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IIpeacTaBiaeHEI CBeJleHUA O OyJIE3HOM JIIHepPMO-
Ju3e — 3a00IeBaHUM, XapaKTepusymoleMca o6pa3oBa-
HHUeM IIy3bIpeil U 3PO3UI Ha KOXKe U CIU3UCTHIX 000-
JIOYKaX, PAHUMOCTBHIO KOKU U ee YYBCTBUTEIHHOCTBHIO
K HeGOJIBIIION MeXaHUYeCKOU TpPaBMe.

Kntouesvle cnosa: 6yanesnsiii anudepmoaus, mun Hacnedo-
6aHU4, KNUHUUECKUE NPOS6eHUS, Jleuenue, yX00.

B 3aBucuMOCTH OT 00pa3oBaHMA ITy3bIpel B CJIOAX
KOXXM Ha YJABTPACTPYKTYPHOM YDOBHE BBIZEIAIOT 3 OC-
HOBHBIX THUIIa Oy/Uie3HOro snwujepmonmsa (bD): mpocroi,
TIOrpaHUYHbIH, Juctpodudeckuit. [Ipu BO npocroro Tuma
Iy3bIPU O6GPA3yIOTCSA B BEPXHUX CJIOAX SMUAEPMUCA, IIPU
TIOTPaHUYHOM — Ha YPOBHE CBeTION IUIaCTUHKU (lamina
lucida), mpu BD puctpoduyeckoro Tumna — B BepxHeil 4acTu
COCOYKOBOTO CJIOSI JIepMbI, HIDKe IIOTHOM ILTAaCTUHKU
(lamina densa). IIpu cuaApome Kunpanepa IysbIpu MOTYT
00pa3oBbIBaThCA Ha PA3HBIX YPOBHAX. KaxKIbIil OCHOBHOM
Ul bY noppaszendeTca Ha HNOATUIBI, KOTOPBIX OIMCAHO
>30, Ha OCHOBaHUM ()eHOTUIIA, XapaKTepa HacjleJOBaHUA
Y TeHOTHIIA.

Hacwrenyerca BD Kak mo ayToCOMHO-ZOMHHAaHTHOMY,
TaK M II0 ayTOCOMHO-PelieCCUBHOMY THUILy. JacToTa BCTpe-
YaeMOCTU pasHbIXx TUIOB bD Bapwsupyet ot 1:30 000 mo
1:1 000 000 ¥ 3aBHCUT OT HOIY/LAIVH. 3a00yieBaHue SABJIA-
eTCs Pe3y/IbTaTOM MyTal[iii B Oosee yeM 10 reHaxX, KOAU-
PYIOIIUX GeJIKU, PACIIoJIoKeHHbIe B PA3HBIX CJIOAX KOXKHU.

TepMuH «OyJUIe3HBIN 3MUAEPMOJIN3» BIEpPBbIe OBLT
HCIIOJB30BAaH B 1886 r. HeMELKUM JdepMaTOJIOTOM
Ternpuxom KeGHepoM, XOTs CIydau 3a60I€BAHUT, CXOMKUX
¢ BD, omuceiBamuck U Ao Hero. B 1962 r. [TupcoHoM 6bU1a
paspaboTaHa IepBag cxeMma Kiaccudukanuy BD, ocHo-
BaHHasA Ha IPUMEHEHHU TPAaHCMUCCUOHHOU 3JIeK-
TPOHHOU MUKpOCKOIUU. Vcxomsa n3 o6pa3oBaHUA IIy-
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3bIpell Ha YIBTPaCTPYKTYPHOM YPOBHE, GbLIU BbIIeJIeHbI
3 OCHOBHBIX THIIA BD: aNMAepMOIUTUYECKUM, JIOLHL0-
JIMYeCKUH U JepMoauTHdecKkuii. B 1980-x rojax ObLia
pa3paboTaHa TeXHUKA UMMYHOQUIIOOPECIIEHTHOTO UCCITe-
JIOBaHUA 00pa3LOB KOXKU, PACIIMPEHHAA BIIOCIEACTBUU
VMMYHOTUCTOJIOTUYECKUMU MeTOJaMU (MMMYHOIHCTO-
XUMUA U UMMYHOQUIIOOpeCIeHIINA).

BapuaHThI 3260/IeBaHUA CXOZHBI 10 ITATOMOP(OIOT UL
BerpewaroTcs cyGammgepMasbHbIe ITy3bIpY, HeOOJbIIAs
BOCIIAJINTENIbHAA peaknud B Aepme. CyOamuzpepMasbHOe
PacIoyioKeHye IIy3bIpell MOKHO BBIABUTD JIMIIb B CBEKUX
(CyImecTByIOIIMX HECKOJIBKO YacCOB) JeMeHTaX WIN B OHo-
IITaTax KOXKY, IIOJyYeHHBIX IIOCIe TpeHUA. B Gotee cTappix
eMeHTax IIy3bIpU BCIECTBUE pereHepanyyl SIuiepMuca
PACTIONAraloTCs BHYTPUSNNEPMAIBHO, II03TOMY THCTOJIO-
TrJecKas JUarHOCTUKA 3aTpyJHeHa.

UccenoBaHre GUONTATOB B CBETOBOM MUKPOCKOIIE
TIpY OOBIYHON OKpacKe obecreyrBaeT JIHMIIb OPHUEHTHPO-
BOYHYIO AVIaTHOCTUKY, yKa3aHUe Ha TO, YTO JaHHOe 3a00-
JIeBaHUe TIpeACTaBiisseT coboil BD. IIprMeHeHre THUCTO-
XUMUYECKUX METOZOB C IIeJIbI0 OKPAaCKY 6a3aJbHON MeM-
OpaHbI AMTUJEPMUCA TTO3BOJISIET HOJIee TOUHO OIIPeeIUTh
JIOKAJIM3AITUIO IIy3bIPA — Hafl 6a3IbHON MeMOPaHOH Wik
nox, Hell. KiMHWYeCcKU 3TOMy pasfiesleHUI0 COOTBeTCT-
ByeT mpoctoil BD (I[1BD) mpu Han6a3aabHOM PaCIIOJio-
JKEHUU IIy3bIpA U auctpodudeckuii (JBD) npu ero cy6-
6aszaypHOM JIoKaym3anyy. OFHAKO M IIPYU NIPUMeHeHU!
TUCTOXUMUYECKNX MeTOZOB HepeIKU JUarHOCTUYecKue
omu6ku. Tak, B 8 ciayuasx IIBD, omMCaHHBIX
L.H. Buchbinder u coasT. (1986), rucrosornyeckas Kap-
THHA COOTBETCTBOBaJIA JIbD.

VicTopuiecKu CJIOXKUWIOCh TaK, 4To bD ObLT Kiaccu-
dunupoBaH B COOTBETCTBUU C MOPGOJOTUEN KOXKU.
HacnencreeHHbIe BapuaHThI bD B HacToAIee BpeMA NOJ-
pasmenArT Ha 3 OosbIIMe IPYNIbI B COOTBETCTBUU
C YpOBHeM 00pa30oBaHUsA ITy3bIpell B TKAHAX; OTEIHLHO
BbIJlesIeH cuHpoM Kunpamepa:

e [IBED;

e mnorpaHuyHbIA BD ([1obD);

e JIbD;

e cuHapoMm KuHJepa (pasHbll ypoBeHb 00paso-

BAaHUA Iy3bIpei).

