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BBEJIEHUE

AKTYaJbHOCTH TeMbI

Bpoxnennsiii Oysuie3Hslid snuaepmonus (BbJ) — ato rpymnmna renoaepmaTosos,
OOYyCJIOBJIEHHBIX MYTallUsIMU B T€HaX CTPYKTYPHBIX OCJIKOB J1€pMO-3MHUAEPMAIBLHOTO
coequHeHus (/I9C). OCHOBHBIM KIMHUYECKUM MpPU3HAKOM ¢ JoObIM TunoM BbO
ABJIeTCSl 00pa30BaHUE IMy3bIpEH W/UIM SPO3UN Ha KOXKE M CIM3UCTBIX 000JOYKaxX B
OTBET Ha HEe3HAYUTEIbHYI0 MexaHudeckyto TpaBmy (Fine J.D., Bruckner-Tuderman L.,
Eady R.A. et al. 2014, Ky6anoB A.A., KapamoBa A.D., Monuakogckas E.C., 2020). Jlns
BBD xapakrepna manudectanus 3a00JieBaHHUS C POXKIACHUS WIM TMEPBBIX AHEH U
mecsineB xku3Hu (Fine J.D., Bruckner-Tuderman L., Eady R.A. et al. 2014, Kyb6anos A.
A. u np., 2019). BBD otHocutcs k opdanHbiM 3aboneBanusM (Aronson J., 2006).
Pacnipoctpanennocts 3a6osieBanus (Ha 1 000 000 HaceneHus1) B pa3au4HBIX CTpaHAX
BapbUpyeT B WIMPOKUX mpenenax — ot 3,8 B Jlanuu (Vahlquist A., Tasanen K., 2010)
10 49,0 B otnanauu (Horn H.M., Priestley G.C., Eady R.A., Tidman M.J., 1997). B
2014 romy BmepBble MPOBEICHA OLEHKAa pacrnpocTtpaHeHHocth BBD B Poccuiickoii
®enepanuu, kotopas BapsupoBasia ot 0 1o 19,73 na 1 000 000 Hacenenusi, cocTaBisis B
cpennem 3,64 na 1 000 000 nacenenus (KybGanoB A.A., AnpbanoBa B.U., Kapamosa
A.D., Yukun B.B., Menexuna JI.E., bormanora E.B., 2015).

ITo tunmy nacnemoBanus rpynna BbBD renernuecku nHeomHopoana. IIpoctoit
Oymesnsiii snuaepmonu3 (I1BD) waciemyercs mnpeuMyHIECTBEHHO IO ayTOCOMHO-
noOMUHaHTHOMY Tuiy. [lorpannunsiii Oysuiesnsiid anuaepmonus (IIrpbd) nacnenyercs
ayTOCOMHO-PEIECCUBHO, a nuctpoduueckuit b3 kak ayTOCOMHO-IOMHHAHTHO, TaK H
aytocomHo-penieccuBHo (Fine J.D., Eady R.A., Bauer E.A. et al., 2008). Tun myTanuii,
MPUBOJAIIMX K Pa3BUTHUIO Pa3IMYHBIX moatunoB BBD, ompenenser pasnoobpazue u
TSHKECTh KIMHUYECKUX MPOSIBICHUN. TSHKECTh HEKOTOPBIX KIMHUYECKUX TMOJITHUIIOB
HACTOJIBKO BEJIMKA, YTO MIPUBOJIUT K JICTAIHHBIM UCX0/1aM B nepBbie AHU ku3HM (Fine et
al., 2014; Kelly-Mancuso G., Kopelan B., Azizkhan R.G., Lucky A.W., 2013).

