTYMA/JIbHOTO BCTPaVBaHUA B
CTPYKTYPY SIKOpHBIX ¢ubpun [2,22]. B npouecce
BCTpanBaHMA 0c060e BHIMaHME JO/DKHO YAEIATbCA
TIOJTHOLIEHHOJ aiTe3M1 MOJIEKYJI KOJTareHa K JINTaH-
maMm 6asanbHOIT MeMOpaHbl sanugepmuca. [Iporen-
HOBasl T€PalyA — OAVH U3 CAMBIX IIePCIEeKTHBHBIX
METOJIOB JIeUueH s NaleHToB ¢ BBO, mosBosiommii
B 3HAYMTE/IbHO CTEIIEH) MI3MEHUTD Ka4eCTBO JKI3-
HJ TTAI[VIEHTOB.

B repanuu b3 ncnonb3yoTcs gBa reHeTM4eCKNX
MeTO/ja: IIePBBII IIPEeIoNaraeT 3aMeHy e eKTHOTO
T€Ha C MTOC/IEAYIOLIel TPaHCIIAaHTALMel ITAlEHTY,
BTOPOII - BBefleHMe (GapMaKOTOTMYECKIX CPENCTB
I/I1 KOPPEKLMU NPOLECCOB PeIIMKALVIY, TPaHC-
KpUINLyy, TpaHcmsiuun (25, 26, 27, 28, 29, 30]. 3ame-
Ha Ie)eKTHOTO I'eHa IIPOMU3BOANTCA METOAMKAMM in
vivo n ex vivo. Crioco6 in vivo ocHOBaH Ha cI1oco6-
HOCTU K/IeTOK abcopbuposars mwasmyupayio JTHK,
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cojiep)Kalllyto HopMasbHble reHbl. IlpegsapurenbHo
OCYILIeCTB/IACTCA "YIIaKOBKA' TeHeTUYeCKOrO MaTe-
puaa B BEKTOPHYIO MOJIEKY/Ty (HaIpumep, JINUIIO0-
coMmbl, BUpYchI) [21, 22, 31, 32, 33].

Cooburaercst 06 ycremHo mposefeHHoi B 2017
rony B [epMaHuy TpaHCIUTaHTALMY KOXKN. PebeHKy,
60}IbHOMy b3, B Teuenne 2 neT, yfanoch 3aMeHUTD
80% mopa>keHHOJ KOXXM Ha 3J0POBYI0 TPaHCIeH-
HYI0 KOXY, BbIPallleHHYI0 U3 €ro >Ke KJIeTOK, B KO-
TOpBIe ObITa BCTaB/IeHa paboTarolias Bepcus reHa
LAMB3[34].

MeTofMKa KIETOYHON T€panNuy NPeCTaABIA-
eT 13 cebs BBefeHue GpuOpo6IACTOB B MOBpPEXK-
INEeHHYI0 KOXY, MCIIOJIb30BaHNMe IOIUIIOTEHTHBIX
CTBOJIOBBIX KJIETOK U IIepecajiKy KOCTHOIO MO3TIa.
DubpobmacTs CIOCOOHBI CUHTE3UPOBATD KOJI/IA-
reH [y o0eciedyeHs IIOTHOLEHHOI CBA3Y MEX/Y
anupepMucom u gepmoit. B Poccun nprumenenne
KJIETOYHOJ Tepally OTPAaHNYEHO OTCYTCTBUEM
3aKOHOZaTeNbHOI 6a3bl [21].