Yacrora Bcrpedaemocty bD Bapsupyet ot 1:30 000 go
1:100 000. ITo pamubIM HamuoHampHOro peructpa bD
(CIIA), pactipocTpaHeHHOCTb BceX TUIIOB bD — 8,22:1 muiH
4YeJIOBEK, PaCIpOCTpaHeHHOCThb IIBD - 10,75 Ha 1 MIH,
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ITobd - 2,04 Ha 1 MmutH, JoMuHaHTHOrO IBD (AJABD) — 2,86
Ha 1 muH, peneccusHoro JBD (PIBD) - 2,04 Ha 1 MJIH.

Kak yxe rosopwiock, bD HawlemyeTca IO ayTOCOM-
HO-IOMUHAHTHOMY U ayTOCOMHO-PELIeCCUBHOMY THILY;
npu BD myTtanum oOGHapy:KUBalOTCA B Gojsee yeM 10
reHax. OnucaHel pasHble BUABI MyTallUMl — MHCEHC-MY-
Talld¥, HOHCEHC-MyTallud, AeJelluy, MyTallu PaMKH
CYUTBHIBAaHUA, UHCEPITUY, MyTaIlUM CaliTa CILUIAMICHHTIA.

IIpu Haubojee pPacIpOCTPaHEHHBIX moATumax I[1BD
myTtanyu B reHax KRT5 u KRT14 oOHapyKUBAIOTCA IIPU-
MEpHO B 75% CJIy4aeB; BEPOATHO, MyTallUU B APYIUX,
TI0Ka HenZeHTU(UIIMPOBAaHHBIX FeHaX, TaK)Ke MOTYT BbI-
3bIBaTh passurue I16D.

ITpu TIoBD yaire BCero MyTanuy OOHAPYKUBAIOTCA
B reHax LAMB3 (70% ciy4aeB), LAMA3, LAMC2, COL17A1.
B GosbmIMHCTBe Ciy4yaeB 3aboyieBaHUE HACIeyeTcA IIo
ayTOCOMHO-PELIeCCUBHOMY THIy, OJHAaKO OIIMCaHbI
CIydal COMaTHYeCKOr0 MO3auliu3Ma Y OJHOPOAMTENb-
CKOH JVICOMMM.

IMpu IBD ommcaHbl MyTallMy AOMWHAHTHOIO U pe-
ecCBHOro TUNOB B reHe COL7A1 B 95% ciiy4aes.

KinuHndeckue IposBiaeHNs OyJLUIE3HOTO
IMIEPMOIN3a
OTIMYIUTeNBHBIN IPU3HaK bD — paHUMOCTh KOXU, ee
YYBCTBUTEIBHOCTH K JIIOOOMY MeXaHMYeCKOMY BO3Zel-
CTBUIO, YTO HEH30eXHO CBA3AHO C BO3HUKHOBEHUEM
aposuii. [Ipu 6osnpmuHCTBe hopM BD spo3usam mpepre-
CTBYIOT HAIIps>KeHHbIe ITy3bIpY, 60JIbIIasg 9acTh KOTOPBIX
HAIIOJTHEHAa IIPO3PAaYHOM OeCIBETHOH KUAKOCTHIO;
WHOTI/IA IIy3bIPU UMEIOT TeMOpPParudecKoe CofepKumMoe.

ITpocToii Oy/UIe3HBINA 3ITUEPMOIN3

CoBpemenHas wiaccuuranua bD genut I1BD Ha 12
niogaTunoB. Hanbosree pacipocTpaHeHHbIe TOATUIBI [1BD —
JIOKJIN30BAaHHLINA (paHee — TUIl BeGepa—KoKKeliHa); reHe-
paJM30BaHHBIN (paHee — JloynuHra-Meapbl WIM TeplleTu-
(OpMHBII); TeHepaIN30BaHHBIA IOATUII APYTOH (paHee —
Ke6uepa); [1BD ¢ MATHUCTON TUTMEHTAIHEH.

®eHOTUII JAaHHBIX IOATUIIOB BapbUPYeTCH; ITy3bIpU
MOTYT HOABJIATHCA Ha KUCTAX PYK U CTONAX, a MOTYT IIO-
KpPBIBAaTh BCe TeJIO; OOBIYHO OHM 3a’KUBAIOT 6e3 00paso-
BaHUA pyOLOB. Peiko, B CJly4ae NIpPUCOENVUHEHUSI BTO-
PUYHON MH(EKINHU, HAINYMEe MHOXXeCTBEHHBIX PacIpo-
CTPaHeHHBIX ITy3bIpell IPUBOAUT K JIETAILHOMY UCXOJY.

Haubostee pacmpocTpaHeHHbIM mHoaTuoM I1BD sAB-
JIAeTCA JIOKAJM30BAHHBIA IIOATUII; OOBIYHO B CEMBbAX
GOJIBIIIOEe KOJIMYECTBO OOJIbHBIX, U 3a00JIeBaHNe BCTpeva-
eTCA B HeCKOJIbKMX ITOKOJIeHUAX. IIpy JaHHOM IofTHIIe
bD 1ysbIpu JIOKAIU3YIOTCA Ha JIAAOHAX U MOLOIIBAX, Of-
HaKo B pPaHHeM BO3pacTe MOTYT HOCUTB PacIIpoCTpa-
HeHHBIN XapakKTep; C BO3PACTOM IIPOABIEHUS MUHHUMU-
3upytorca. O60CcTpeHre KINHUIECKUX IPOSABIEHUH IPo-
UCXOJUT B JIeTHee BpeMsl.

Campblii TsKenbIi BapuaHT [16D — reHepaIn30BaHHBIN
noxgrun JloynmuHra-Meapel. OH XapaKTepu3yeTCsA Haslu-

ypeM Iy3bIpell WIM Be3UKylI, BOSHUKAIOIUX IPYIIIaMU
(oTcioma Ha3BaHUe «repreTH(OpPMHBIN IpocToit bD», 1mo-
CKOJIbKYy HEeKOTOpble IOBPeXJEeHMA MOTYyT UMUTHPOBAThH
TOBpeX/IeHUA, BO3HMKAlOIMe IIpU IIPOCTOM TepIiece).
3a6osieBaHye IPOSBIAETCS B MOMEHT POXKAEHUSA; CTeIleHb
TKEeCTU B 3HAYUTEIbHOH CTelleH! BapbUPyeTC: KaK B IIpe-
Jlelax OZHOW CeMbU, TaK U II0 CPaBHEHUIO C APYyTUMH
cembaAMH. [Ipy TaHHOM IOATHIIE 3a00JIeBaHUA OTMedYa-
IOTCS PaCIpOCTPaHEHHBIN WIN CJIMBHOM JIAZOHHO-IIOZOMI-
BEHHBII T'UIlepKepaTo3, JUCTpodusd HOrTel, aTpodude-
CKOe pyOlleBaHUe, MIUIUY, THIIEP- U TUIIOIUTMEHTAIVA
U TOBpeXJeHre CIU3UCThIX. OGpasoBaHMe Iy3bIpei
MOXKeT IIPUHUMaTh TKeNyo popMy, MHOTIA IIPUBOJAIIYIO
K CMepPTH HOBOPOX/IEHHOrO Wi MiajieHna. [Ipu reHepa-
JIN30BaHHOM IoATHUIIe JloyimrHra—Meapsl MOTYT BO3HHKATh
3aZiep’KKa poCTa, CTeHO3 TOPTAaHU, BO3MOXKHA IIpeXKIeBpe-
MeHHas CMepTb.