K Takum moarumamM OTHOCHTCS TSDKEIbIN perieccuBHBIN aucTpodudeckuii (PIBD)

(Fine J.D., 2010). Tsxenwiii PJIBD xapakTepu3yeTcsi BOBICYEHHEM BCETO KOMXHOTO



MOKPOBA U CIM3UCTHIX 000J0YEK BHYTPEHHUX OPraHOB, B OCOOCHHOCTH MOJIOCTH pTa U
NUIIEBOAA. MHOXXECTBEHHBIE IIy3bIpM M 3PO3UBHO-SA3BEHHBIE JI€(DEKTHI, KOTOpHIE
MOCTOSIHHO BO3HHUKAIOT HE TOJIBKO BCJIEACTBUE TPaBMbI, HO U CIIOHTaHHO, MPUBOIAT K
nporpeccupyromemMy pyOleBaHui0 U 00pa30BaHMIO PACHPOCTPAHEHHBIX OYaroB
pyO10BOM aTpoduu, NCEBAOCUHIAKTIIINN, NedopMalnii KUCTEH MO TUITY «BapEKKW»,
koHTpakTyp cycraBoB (Fine J.D., 2010, Fine J.D., Johnson L.B., Suchindran C. et al.,
1999, Ky6anoB A. A. u ap., 2019).

Hnst auarHoctukn BBD u Bepudukanuy KIMHMYECKOTO AMArHO3a MPUMEHSIOT
METOJbl HUMMYHO(IIFOOPECIEHTHOTrO aHTUreHHoro kaptupoBanus (MAK) w/mnum
TPAaHCMUCCUOHHOM 31eKkTpoHHOU MuKpockonuu (TOM) (Has C., Bauer J.W., Bodemer
C. et al., 2020). DT MeTOIbI MO3BOJIAIOT ONPEACIIUTh YPOBEHb 00pa30BAHMS ITy3bIPsS B
Koxke OonbHbIX BBD mia nuddepeHnmanbHOM IHArHOCTUKUM MEXIYy OCHOBHBIMU
TUNaMu 3a0oJjieBaHus. B Hacrodiee BpeMsl IIHPOKOE pPacHpOCTPAaHEHHE TaKKe
NOJIyYHJIa TE€HETUYECKas JHUAarHOCTHKA, KOTOpas MO3BOJIIET ONPEACIATh MYTAallUHd B
IeHax CTPYKTYpHBIX OEJIKOB, BOBJICUYEHHBIX B maroreHe3 3abozneBanus (Has C., Bauer
J.W., Bodemer C. et al., 2020).

OmgHuM W3 TPYOHO  JIMAarOCTUPYEMbIX  ociokHeHud  BBD  saBnsercs
riockokiieTounblit pak koxu (IIPK) (Mellerio J.E., Robertson S.J., Bernardis C. et al,
2015). ITo nanaeM Fine J.D. u coaBTopoB (Fine J.D., Johnson L.B., Weiner M., Li K.P.,
Suchindran C., 2009) ero pa3BuUTHIO CIOCOOCTBYET Haluyue IauTenbHO (Oonee 1
MeCAlla) HE 3aXUBAIOIIMX 3PO3UBHO-SA3BEHHBIX JE(DEKTOB KOXKHU, XapaKTEPHBIX B
oomnpieii crernenu ais Tsokenoro PJIBD (Mellerio J.E., Robertson S.J., Bernardis C. et
al, 2015).

OcHoBHBIM MeTOJIOM JeueHus BBD sBnserca mnpoBeigeHHE NEPEBS30K C
NPUMEHEHUEM HEAJTre3UBHBIX ATPABMATHYHBIX IEPEBSI30YHBIX CPEIACTB COBMECTHO C
KOppekuuen ociioxkHeHui. IlaToreHeTnyeckue W 3THUOJIOTMYECKUE METOJbI JICUEHUS,
KOTOPBIM OTHOCST OEJIKOBYIO, KJIECTOYHYIO M T€HHYIO TE€paruio, HaXOISATCs Ha pa3HbIX
Tanax KIMHUYECKUX HccienoBaHuid. Llempro 3THMX METOAOB JIEYEHUS SIBISETCS