B Poccun Ha coBpeMeHHOM 3Tarle jedeHne b3
OCTaeTcs CMMIITOMATMYECKMM U HAIIpaBJIEHO Ha
yCTpaHeHMe UM yMeHbIlIeH) e BbIPaKeHHOCTY CUM-
IITOMOB KOXXHBIX I OpPTaHHBIX IposABIeHu b3,
IpoUIAKTUKY BO3HIKHOBEHM S HOBBIX ITy3bIpeii,
a TaK)Xe MaKCMMaJIbHO BO3MOXXHOE IIOBBIIIEHME
KadecTBa XU3HU 60nbHBIX. OCHOBHOI 3amaveil
ABJIAETCA IPENOTBPAllleHNe YBeIMYeHNs PasMepoB
Y COXpaHeHMe MOKPBIIKMN ITy3bIpeit A npodu-
JAKTUKM (GOPMMPOBAHNSA IPO3NIL, IIPUCOSAVHEHUA
BTOPUYHOI MHMEKIVN U JIYYIIero 3aXKMBIeHN
panbl. C 2T07 11€/IbI0 MCIIONIb3YIOTCA aTpaBMaTHy-
Hble, aCeNTUYeCKNe, HeIPUINIIAOLe MaTePUasibl
B HECKOJIBKO CJIO€B /I 00ecIieYe Vs JOCTaTOYHBIX
IPeHMPYIOLIMX CBOJCTB U YCKOPEHM SIUTeTN3aL UM
[35]. Vicionp3yrTcsl HOKPBITHUS HA TUAPOTEIEBOIA,
JNTUNUTOKOIOUIHON UIN CUAMKOHOBOI OCHOBE
(BpaHOHI/IHL[, Menurennb, ATpaymas, Ipacconnup,
I>xenoner, ®ubpotions). [ToBsasku MoryT copep-
XKaTh M aHTMOAKTepyaIbHbIe IIPeIapaThl, TAKMe KaK
cepebpo u xmoprekcupauH. [Tokpeitue pukcupyercs
HeTKaHOJI caripeTKOI 11 aTpaBMaTMYHBIMM OMHTaMI,
3akperyisietcs pukcaropoM (Hanpumep, Tyoudact).
IraBHBI IPUMHLNI IPU 3aMeHe IIOKPBITUI PaHbI —
He JOIYCTUTDb IPUIUIIAHKA MaTepuasa K paHe, 4To
MOXXET 3HaUMTE/IbHO yCYIyOUTb IMAaTOTOTNYeCKIUIT
npolecc. Xopolue pe3y/IbTaTbl pereHepanyy Opm
HOJTy4€eHbl TAK)Ke IIPY IIPYMEHEHUN I'e/ls HA OCHOBE
ryajypoHara MHKa [36].

OKcIlepMMeHTA/IbHOE MICC/IeJ0BaHNe, IIPOBe-
neHHoe B 2015 ropy, cBUETENbCTBYET O TOM, 4TO
CUCTEMHBIV TPAaHY/IOLUTAPHbIN KOJTOHUECTUMY/IN-
pytomuit pakrop (G-CSF) MoxxeT cnoco6cTBOBaTh
YCUIEHUIO 32)KMBJIEHNS PaH Y IallMe€HTOB C JuC-
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Tpodudeckoit GpopMoii 6y/IIe3HOTO SMUAEPMOIN3A.
B aToM mccnegoBaHny ceMb NMaIMEHTOB C JUCTPO-
¢buaecknM OyI1Ie3HBIM SINIEPMOIN30M eXKeTHEBHO
obpabarsiBanmu G-CSF B TeueHme 11ecTn gHEN, a 3a-
TeM IIOBTOPHO OL|€HMBa/IN Ha CebMOI1 fieHb. [Tocne
mecTtupHeBHOro tedeHns G-CSF pasmep OTKpHITHIX
MOPa)KEHMI YMEHbIIWICA Ha 75,5%, 3HAYUTENIbHO
YMEHBILINIOCh KOJIMYEeCTBO ITy3bIpeit 1 apo3uii [37].

[Tanmenrtam ¢ TspxenbiMu popmamu B3 Hepenko
IPOBOJAT XUPYPIUYecKoe yCTpaHeHue CUMIITOMOB
HOPaXEeHNA SKeTyLOYHO-KIIIEYHOTO TPAKTa, @ TaK-
JKe OIlepaliiy 110 YCTPaHEeHWI0 CMHAaK Ty [38].