IorpaHUYHBINA OYJUIE3HBIN SITUIEPMOIN3

IMoBD Takke XapaKTepu3yeTCA XPYIKOCTBIO KOXU
U CJIM3UCTBIX OOOJIOYEK, CIIOHTAHHBIM IIOSIBJIEHVEM IIy-
3bIpel, MpaKkTudecKu 6e3 TpaBM. ONUH U3 IPU3HAKOB —
o6pa3oBaHue rPaHYIAIMOHHON TKAaHU HA OIpe/ieIeHHbIX
4yacTAx Tesa. Ilyspipyu 00pasyloTcs B pesyJbTraTe pacluell-
JIEHUS CBETVIOM IUIACTUHKU 6a3aJibHON MeMOpaHBI Ha
rpaHulle 3NUAepMIca U AepMbl. [eHeTudecKuil eeKT —
MyTaIliy FeHOB, KOJVPYIOIIX aHTUTeH OyJIe3HOTO IIeM-
¢uromga (B remMmugecMocoMax) U JIaMHUHHH-332
(B AKopHBIX (QriameHTax). ILIOTHasA IUTACTHHKA Oa-
3aJIbHOM MeMOpaHbI HAXOJUTCA B OCHOBAHUU ITy3bIDA.
Tun HacIemoBaHUA — ayTOCOMHO-PelleCCUBHBIN. [ly3pIpu
OOBIYHO 3)KMBAIOT 0e3 CyIIeCTBeHHBIX pyOIoB. B Ha-
cTofllee BpeMdA BBIIEIAIT 2 OCHOBHBIX nogruia I1obd,
OMH U3 KOTOPBIX IOJpa3jesdeTcs ellle Ha 6 TOATUIIOB.
OcHoBHble noaTumnsl I1obD: nmoaTun Xepnuna (paHee —
JIeTAJIbHBIN), TIOATUII He-Xepsulla (paHee — reHepaN30-
BaHHBIN aTpodUIeCKUn).

IMoxTun Xepiuna — HauboJIee TKeIbIA reHepaIn30-
BaHHBIN BapuaHT I1oBD; npu maHHOM Tune BD BBICOK
PUCK IpeXxZeBpeMeHHOM cMepTU. K TUNWYHBIM CHUM-
IITOMaM OTHOCATCA 06pa3oBaHUE MHOKECTBA ITy3bIpei,
3po3uil U aTpodUUeCcKUX PyOLIOB KOXU, OHUXOZMCT-
podusd, mpuBoAAmAd K IIOJHOM yTpaTe HOITEBBIX ILIa-
CTUH U Cepbe3HBbIM PyOIlaM HOTTEBBIX JIOK, MIUIMH, THA-
Kejloe TIOpa)KeHMe MATKUX TKaHeld B POTOBOM IOJIOCTH,
TUIIOIUIA3MA SMAIN U TSDKEJIBIA Kapuec 3y0OoB.

[TaTOrHOMOHUYHBIN CHMIITOM — OOWJIbHAA TPAHYILI-
LIMOHHAsA TKaHb, CUMMETPUYHO OOPAa3yIOIIascs BOKPYT
pTa, B o0JIaCTU CpeJHel YaCTH JIMIA U BOKPYT HOCA,
B BepXHeM YaCTU CIIMHBI, IOJMBIIIEYHBIX BIAZWHAX
U HOITeBBIX BaJWKaX. BO3MOKHBIE CHCTeMHBIE OCIOXK-
HeHUA — TKelad IMOJUITUOJIOTMYeCKas aHeMusd, 3a-
Jilep’KKa poCTa, 3PO3UU M CTPUKTYPBI XKeJITyA0IHO-KUIIey-
HOTO TPAKTAa ¥ HOPAYKEHYE CJIU3UCTHIX 000JI0YeK BEPXHUX
JbIXaTeJIbHBIX IIyTed M MOYeIIOJIOBOIO TpaKTa, Iopa-
’KeHue II0YeK, Hapy:KHbIX 00O0JI0YeK IVIa3a U B PefKUX

Ne 4 2017



AKRTYA N B RAZ ATEHWY

oTydaax — MopakeHue KucTeil pyk. CMepTHOCTb KpaifHe
BBICOKA, OCOOEHHO B II€pPBble HECKOJIBKO JIET KU3HU,
B pe3ysbTaTe NpeKpaljeHysa NPUOaBKU B Bece, CEICHca,
ITHEBMOHUY WM OOCTPYKLIMY FOPTaHU U TPAaXewU.

[MoaTun He-Xepiulia MPOABIAeTCA 06pa30BaHUEM Te-
HepaJM30BaHHBIX Iy3bIpeil, 3po3ui U KOPOK Ha KOXe,
aTpodUIeCKUX PyOLIOB, PYOLIOBOM AJIOMEINH (<10 MY:XK-
CKOMY TUILYy»), AUCTpodUel WiIu ImoTepell HOITel, TUIIo-
IUTa3Hel SMaJI U KapueCoM.

Juctpoduyeckuii OyJUIe3HBIN SIIM/IEPMOIN3

ITpu panHOM dopme BD my3vipu GOPMUPYIOTCA IIy-
60KO0 1ox 06a3aJbHOM MeMOpaHOH, II03TOMY IIOCiIe 3a-
’KUBJIEHUA OCTAIOTCA PyOIbl. PasBuTue JaHHOU (GOPMBI
BD oObycioBieHO MyTanyell reHa, KOAUPYIOIIEro KOJ-
sared VII Tuma — KOMIIOHEHT KPeIAIuxcsa (GuOpUIL.
V3-3a aToro HapyumeHusa KpemAmyecs GUOPIUIbI PyAU-
MeHTapHbI WIN OTCYTCTBYIOT. OIMCaHbI KaK ayTOCOMHO-
peliecCMBHBIE, TaK M ayTOCOMHO-AOMHHAHTHBIE BapU-
aHTBI HacemoBaHusA JI6D.

Ilo Tumy Hacae[OBaHUA BBIAEIAIOT 2 INIABHBIX IIOJ-
Tuna JbD: I1BD u PIBD.

JIBD KIMHUYECKU XapaKTepU3yeTCsA peluJUBU-
pyIomyM oO0pa3oBaHMeM ITy3bIpel, MIWINAMU U aTpodu-
YeCKUM pyOlleBaHWeM, OCOOeHHO — Ha KOHEYHOCTAX,
a Takke gucTtpodueil U B KOHEUHOM cyeTe — yTpaToil
HOrTel. Y OGOJIBIIMHCTBA IAI[MEHTOB IOPa’KeHHe KOXKU
ABJIAETCA TeHepaJIn30BaHHbIM. BHEKO)KHBIE ITPOABIEHUA
XapaKTepHU3yI0TCA OCJIOKHEHUAMU CO CTOPOHBI >KeJIy04-
HO-KHIIIEYHOTO TPaKTa.

BeienaroT 2 nogruna /16D — TaxKeIbIl reHepaIn3o-
BaHHBIN (paHee — Ajuono-CHMeHCa) W TeHepaaus3o-
BaHHBIN JIpyroil (paHee — He-Ajuiono-Cumenca). JJIBD
TSKeJIbIM TeHepaIM30BAHHbIN XapaKTepu3yeTcsa reHepa-
JIN30BAaHHBIM 00pa3oBaHUeEM IIy3bIpei, 3pO3UAMU, aTpo-
¢budeckuMy pyGIaMU, OHUXOAUCTpOdUENd U yTPaToi
HOITeH, IICeBAOCHHAAKTWINEN INajblleB PyK M HOT.
ITopakeHHe KOXXU HOCUT OOIIMPHBIA U YCTOMYUBBLIN
K Tepanuu xapakTep. P/IBD reHepasn3oBaHHBIN APyTOM
XapaKTepusyeTcA JIOKaausalhell IysbIpell Ha pyKax,
HOTaX, KOJIEHAX M JIOKTAX, UHOTZAA — Ha Crubax, TyJo-
BUIIIE.

ITpu Bcex mopgrumax P/IBD ¢ BO3pacTOM pasBUBAIOTCA
KOHTPaKTYypbl CYCTaBOB JIOKTell M KoJIeHel, KUCTel
U croll. YacTo BCTpedaloTcsl BHEKO)KHbIe IIPOSBJIEHN,
BKJIIOYAIOIIMe B Cebs MOPayKeHUs JKeJyJOYHO-KUIIed-
HOTO M MOYeIIOJIOBOI'O TPAKTOB, BHENIHUX OOOJIOYEK
mIa3a, XPOHUYECKYI0 aHEeMUIO, OCTeOIOopo3, 3a/epPKKy
pocta. ¥V manueHToB ¢ P/IBO BBICOK PUCK OHKOJIOTHYe-
CKUX 3a00JIeBaHUM, B YaCTHOCTH OOpa30BaHUS arpec-
CUBHBIX IUIOCKOKJIETOYHBIX KapIIHOM.

JlaGopaTopHasa JUarHOCTUKA
I[I/IaI‘HO3 YCTAHABJ/INBAETCA HA OCHOBAHUU KIIMHUYE-
CKUX TIPOSIBJIEHUH U JIOJKEH MTOATBEP:KAATHCS GHOIICHel
KOXXU C UCIIOJIb30BaHMEM MMMYHOTHCTOXUMITYECKOrO aH-

TUT€HHOI'0 KapTUPOBaHUA. AHTUTEHHOEe KapTUpPOBaHUe —
OCHOBHOE CPeJICTBO HEMOJIEKYIIPHON TUAarHOCTUKY P
BD; oHO GBICTPO MOXKeT AaTh UH(POpMaNIo o Ture BD u,
TaKUM 06pa3oM, O MPOrHO3e, UCXOfie U TedeHUU 3a60Jte-
BaHUA. Kpome TOro, pesyiabTaThl aHTUTEHHOTO KapTUPO-
BaHWA JAIOT OCHOBAHUA I TeHeTUYeCKOro aHaIn3a.

AHTUTeHHOe KapTUPOBaHMNE — METOJH, OIleHKU 3KC-
TIpecCU¥ aHTUTEHOB (IJIABHBIM 00pPa3oM — CTPYKTYPHBIX
0eJIKOB) B cpe3ax TKaHU IIOCPEACTBOM MMMYHOTHCTO-
XUMUU. AHTUTE€HHOe KapTUPOBaHUE, MCIIOJb3yeMoe
BMeCTe CO CIleUu(pUIHBIMUA MOHOKJIIOHQJIBHBIMU aHTUTe-
JIaMH, IIO3BOJIAET He TOJIbKO YCTaHOBUTb OJAVH M3 OC-
HOBHBIX TUIIOB b3, HO U TO, KaKOI CTPYKTYPHBII GeJOK,
HauboJiee BePOATHO, ITOJBEPICsA MyTaruu. JaHHBIM Me-
TOZOM OIpeJesIAI0T MPUCYTCTBHE, OTCYTCTBUE WINA CHU-
JKEHHYIO 3KCIIPECCUI0 CTPYKTYPHBIX OEJIKOB KepaTHHO-
LUTOB WIM [JepMO-3IIUJAEePMaJbHOIO COeJUHEeHNH,
a TaKXXe MX pacrpefiesieHye B Iy3bIpe B KOXKe IalllieHTOB
¢ BB, TakuM 06pa3oM U ypOBeHb OOPa30BAHUA ITy3bIpeH.

HauGosee 1OCTOBEpHBIM U HAJIe?KHBIM METO/IOM JIU-
arHOCTUKU 0 TIOCJIEAHErO0 BpeMeHU OBbUIO HCCIIeNo-
BaHMe B3ATHIX IPU OHOIICHMU OGPAa3IOB KOXKU C IIO-
MOIIBI0 TPAaHCMUCCUOHHOW 3JIEKTPOHHOU MUKPO-
CKOIIMY; OZHAKO CefYyac OCHOBHBIM MeTOAOM JAMAarHo-
cTukd B craja HempAMaa MMMyHOQIIOOPeCleHII A,
TI03BOJIAIONIAA MCCIe0BaTh MOHOKJIOHAJIBHEIE U IIOJIU-
KJIIOHAJIbHbIE aHTUTENIA MPOTUB BAKHEUININX OEIKOB
SMUJepMHCca U IPaHULIb] IUJEepMUca U JepMbl, 3afel-
CTBOBaHHBIe B I1atoreHese bD.

ITpu BO ¢ MOMOITEI0 UMMYHOTHUCTOJIOTUYECKUX (MMMY-
HOTUCTOXUMUA U UMMYHOQII0OpecleHINA) MeTOAOB OIl-
pelles AT HaIu4yue, OTCYTCTBHE WIU CHIKeHHYIO JKC-
TIPeCcCUI0 CTPYKTYPHBIX GeJIKOB KepaTHMHOIUTOB WM 6a-
3aJIbHOM MeMOpaHbI, a TAKXKe pacIlpefieieHre TeX WIN
VHBIX GEJIKOB B €CTECTBEHHO 00Pa3yIOIIUXCS WIN UCKYCCT-
BEHHO BBI3BAHHBIX My3bIpAX. TaKM 06pa3oM MOXKHO yCTa-
HOBUTH YPOBEHb 0OPa30BaHUA IMy3bIpeil: BHYTPU SMUIEp-
MHcCa, Ha IpaHHlle 3NHAepMHCa U OepMbl. VMMyHO-
TUCTOJIOTUYEeCKHWe MeToAbl HapAnxy ¢ Merozamu JHK-
JIMarHOCTUKY — OCHOBHBIE CIIOCOOBI TrarHoCcTUKY B3. C ux
TTOMOIIIBI0 MOYKHO OBICTPO KiIaccuuIupoBaTh BD, ompe-
JIeJIUTh OCHOBHOM €T0 THII, CTPYKTYPHBIN OeJIoK, Harboiee
BEepOSITHO MOABEPTIINICA MyTall¥ U OIpeIeTUTh KINHU-
YeCKUH IIPOTHO3.

PesyspTaThl MMMYHOTHCTOJIOTUYECKOTO HUCCIe -
BaHUA CIOCOOCTBYIOT JATbHEHMIIEMY ITOMCKY MYTAIlWid,
yKa3bIBasg Ha TO, KakKue TeHbI, KOAUDPYIOIIUe CTPYK-
TypHbIe OEJKM KepaTUHOI[UTOB WX 0a3ajbHOU MeM-
OpaHbI, HeOOXOAMMO VICCIIeZIOBATh.

TpaHcMuCCMOHHAaA IeKTPOHHAs MUKPOCKONMA IIO-
3BOJIAET OCYIIeCTBUTh BU3YAJIMU3ALWIO U IIOJIyKOJINYECT-
BEHHYIO OILIEHKY OIIpeJleJIeHHBIX CTPYKTYP KOXXU (HUTeH
KepaTUHa, AeCMOCOM, FeMUZeCMOCOM, SKOPHBIX HUTeH,
SAKOPHBIX BOJIOKOH), O KOTOPBIX U3BeCTHO, YTO MX KOJIU-
4eCTBO W(WIH) BUA U3MeHAETCA IIPU OIlpeZieIeHHBIX IOJ-

Tunax bd.
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INocse ompegneneHuda Tulla wivd noaTumna bY ¢ no-
MOIIBI0 UMMYHOTHUCTOJIOTUYEeCKUX MEeTOJOB MOXXHO IIPO-
BEeCTH TeHeTHWYeCKUI aHaiau3. [eHeTWyecKas JIHarHO-
CTHKA JaeT BO3MOXXHOCTb BBIABUTH MyTalliH, OIIpefe-
JINTh WX TUII U JIOKAJIU3AIIIIO, 4 B ITOre — TUII HaCIe0-
BaHUA 3a00J/ieBaHUA. [eHeTUYeCKUI aHalIu3 ABJIAETCH
METOZIOM, JOCTOBEPHO HOATBEP:KAAOIMINM JUarHos. Ilpu
BD reHeTWyecKuii aHAIM3 OOBIYHO IPOBOJAT METOJOM
PSIMOTO CEeKBEHUPOBAaHU:A. [eHETHYeCKUN aHaIU3 II0-
3BOJISIET IIPOBECTH JIOPOZAOBYIO AMATHOCTUKY IIOTOMCTBA
B ceMbe, IJie eCThb IIallieHT C BD.