IIpusodum knuHuueckoe HabmooeHue.

bonbuas K., 1952 r.p., cTrpagaer 3abo0neBaHNEM
KO>KHBIX IIOKPOBOB, CONPOBOXAAWIMNMCA 06pa-
30BaHMeM ITy3bIpeli, C YeTbIPEX/IeTHEr0 BO3pacTa.
Y 6paTa - BpOXK/IEHHBIII OY/UIE3HbII SNUIePMOTIN3,
YeTbIpe CECTPBI ¥ POAUTENN — 300POBLL. [IBOe ferent
HalVeHTKN — 3J0POBbL. 3ab0/IeBaHMe UMeeT Xpo-
HIYeCKU-pelNAVBUpYIOllee, pacIipoCTpaHeHHOe
Te4eHMe, XapaKTepU3yeTcsl YaCThIMM peLUIBaMIL.
B 1967 6b11 BpicTaB/eH auarHo3: IlemurongHas
¢dbopMa KpacHOTO IJIOCKOTO JIMIIAst, YTO ObIIO HOJ-
TBeprkaeHo ructonorndecky B IIKBV. HeopHoxpart-
HO IIPOXOZIM/IA CTALlMOHAPHOE JIeYeHIe B KO)KHOM
orpenenny Kuposckoro 061acTHOro KIMHIYeCKOro
KOYXHO-BEHEPOJIOTMYECKOTO AMCIIaHCepa, oTyvaa
pas/InYHble ITIOKOKOPTUKOCTEPOMHbIE IIperapa-
Tbl (IIPeJHU30/I0H, TPUAMIIMHOJIOH, leKCaMeTa-
30H) C BpeMEHHBIM U HeCTabuabHbIM 3 deKToM.
MakcuManbHO Ha3HavaeMas J03a IPeJHI30/I0Ha
cocrasinana 60 Mr, noggepxuBaman - 10-15 mr
IpeHI30/I0Ha, IIePUOANYECKH IIpernapaT He Ipu-
HMMaJla B CBA3M C MHOTOYMC/IEHHBIMM II000YHBIMU
apdexramn. B 1997 rony 6bU1 BBICTAB/IEH AMArHO3:
PaK LIMTOBUJIHOI >Ke/le3bl, YCIIeLTHO IIPOOIIepUpo-
BAaHHBII ITOCPEICTBOM TOTAJIbHO Pe3eKLUH, II0CTIe
4ero cOpMUPOBAJICA MOC/IEONePALVIOHHBIN TUIT0-
Tnpeos. B 1997 rogy Bo BpeMs CTallIOHAPHOTO j1eYe-
HISA B KOKHOM oTgeneHy Kuposckoro o61acTHOro
K/IMHNYECKOTO AVICIIaHCepa ObUT BBICTABJIEH JIVIaTHO3:
L12.3. IIpno6peTeHHbII OY/IIe3HBII SMUAEPMOIIN3.
HenpeppiBHO-penyanBupyloliee TedeHme (I1ar€o3
HOATBEP>K/JeH TUCTOMOrNYecKy) u onpepenena I11
IpyIIIa MHBAIUAHOCTU. bonbHasA nmomydana 60 mr
IPeJHN30/I0HA, IPY TOCTEIIEHHOM CHVKEHVM O3Bl
npenapara o 40 Mr IaToOMOrMYeCKMUIl MpoLecc
BHOBb 000CTPIJICS, IPM BO3BpaTe K MICXO[JHOI J03€e
IPeJHN30/I0Ha BHIPAYKEHHOTO YTy4IleHVs O0/IbHasA
He orMedasna. He cMoTps Ha mpoBoAMMYIO 3aMecTu-
TEJIbHYI0 Tepamuio, 60IbHAsA TSKENIO IepeHOoCHIa
no6ouHbIe 3 PeKThl ITTIOKOKOPTUKOCTEPOUTHO
(TKC) Tepanuu: mosBUINACH BbIPaXKEHHBIE OTEKI,
racTPOYOfIeHNT, YaCTO IIPUCOCAVHABIIIECS OCTPbIe
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pecnparopHbsle 3aboneBanus. B 2000 roxy 6ompHas
HaXO[M/Iach Ha CTallMOHapHOM nedeHun B HVU
reMaTOJIOTUY 1 TIepe/IIBaHNsA KPOBH, Ifie OBUI BbI-
craByieH guaruos: C91.1. Xpounyvecknit numeonn-
TapHbIii 1eiiko3. D50. JKenesopedunytHas aneMus
cpenHeit crerenu TspKecTu. [Tomyyana nyrapabun
B no3upoBke 1000 mr, Ha ¢poHe mpreMa KOTOPOro
OTMeYasa BhIpayKeHHOe YIy4llleH)e KOXKHOTO I1aTo-
JIOTMYEeCKOTO IpOIlecca: My3blpy 00pa3oBbIBATLCS
HepecTasy, 9po3uy SUTEIN3UPOBAINCh He TI0JTHO-
cTbl0. B mocnenyrolieM npolecc BHOBb Ilepeller B
HeIpepbIBHO pelyauBupyollee Tedenne. [lannent-
Ka OTKasajach OT nogpepxusaromeit tepanuu I'KC.
W3 comyTcTBylOIIEil IAaTONOIMN: TUIIEPTOHMYECKas
6onesHb 2 CT., fAuddysHbII y3710BaThIi 306 (CTPY-
MakTomus B 2016), runotupeos. B Hacrosiee Bpemst
HOJTy4aeT IIpelaparhl, Cofiep>Kalliyie B CBOeM COCTaBe
JIEBOTUPOKCUH HATpusA, Kanus ionuj, 6okatop
AT1-penentopoB anrnoreHsuHa II, cenexTuBHBII
6mokaTop KamblyeBbIx KaHayoB I kiacca, anjeTmca-
TULIMJIOBYIO KUCIOTY. ATJIeprofornyecKnii aHaMHe3s
CIOKOJHbIN. MeHomaysa ¢ 55 ner.