Jleyenue

JTHoNnaToreHeTUYECKOM Tepanuu bO He CyiiecTByeT.
OCHOBHOe MeCTO B JIeUeHUM IIal[eHTOB 3aHUMaeT Me-
CTHas Tepanwusd, [IABHBIMU LIEJIAMM KOTOPOU ABJIAIOTCA
3aIIUTa KOXXKU U CJIM3UCTBIX ODOJIOUeK OT TPaBMUPO-
BaHU:A, YBJIAOXKHEHHWe UM obecredyeHUe 3SJIaCTUYHOCTU
KOXU, CO37laHue OJarONmpUSATHBIX YCJIOBUU A 323KUB-
JIEHUST DPO3UIA, YMeHbIIIeHUsI 00JIe3HEHHOCTU U TPeioT-
BpameHusa WHQUITUPOBaHUA. A Hapy»KHOTO JiedeHUs
VCTIONB3YIOT:

® TIOBA3KY (paHeBbIe NOKPBITHS);

® KoJUIareHOBbIe TOKPBITU;

® Masy;

® QOUOIUTACTUYECKUN MaTepUas C BBICOKUM pereHe-

PaTOPHBIM MOTEHIIVAJIOM;
® Tlepeca Ky KyJIbTUBHPOBAHHBIX AJUIOTeHHbBIX Kepa-
TUHOLIUTOB.

B HacToAIllee BpeMA OCHOBY MECTHOIO JiedeHusa bD
COCTaBJIAIOT Hea/ire3uBHbIe IOBA3KU (MenuTesb, MeIlu-
JIEKC, YPrOTIONb, BOCKOIIPAH, aTpayMaH, OPaHOIMH, I1a-
pampaH, KIMOTeKC U Ap.). OCHOBHOe HUX CBOMCTBO — OT-
CYTCTBHIe IIPOYHOTO KOHTAKTA C BIAKHOU IIOBEPXHOCTHIO
3PO3Ull U A3B M OKPYXKAIOIIeH KOoXKel, 4To obecrieqynBa-
eTcA HauyueM I'uapodo0GHOTro HIDKHEro CIos. I10BA3KYU
HEIUIOTHO IIpWIeraloT K Ko)Ke M aTpaBMaTU4HO yhasd-
I0TCA. BBICOKasdg 37IaCTUYHOCTh HeaJre3WBHBIX ITOBA30K
TI03BOJIAeT MOJEJNPOBAaTh MX B COOTBETCTBHUM C peilb-
eboM koxu. IloBepx rupodoOGHOro CI0A PACHOIATAIOT
COPOMPYIONTUM CJIOM, YaCTO COAEPIKAIIUI aHTUCEITUYe-
CKUe, aHTUOaKTepUaIbHbIe, 00e300JIMBAIOIINEe U pereHe-
pUpyloIIye BellecTBa (KOMOMHUPOBAaHHBbIE IOKPBITHS).
K KOMOMHMPOBAaHHBIM MOKPBITHUAM, COAEPKAITAM aHTH-
CEeIITUKU, OTHOCAT TIApaIipaH M GaKTUTPAC (C XJIOPTeKCHU-
auHoM), akTuBTekC XJI u XBUT, resnemnpaH (C MUpaMU-
CTUHOM). AHTUOAKTepUAIbHbIE CPEACTBA COJEPXKAT IIO-
BA3KU aKTuBTeKC X® u OXP, BockompaH (c JeBoMe-
KOJIeM), TIOJIUTIPAH (C AVUOKCUIUHOM); OGaKTepUIUTHOe
JIeVICTBYIe OKa3bIBAIOT TAKIKe IIOBA3KU C CO/lep:KaH1eM ce-
pebpa: aTpaymaH Ar, MemWIeKC, YProTioib, YProcopo.
K TOKpBITUAM, MMeNUM 00e300UBAoIe CBOMCTBA
(TMIOKaWH), OTHOCAT TeJIelpaH, MmoaumpaH. OObIYHbIE
MapJieBble TIOBA3KU Cceifyac He UCIOJIb3YIOT, TAK KaK OHU
TIPUCHIXAIOT K KOXXe W IIPHU IIOIBITKe UX CHATH IIPOWC-
XOZAUT ee AOMOTHUTeIbHAS TpaBMaTu3anys. Ho o6braHbIe

MapJieBble U TpyOdaToceTdaThle GUHTHI MOXKHO HAKJIaIbl-
BaTh IOBEPX PAHEBbIX IOKPBITHUN MIA GUKCAIUU (BTO-
puuHad moBaAsKa). C 3Toil 3azjavyell Jydllle CIPaBIAI0TCA
COBpeMeHHbIe OUHTHI (11exa-xadr).

Ko 2-#1 rpynme Hapy>KHBIX CPeACTB OTHOCAT KoJUIare-
HOBBIe, TUJpOresieBble U THAPOKOUIONJHBbIE IOKPBITUA,
IIOTHO IIPUJIETAONTVe K 9PO3UAM U JHY A3B U CO3AA0NTIe
YCJIOBUA AJIA JIy4IIero 3a:KuBjIeHus. K KosrareHoBbIM IIo-
KPBITUAM OTHOCATCA KosutaxuT III, xowtaxut A, Mety-
paxoJ1, KoMOyTeK, remuciiod. OCHOBHOI KOMIIOHEHT KOJI-
JIAT€HOBBIX IOKPBITHM — I'yOKa K3 ObIYbero KOJUIAreHa,
KOHTaKTHUPYIONIAs C PAaHEBBIM 3KCCYZATOM; MOBA3Ka HaOy-
XaeT, ONITUMAaJIHO IOKPbIBasA paHeBbIH JedeKT, U 3aTeM
BBICBIXAeT, OCTaBAsICh HA paHe JI0 ee 3KUBJIEHUA WIH JI0
HeoOXOJVIMOCTH ee CMeHEI. B KosutareHOBbIe I'yOKU H00aB-
10T o6e3bosuBaomue (Koutaxut PA), aHTUCeNTHYe-
ckue (kowtaxut III) ¥ 3aKUBJIAIOIIVE BellecTBa (MeTy-
paxkoJ). Ocoboe MeCTo B 3TOH IpyIIle 3aHUMAeT IUIacThye-
ckuii Matepuan Integra (Integra LifeSciences-Holdings
Corporation, CIIIA), KOTOpBIiI He HMeeT TIy04YaToro
CTPOEHMA U COCTOUT U3 2 CJIOEB: BHYTPEHHETO0, IPUJIerao-
Iero K paHe M cofieprKalllero KojulareH, U Hapy»KHOro, Co-
CTOSAIIIEr0 U3 CUHTETMYEeCKOrO MOJIMCUIOKCAHOBOTO IIOJIH-
Mepa. B 3Ty ke I'pyIIly BXOAAT KOJUIareHOBbIe THJpOren
(3MasaH) ¥ TUIPOKOJUIOUIHbIE ITOKPBITUA (BUTeCTOJ, TUJ-
pocop0, THAPOKOJ, IpaHydieKc, COpOIrOH), OCHOBHBIM
KOMIIOHEHTOM KOTODBIX ABJIAETCA TIHUAPOKOJUIOMIHBIN
CJIOH, MPEeBPAIIAOIIUNACI B paHe B reib. O6pasyonuicsa
rejib CBA3BIBAaeT OAKTEPUM U TKaHEBBbIN JNEeTPUT, CO3AaBasd
6JIarONpUATHBIE YCJIOBUA JUIA 3AKUBJIEHUA PAaHEBBIX II0-
BEepPXHOCTel.

K 3-i1 rpynme cpefCTB Hapy»XHOTO AEeWCTBUA OTHO-
CATCA YBJIQKHAIONINE Masy U KPeMbl, CIIOCOOCTBYIOITe
VIYYIIeHUIo IIPOLIeCCOB KepaTHMHU3AIUY, ITOBBIIIEHUIO
MATKOCTH, NPOYHOCTH U NIACTUYHOCTU KOXKHU U ee yC-
TOMYMBOCTU K MeXaHW4YeCKOMY TpaBMUPOBaHMUIO. Ma3sy,
cofiep Kamiye BUTAMUH A (DaJileBUT, BUIECTUM, PeJeli),
a Tak’Ke JledeGHbIe KOCMeTUYEeCKYe CpeiCTBA HAHOCAT Ha
CyX¥ie Y9aCTKU KOXKY IT0CJIe 3aKUBJIeHus aposuiil. Cpesu
VBIGLKHAOIUX Ma3ell U KpPeMOB BBIJEJIAIOT TPUK3epa,
aricuza KpeM-resib, TOIUKPEM U Jp. 3a pPy6e:KOM HCIIONb-
3yI0T TakKe Oesblii mapaduH. IIpy JUIUTeIbHO He 3a:KU-
BaOIIMX fA3BaX II0 WX Iepudepry HAHOCAT MasH, CIIO-
COOCTByIOIIYE JIyYIIEMy 3a)KUBJIEHUIO — C BUTAMIHOM
A (pazeBuT, BUIECTHM), AEKCAIAaHTEHOJIOM (OelaHTeH),
reMoOZiepUBaTaMM TeJIAdbeld KPOBU (COJIKOCEPWI, aKTO-
BeruH). [Ipu pasBUTHH MHPUIIMPOBAHUA IIPUMEHAIOTCA
KOPOTKUMU KypcaMmu (5-7 AHel) aHTUOAKTepUaTbHbIe
Ma3u (MOJIUMUKCUH M, GaHeomuH, 6akTpobaH, Qy-
IIUVH).

CpezcTBa, OTHOCAIIMECA K GMOIUIACTUYECKHM MaTe-
puanaM (4-1 Tpynma) ¢ BBICOKMM pereHepaTOpHBIM IIO-
TEHITUAJIOM, B II€PCIIEKTUBE CIIOCOOHBI DPElINThH IIPO-
6yieMy OBICTPOTO 3)KUBJIEHUA PaHEBBIX JedeKTOB IIpU
bD. OHM cozep:kaT KJIETKU U BEIIEeCTBA, POACTBEHHBIE
WIN UAeHTUYHbIe CofiepKallMMcA B KOXKe YesoBeKa.
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Cpeny OGUOILTACTUYECKUX MAaTepUAJIOB BBIAEIAIOT IUIA-
crryeckuit Matepuan OrCelmatrix (Ortec International
Inc., CIIIA), Apligraf (Grafskin) (Organogenesis, CIIIA),
I'mamaTtpukc (Hyamatrix, Poccus). OrCelmatrix coctout
U3 KOJUTAT€HOBOI I'YOKHM, B TYEHKAX KOTOPOU pacrojiara-
I0TCSI aJUIOTeHHBbIe KepaTUHOIUTHI U (PUOpPOO6IIACTEI.
Apligraf, no crpykrype a"ajgormuyHbeiii OrCelmatrix, ot-
JIM4aeTcsA OT HeTo JOIOJTHUTETBHBIM CoJlep:KaHueM Oro-
JIOTUYeCKV aKTUBHBIX BelleCTB U IIUTOKWHOB, KOTOpbIe
YCKOPAIOT pereHepanyio. ['MamMaTpHKC B KauecTBe OCHOB-
HOTO KOMIIOHEHTa COAEPKUT XUMHUYeCKH MOAUGUIINPO-
BaHHYIO TMAJIypPOHOBYIO KUCIOTY. [lox Bo3zmeiicTBueM Y&-
00JIydYeHUsA TPOUCXOAUT CIIMBAaHUE ee MaKPOMOJIEKYI,
mocjie yero 6romMaTepuas IpUOOpPETaeT CBOMCTBA, 00ec-
TeYHBAIOIYe TPEHAYK PAHBI U CO3aHVe BJIarOIMPUSATHBIX
YCJIOBUH I ee 3KUBJIEHUS.

K 5-11 rpymne cpeicTB Hapy»KHOI Tepaluyl OTHOCATCA
Iepeca)kuBaeMble KYJIBTUBUPOBAHHbIE aJUIOTEHHbIE Ke-
patuHOIUTHL. KylTETMBUpPOBaHYe ayTOTeHHBIX KepaTUHO-
LIUTOB KOXU C HOPMAaJbHOM CTPYKTYypOM 3aHMMaeT
2-3 Hepn. Y 60sbHBIX BD ckopocTh mposudepaiiuu Kepa-
TUHOLMTOB CHIKAETCA IIPONOPIIMOHATIBHO BO3PACTY, UTO
3aTpyIHAET WCIOJIb30BaHUE UX COOCTBEHHBIX KJIETOK.
TouHbI MeXaHU3M 3a)KUBJIEHUA NPU IIPUMeHeHUU aj-
JIOTEHHBIX KepaTUHOIINTOB HensBecTeH. [Ipeosaraercs,
YTO Iepeca’kKeHHbIe KePATHHOLUTHI BHIPAOATHIBAIOT (PakK-
TOPBI POCTa, IUTOKWHLI U APyrye OHOJIOTUYECKU aK-
TUBHBIE BeIeCTBAa, CIOCOOCTBYyIOIIUE IIposudepaiuy,
MUTpanUi KJIeTOK U pednuTenusanuu gedexrta.
Y GosbHBIX BD mporiecc 3a)KUBJIEHUS OTMeYeH Ha 7-€
CYTKM IIOCJIe TlepecajKy KyJIbTHBUPOBAHHBIX KepaTUHO-
LIUITOB, KOJIMYeCTBO Jie()eKTOB Ha KOKe YMEHBIIAeTCs Ha
50%. Yepe3 3 Hex IIOCjIe JieueHUA SPO3UBHBIE YIaCTKU
Ha KO)Ke TIPOJIOJDKAIOT ITOABJATHCA, HO BBIPAKEHHOCTH
5po3Uuil 3HAaUUTEeJIbHO yMeHbIIaeTCsd 0 CPaBHEHUIO C Ta-
KOBOMH JI0 IIepecaiKu.

JleueHue JTIOOBIX OCJIO}KHEHU TaK)Ke HOCUT CUMIITO-
MaTU4YeCKUI XapaKTep U HaIpaBJIeHO Ha MoAJep:KaHue
PaboThI BceX OPTraHoB U CHUCTeM. [1alllieHThI C TAKeIbIMU
noATUIIaMU BD 4acTo Hy»KZAI0TCA B XUPYPruUiecKoM BMe-
IIaTeJIbCTBE HA JKeTyZOYHO-KUINIEeYHOM TpPaKTe U B OIle-
panyAx Mo pasfeieHUIo MaIblieB.