OtmevaeT 060CTpeHVe KOXXHOTO ITpoIiecca exe-
MeCAYHO, OIHAKO OflIjee COCTOSIHME MAIVIeHTKN He
HapyIIeHo: 00/bHas BelleT aKTUBHBI 00pa3 KU3HMU,
OTMeYaeT XOPOUINII TOHYC, IIO3UTUBHO HACTPOEHA,
He OrpaHm4MBaeT cebs B X060u u cropre.

IIpyn ocMoTpe: KOXKHBII MPOLIECC pacpocTpa-
HEHHBII, CUMMETPUYHBII, OCTPOBOCIAIUTETBHOTO
XapakKTepa C JIOKaJaM3alnyeil Ha KoXe BOJIOCUCTON
YaCTH IOJIOBBI, TYIOBUILA U IPEUMYILECTBEHHO KO-
HeyHocTell. [IpeficTaBneH My3bIpHbIMU 3/IEMEHTAMMA,
OKpYTI/IO/ (pOpPMBI, He CKJIOHHBIMU K TPYIIIMPOBKE.
OJIeMeHTBI PacIIoOIO>KeHbl Ha SpUTEMATO3HOM (OHe,
MHOTH/€ 13 HUX IOABMINCh HA MeCTe paspelinB-
muxcs nyspipent. Ilyspipy 3anonHeHbl CEpO3HBIM
U TeMOPPAaru4ecKuM COJ€PKUMBIM, MTOKPBIIIKK
nps6neie (Puc. 1). MoxHyume sposun, o6mb-
Hble CepO3HO-TeMOpparnyeckue KOpku, pybiosas
aTpo¢usA Ha MecTe paspelIVBIINXCA 37IEeMEHTOB,
MHOYKeCTBEeHHble odary novikuaogepmun (Puc. 2,
3, 4, 5). CumnroM Hukonbckoro OTPULIATEIbHBII.
CnusncTast poTOBOIL TONIOCTI — 6€3 0COOEHHOCTeI.
[TpucyTcTByeT oHMXOANUCTPOGUS IO aTpoduIecKo-
My THITY, KaK Ha KUCTSX, TaK 1 Ha cronax (Puc. 6).
Hepmorpadusm kpacHblit. Pernonapusie mumdoys-
7Bl — 6€3 0COOEHHOCTEI.