[Tpu MBIThe peGeHKa HeoOX0AMMO 136eraTb MexaHu-
YeCKOro TPaBMUPOBAaHUS KOXKHU. A ofeKIbl M 00yBU
crefiyeT YIOTPeOIATh MATKYE MaTepuabl, U36eratb ro-
pAdelt v TBepZoil UIY. B HacToAImee BpeM:A BO3MOXKHA
ycoelrHasd OpToIlefuyecKas PeKOHCTPYKIMA MCKae-
YeHHBIX KUCTE.

IepcrieKTUBEI JledeHU: Oy/UIE3HOT'O SIIH/IepMOJIN3a
CyIecTBYIOT 3 OCHOBHBIX IIepCIeKTHBHBIX BHJA Te-
pamnuy: IpoTenHOBasA; TeHHasA U KJIeTOYHas.
[IpoTerHOBasA TepamusA 3aKJIIOYAETCA BO BBeJeHUU
B KOXXy 6eJIKa C HOpMAJIbHBIMU CTPYKTYPOH U QyHKIUeH,
3aMeIaromero fedeKTHbIA OeyoK. [IOMBITKY IPUMEHNTD
TaKOH IOAXOJ IeJIAI0TCA BO MHOTUX 00JIaCTAX MeAULIVHBL

3HauUTeNIbHbIe TPYAHOCTU BO3HUKAIOT IIPA UCIIOJIB30-
BaHUM IIPOTENHOBOM Tepanuu Ipu b3, Tak Kak ajiA aToro
HICTIONB3YIOT ClienruyecKye CTPYKTYpHBbIe GeJIKM (KOJI-
sares VII Tuma, cy0ObeAUHUIBI JAMUHIHA 332), KOTOPbIM
IUIA TIPOsIBJIEHNs (YHKIIMOHATBHOM aKTUBHOCTU HEOOXO-
JVIMO TIPOUTH PAJ 3HAYMTENbHBIX U3MEeHeHUM, YTo U Co-
CTaBJIfgeT OCHOBHYIO CJOKHOCTb HX IIpUMEHeHHUA.
Hanpuwmep, ipu PIBD kosutareH VII Tuma fo/mkeH IpoONTH
BCe CTaguu KOHGOpMAaIyM AJA ONTUMAJIBHOIO BCTpau-
BaHUA B CTPYKTYpPY AKOpHBIX (pubpmwwi. Kpome Toro, He-
00XOIUMO 00eCIIeYUTh MOJTHOLEHHYIO aAre3Ui0 MOJIEKYIT
KOJUIareHa K JINTaHAAM 06a3aJbHON MeMOpPaHBI sIuzep-
muca. Ilocre mpoBefeHUs NPOTEMHOBOM Tepanuy BO3-
MOKHO PasBUTHE ayTOMMMYyHHOIrO OTBeTa. Emle omHO 3a-
TpyZHEHUue - BBIOOD cIocoba BBeJeHUSA OesKa.
IIpoTenHOBaA Tepanu:A B CIydae IIPeooeHN YKa3aHHbIX
TPYAHOCTEN, CMOXKeT 00eCreYuTh ObICTpOe KIMHHYeCKU
3Ha4YMMOoe yIy4IleHue COCTOAHUSA MallieHTOB.

leHHadA TepamusA 3aKI04aeTcs B 3aMeHe JedeKTHOIo
reHa Ha HOpPMasbHO (GyHKUIMoHupyloomui. [Ipu BD uc-
TIOJIB3YIOT 2 MeTOJa: 3aMeHy Je(eKTHOIO IeHa B y4acTKe
KOXU C IoUIefiyolnel TpaHCIUIaHTallel MalueHTy WIN
BBeZleHHe (PapMaKOJIOTUYeCKUX CPefCTB Ui KOPPeKIUHU
NPOLIeCCOB PEIUIMKALUY, TPAaHCKPUIIIVU, TPAHCIALVN.
IIpu 1-M crocobe JleueHUA B 3aBUCMMOCTU OT IIyTU BBe-
JleHUA TeHeTUYeCKOIo MaTepuaa BhIAEIAIT METOAUKY in
vivo 1 ex vivo. Crloco6 in vivo OCHOBaH Ha CIIOCOGHOCTH
KJIETOK abcopbupoBath Iwiasmuzanyio JHK, comepskairyio
HOpPMaJIbHBIE TeHbI. [IpeABapUTeIbHO OCYILIeCTBIACTCA
(YIIAKOBKA» TeHETUYECKOTO MaTepHhaja B BEKTOPHYIO MO-
JIGKYJLy (Hampumep, JIUIIOCOMBI, BUPYCHI). IlnasMugHyio
JHK BBOAAT ¢ NOMOIIBIO BHYTPUMBIIIEYHOU, BHYTPU-
KOXXHOU WIN BHYTPUBEHHON NHBEKIIMH.

[Tpu MeTOze ex vivo HOpMaJIbHO (DYHKIITMOHUPYIOIIII
TeH CHayaja IePeHOCUTCA B KJIETKU, KyJILTUBUpPYyeMbIe
B JIaOOPAaTOPHBIX YCIOBUAX, a 3aTeM HUX IIOMeNaloT
B TPaHCIUIAHTAT . [Ipy 5TOM MeToze NPUMEHAIOT Bellle-
CTBa, BO3JEMCTBYIOIIMe Ha IIPOIeCChl pean3alluyl reHe-
TU4YeCKOU HMH(POpPMaIuM (CUHTe3 PasIWYHBIX MOJIEKYJ
PHK, Genka). Cpeniu HUX BBIJEJAIOT BIMAIONME Ha
CIUTAaWICUHT, aMUHODIMKO3U/BI, IMpeKpaljaolye JeicT-
BlUe CTOI-KOJIOHOB, a TaKXKe CPe/iCTBa, 00eCcIeyrBaloIye
MEeXaHU3M (HOKAayT — 3aMeHa» (OTKJIIoUYeHre paboThI Je-
(eKTHBIX T€HOB M 3aMeHa UX Ha HOpMaJIbHbIe). BriepBble
MeToJ, TeHHON Tepamuu ObUI IpPUMEHEH B
2006 r. y 6oJbHOrO IorpaHuYHbIM BD. Yepesz 3 roza
TPaHCreH IMPOJAOJDKANI 3KCIIPeCcCUpoBaThcA. B mepeca-
YKeHHOU KO)Ke 0TMeYaJIoCh CTOMKOe yBeJInJeHre KoIuJe-
cTBa (YHKIIMOHAJIBHO AaKTUBHOTO JIAMUHHWHaA 332.
OCHOBHBIE (JIOKHOCTH T€HHOH Teparuy — BO3MOXXHOCTb
PasBUTHUA ayTOMMMYHHOW peaKIIUM, BOCCTaHOBJIEHUA
CHOCOGHOCTY BUPYCHBIX YaCTHI] BHI3BIBATh PAa3BUTHE UH-
dexoHHOrO TMpoIiecca (Meton BBemeHua JHK in vivo),
BBICOKAas CTOMMOCTb U Ap. Eciiu mpeoposneTs 3TU TPyA-
HOCTH, JAaHHBIA BHJ JIEYEHUA MOXET CTaTh IepCIeK-