B ananmsax: o61uit ananus kposu ot 19.04.2017
OTMe€YaeTCsd HE3HAYMUTEAbHBIN TEIKOLUTO3 [0
10,0x10°/n1 n mosbimenne COD mo 30 MM/4; o6Ha-
py>keHbI KieTku [ymnpexra. B 6uoxnmugeckom ana-
n13€e KPOBM: K/IMHMYECKY 3HAUMMBIX M3MEHEHUIT He
BBISIBJIEHO, peBMaTouyHblii pakrop 14 ME/mi. Knet-
ku TiraHka B Maskax-oTIIeyaTKax He OOHapy>KeHBI.
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Puc.1. [psa6nbie ny3bipyn, NOWKUNo-
Aepmus

Puc. 2. OOwwii Bua. PyOuoBas
atpodus, noikunogepmus, cepos-

Puc. 3. Bup cOoky. Matonornye-
CKMiA MPOLIECC B pa3HbIX CTaAUsX

HO-remopparn4eckme Kopku

Puc. 4. Bug co cnuHbl

OOwmnit ananns mouu ot 19.04.2017 — Bce moka-
3aTeNn B Ipefie/iax BO3PACTHOI HOPMBI.

TucTonornyeckoe uccaenoBatme O1onTaTa Koxmu
ot 20.04.2017 (Puc.7): CTpyKTypa KOXM 4acTH4-
HO HapyllIeHa 3a CYeT AUCTPOPUIECKUX SBICHUI
aKaHTO/MM3a ¢ 00pa3oBaHNeM IIy3bIpell B IINIIOBA-
TOM 1 6a3a/JbHOM C/IOAX smuaepmuca. B rmyboknx
CJI0SIX JIepPMBI BBIABJISIIOTCS PA3/IMYHON BETMYMHBI
CKOIUTEHVS TMMQONUTHBIX 371eMEHTOB TUIIA MaJIbIX
nuMdonuTos. IIpy MMMYHOTMCTOXMMUYIECKOM UC-
cnegoanuu (Puc. 8,9) BbIsABIEHO: OONBIIMHCTBO
MUMGOUTHBIX 97IeMEHTOB 30HBI MHPUIBTPALUK
MMeIOT B-Kj1eTOYHbIN MMMyHO(beHOTI/m (CD2o0, IgD,
K<A). T-mumormrsr (CD3, CD5, CD4, CD8) B 6071b-
IIOM KOJIMYeCTBE B CKOIUTEHMSIX U PACCESHBI [0 BCe-
My cpe3y. OTMedaeTcsl yMepeHHas MaKpodaraabHas
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Puc. 5. dnutenusupyiowmecs aposum

peaxuus (CD68). Peakuus ¢ CD1a - B eqMHUYHBIX
KIeTKax. BopaxkeHa cocynmcras peaknua (CD34,
CD31, FVIII). Anrturen Ki-67 o6Hapy>xuBaercs
B eMHNYHBIX KneTKax. KmeTkn smupepmmca skc-
npeccupytor nl]K, EMA. Peakiunu ¢ CD23, Cyclin
D1, IgM, IgG, IgA - oTpunarenbHble. 3aKI0YEHNE:
10 TMCTO/IOTMYECKONM ¥ MMMYHOTMCTOXMMMUYECKOI
KapTUHE HeNb3s MCKIIYNTD MOopakeHne KOXI I
HOKOYXHON KJIeTYaTKV METKOKIeTOYHOI TuMdOo-
MoIt Ha oHe sIBIeHIIT OY/Ie3HOTO SMUIePMOTII3a.

IMannuenTKa 06cIeqOBaHa Ha aHTUTEHbI TYCTO-
copMmectnMocTi HLA. BeIsiBeHBI aHTUTE€HBI TUCTO-
coBmectnmocTu [ kmacca: A3,9(24) m B21(49),35 n 11
kmacca: DRB1* 11,13.

[TanmenTKa momy4ymna clefymoouee gedeHne: pe-
THHOMA nanabmuTaT o 200000 ME/cyT, kanpuus
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Puc. 6. OHnxopuctpodus. Ha Gegpax - apo3um u noii-
Kunopepmus

Puc. 7. AkaHTonu3s ¢ o6pa3oBaHueM nysbipeii B LUNNO-
BaTOM U 6a3anbHOM CNOSIX anuaepMuca

Puc. 8. UmmyHoructoxumusa. Knetku anngepmuca
akcnpeccupyioT naHUK. AkaHTonu3 B LUMNOBaTOM 1
6a3anbLHOM cnosix

rmokoHaT 10% - 10 mur Ne3, rieHner 5 mr 1 pas B
CyTKM. MecTHO: KpeM C MyNIMPOLIVIHOM, KpeM JeK-
crIaHTeHol. PekoMeHI0BaHa IIOBTOPHAs KOHCY/Ib-
Tallus reMarosiora, TepanesTa, SHLOKPUHOIOTA.
B xope neveHns 6ONBIIMHCTBO 3PO3Mil SMUTENIN-
3MPOBAJINCh, 0Opa30BaHue Iy3bIPHBIX 97IEMEHTOB
IPMOCTAHOBUIOCD.

Knuunyeckuit ciayyait, ONMCAHHBIN B IaHHOI!
CTaTbe, IpeJCTaB/lsAeT HAyYHbIl MHTEpeC B Ilep-
BYIO ouepefib IOTOMY, YTO HallYieHTKa JeMOHCTpPU-
pyeT MHOXEeCTBEHHYI0 COUYeTaHHYIO [1aTO/NOTUIO,
BKJIIOYAIOIIYIO B Ce0s paK LIMTOBUIHON >KeNle3bl,
XpoHUYecKnit 1MMdoeiikos u Oy/Ie3HbIil 91N-
nepmonus. Kaxxpoe n3 aTux 3aboieBaHmii caMo 1o
cebe AB/IACTCA YIPOXKAIUM JKM3HY IPOLLECCOM,
IPOTEKaeT C BBIPA)KEHHBIM YXyALIEHUEM 0011ero
cocrosiHusA. OHaKO, y JaHHOII IMallMeHTKY He Ha-
OmrofiaeTCs Cepbe3HBIX I3MEHEHUIT KaueCTBa )KMU3HM,
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Puc. 9. UmmyHoructoxumus. AutureH Ki-67 oGHapyxu-
BaeTCs B €AUHUYHbIX KNeTKax

ob1Iee COCTOsIHME He HapyLIeHO, Bce 3a00/eBaHNsA
(6y/n1e3HBIIT SIMAEPMOTIN3, XPOHMYEeCKUIT TUMPO-
JIeNIK03) IIPOTEKAI0T B KOHTpOnupyemoit popme,
6e3 npumenenys I'KC npenaparos, IUTOCTaTUKOB 1
Ouornornyeckort Tepanuu. Pax IMTOBUIHOI XKele3bl
He flaeT peunanBoB ¢ 1997 ropa. IlanuenTKa Beper
aKTVBHBIN 00pa3 XM3HNU: 3aHUMAETCsI CIIOPTOM, aK-
TYBHO ITPOBOJUT OCYT, IO3UTVBHO HACTPOEHa. ITO
HaTaJIKMBaeT Ha TUIIOTE3Y O TOM, YTO, BO3MOXKHO,
TeHeTUYeCKye My Tallly, JIe)Kallyie B OCHOBE TaHHBIX
3a00j1eBaHMII, MOTYT OKa3bIBaTh B3aVIMHOE BJIVsTHUE
Ha TeyeHNe ITaTOOTNYeCKIUX IPOIIeCCOB, IPECTaB-
JIEHHBIX Y JaHHOJ IMallMeHTKN. B couyeTanum gpyr ¢
APYrOM STU MyTAaHTHBIE T€HBI, BO3MOXHO, MOTYT
CIeaTh IPOTHO3 K)X/011 IaTOIOT MM, KOTOPYIO OHI
00ycnaBIMBaloT, 60/1ee 6IATONPUATHBIM C TOYKU
3peHns KadecTBa KM3HY nanuenTa. He uckiodeHo,
YTO COYETAHVE HECKO/IBKIX MY TAINIi, BBI3bIBAIOIIVX
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BBIILIETIepEeYIIC/IeHHbIE 3a00/IeBaHNA, MOXKET JIeKaTh
B OCHOBE HOBOTO CMH/IPOMa, COYeTaIoIero B cebe n
Oy/1Ie3HBIIT SIIMIEPMOIN3, I XPOHMYECKIIT TMPO-
JIEIKO3, ¥ PaK IIUTOBUIHO KeJe3bl.
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