THUBHBIM.
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KireToyHas TepanuA 3aKII04aeTcs BO BBeJJeHUU B Op-
raHU3M YeJIOBEKA KJIeTOK, CIOCOOHBIX 3aMEHUTh IeHeTH-
4eCKHU NOBPeXAeHHbIe. MeTo/ KJIeTOYHOH Tepaniy BKIIIO-
yaeT B ceOA MHBEKIIMOHHOE BBeZleHre B KOXy Gubpobira-
CTOB, UCIIOJIb30BAaHUE ITOJINTIOTEHTHBIX CTBOJIOBBIX KJIETOK,
a TaKXKe IlepecaZiKy KOCTHOIO Mo3ra. 1-i c1moco6 OCHOBaH
Ha CHOCOOHOCTH (GUOPOOJACTOB CUHTE3UPOBATH JOCTA-
TOYHOe KOJIMYeCcTBO KoJUlareHa Jyid obecriedeHus IIOJTHO-
LIEHHOU CBA3M MEXJY 3IUIePMHCOM U JilepMoil. B mccre-
JOBaHMAX Ha Mblmax ¢ PJIBD oTMedyeHO, UTO MaKCH-
MaJIBHBIA CPOK (YyHKIMOHUPOBaHUA GuOpobIacToB — 28
nHeii. Ho 6Grarozaps JUIMTeNbHOMY IIepHOAY IIOJyBbIBe-
JeHuA KosutareHa VII THIa MOJIOXKUTeNbHBIN 3(pdeKT Te-
panuu oTMevasnca AoJblle (1o 70-100 gHeir). B manb-
HelilmeM HeoOXOJVMa ONTHMH3aIlUA KYJIBTYpPaJbHbBIX
CBOWICTB KJIETOK JyIS YBeJIWYeHUA IIPOJOJDKUTENIbHOCTU
HX CyIlecTBOBaHMA B JiepMe. [lepecaka KOCTHOTO MO3ra
UrpaeT 3HAYUTEIBHYIO POJIb B BOCCTAHOBJIEHUY ITOBPEX-
JIeHHBbIX OPTaHOB, B TOM YHCJIe U KOHM. OHa ITIO3BOJIAET
YCIWINTh CTPYKTYPHYIO IIPOYHOCTH KOXKH, obecrieqmBasd
OpPraHU3M Ha IPOTHKEHUU BCEeH >KU3HU CTBOJOBBIMU
KJIETKaMU KOXXH 6e3 reHeTH4IecKUX JedeKToB. XOTd Iepe-
CaZKa KOCTHOTO MO3ra M SBJIAETCSI XOpOoUIo paspabo-
TaHHOM MEeJUITMHCKOM IIpoLeNypoi, OTMe4eH BBICOKUM
PUCK Pa3BUTHA OCIOXKHEHUH y 60JbHBIX BD, 4yTO OorpaHu-
4UBaeT BO3MOXKHOCTHM ee IpUMeHeHHA. MeToJ, IOJIHIIo-
TEHTHBIX CTBOJIOBBIX KJIETOK OCHOBAaH Ha HCIIPaBJIEHUU
CTBOJIOBBIX KJIETOK ITyTeM IIepelporpaMMUPOBAHUA COO-
CTBEHHBIX KJIETOK KOXKM ITaIfMeHTa, YTO JieaeT UX CXOJ:-
HBIMU C SMOPHOHAIBHBIMU CTBOJIOBBIMY KJIETKAMIL.

KineTouHas TepamuaA — NepCIeKTUBHBIM MeTOJ Jie-
4yeHuA bY, HO B HacTtoAmee BpeMAa B Poccuu ee mpume-
HeHHe OrpaHHMYeHO OTCYTCTBHEM 3aKOHOJaTeIbHOH
6asbl.

Bce mepeurncieHHBIe MeTOJBI 32 PyOeXoM Haxo-
JATCA Ha JTame pa3paboTKU U KIWHUYECKUX HCIbI-
TaHUU. [IoKa X NMpUMeHeHNe 3aTPyJHEHO OTCYyTCTBHEM
JOCTaTOYHOU JIOKa3aTeJIbHOU 6a3bl M BBICOKOUM CTOMMO-
cThI0. HecMOTpA Ha 3HAUMTENIBHBIA IIPOrPeCcC MOJEKY-
JIAPDHOM TeHeTUKHN M TOYHOe OIpefiesleHNe NCTHUHHBIX
TIPUYMH BO3HMKHOBEHUs pasHbIX popMm BD, addexTus-
HOTO CrIenM(pUIecKoro JedyeHUA He cymiecTByeT. CTapble
MeTOABbl OTBEPrHYThI KaK Hea(Q(eKTHUBHbIC, U B Ha-
CToAIllee BpeMs OCHOBHBIM MeTOZIOM JiedeHuA BD ABia-
eTCs CUMITTOMaTH4YecKas, IperuMyIeCTBeHHO Hapy>KHasd,
TepanusdA. [IpoTeMHOBasA Tepanud, TeHHasdA U KJIeTOYHasd
HYKJAIOTCA B IOPabOTKe U JOIOJHUTEIbHBIX KINHIJe-
CKUX WCIBITAHUAX, HO B IIEePCIEKTHBE OHU CIIOCOOHBI
pemuTh npobieMy JeueHud B3.

Hetu, crpajatomye bBD, ocoGeHHO TKeabiMu (Hop-
MaMH, ZOJDKHBI HaXOJUThCA IO AVCIIAHCePHBIM HabJIIo-
JleHreM JlepMaToJjiora, IejaTpa, opToleja M Iepuojy-
YeCKH NoJIy4aTh KOMIUIEKCHOe JIedeHHe B CTallFioHape.

[TporHo3 npu npocroit ¢popme BD OG1aronmpuATHBI.
Bosee Tsmxerble popMel 3a601€eBaHIA He IO3BOJLAIOT Jja-
BaTh IIOJIOKUTEJbHBIX IIPOrHO30B. IlepBuyHad mpodu-

JIaKTUKa BD 3akimioyaeTca B IpoBeZileHUY IIepUHATAIBHOU
JUATHOCTUKU. IIpu TaKeoM Hac/IeICTBEHHOCTU (Ha-
JIyve B ceMbe CIy4daeB JUCTPOGUUEeCKON WU 3J0Kave-
CTBeHHOU ¢opMbl bD) pekoMeHIyeTCA TUCTOJIOTUYECKOe
HCCTefioBaHYie OUOMTATA IUIOJA. Buolicua TKaHel poBo-
mutcsa Bo Il Tpumectpe G6epeMeHHOCTU II0J] KOHTPOJIEM
Y3U.

YyeHbIe uccIefy0T BO3MOXKHOCTHU JiedeHUA bD 1o 3
HAIpPaBJeHUAM TepalvU: TeHHOU, IPOTEeNHOBOU (6e-
KOBOHM) U KJIETOYHOM (UCIIOJIb30BaHUE CTBOJIOBBIX
KJIETOK). Bce aTU BUABI JleyeHUA HAXOHATCA HA Pa3HBIX
aTamax paspaboTku. VsydyeHueMm u JjieyeHvieM BD 3aHu-
maerca MexayHapogHaa acconuanua DEBRA
International, ocHoBaHHas B 1978 r. B BelukoGpuTaHuy.
Acconmanuisi HaCUUTHIBaeT Gosiee 40 CTpPaH-YYaCTHWUII,
B KQK/JIOM U3 KOTOPBIX JIeCTBYIOT HAITMOHAIBHBIE HAY4-
HO-MeJVIVHCKYe ITeHTpbI u3yueHuA bO. [IpencraBurenemM
Acconyaniyu B Poccuu ABiserca ¢onp «BDJIA Jetu-
6a6O0UKM».
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EPIDERMOLYSIS BULLOSA
G.V. Eremina; Associate Prof. VV. Skvortsov, MD;
E.Zh. Satueva; Kh.M. Muradova; S.A. Vvedensky;
Yu.A. Belova; AV. Skvortsova; F.F. Abbasbeili;
S.A. Sarmoeva; L.Ya. Ismailov
Volgograd State Medical University
The paper gives information on epidermolysis bullosa,
a disease characterized by skin and mucosal blisters and
erosions, vulnerability of the skin and its sensitivity to
mild mechanical injury.
Key words: epidermolysis bullosa; type of inheritance; clinical
manifestations; treatment; care.
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