COKpamCHUE CPOKOB IJIIUTCIU3aAlUN JIUTCIIBHO HE 3aXKHMBAIOIIHUX 3p03HI>'I n 4A3B U



BOCCTAHOBJICHHE CHMHTE3a CTPYKTYPHBIX OCIKOB B 30HE OazanbHOUW MemOpanbl (Petrof
G., Abdul-Wahab A., McGrath J.A., 2014, Ky6anoB A.A., KapamoBa A.D.,
Momnuakosckas E.C., 2020). KneTounas Tepanus 3aKkj04aeTcsi BO BBEJACHUU KJIETOUYHBIX
KYJbTYp, CHOCOOHBIX 3aMEHHUTh (DYHKIIMIO TEHETHYECKH TIOBPEXKIACHHBIX KJIETOK.
Hampumep, mpu PJIBD akTyanpHbIM MpeACTaBISETCS BHYTPHUOYAroBOE BBEJICHUE
¢bubpobiacToB, oTBeHarOmMX 3a cuHTe3 koyuareHa VII tuma. BBugy cHukeHus uiu
OTCYTCTBUSA €ro MpoayKuuu y OonbHbiXx PJI[BD mnpumMeHeHue amIOreHHBIX
¢bubpoOIacTOB OT 3J0POBBIX JOHOPOB MPEICTABISAET COOOM MEPCHEKTUBHBIA METO
Tepanuu, HAIpaBJICHHBIH Ha YCKOPEHUE 3aKHUBJICHHUS JIMTEIBHO HE 3a)KMBAIOIIUX
pPO3Ui/sI3B W O0JajarolmMii  MaTOTEHETMYECKUM  MEXaHU3MOM  JICMCTBUS,

3aKJII0YarOIIMMCS B BOCCTaHOBJIGHUHU cMHTe3a KojutareHa VII tuna B 3one [19C.

CreneHb pa3padOTAHHOCTH MPO0JIEMBbI

BBD mpeacraBisier co0oil Tpymnmy TIe€HOAEPMATO30B, XapaKTEPU3YIOIIUXCS
Pa3IMYHBIMM KIMHUYECKUMHU TIPOSIBIICHUSAMH OT JIOKAJIM30BAHHBIX BBICHITIAHUN 10
reHEepaJIM30BAHHOTO TOpaXeHUs KOXKHOro mokpoBa. BBD umeer craryc opdanHOro
3a0oneBanusi. B 3apyOexHON IuTeparype MpeACTaBiICHbl JaHHbIE 00 SMUIEMUOTIOTHU
3aboneBanus B paznuuHbix crpaHax EBpornsbl, CIIIA u ABctpanuu (Danescu S., Has C.,
Senila S. et al, 2015, Tadini G., Gualandri L., Colombi M. et al., 2005, Pohla-Gubo G.,
Hintner H., 2010, Horn H.M., Priestley G.C., Eady R.A., Tidman M.J., 1997, Fine J. D.
2016, Kho Y.C., Rhodes L.M., Robertson S.J. et al., 2010). B oTedecTBeHHBIX
UCTOYHHUKAX JIUTEPATypbl UMEIOTCS E€AMHUYHBIC MyOJHUKAluu 00 UW3y4YCHHUH
pacnpoctpanenHoctd BB Ha Tepputopuu Poccuiickoit ®enepannu (Kybanos A. A. u
ap., 2015, Kyb6anoa A. A., Mypamkun H. H., 2011), meromax maGopaTopHOro
MOATBEPXKACHUSI KJIMHUYECKOro JauarHo3a BBD Ha Ttepputopum Poccuiickoi
®eneparuu (Kortanesckas F0.10., 2021, A. A. Ilymkos, W. C. )Kanun, A. B. [TaxomoB
u 1p., 2022, Ky6anoB A.A. u np., 2018). [Ilpumenenne UAK mns nuarnoctuku BBD u

3HAaYUMOCTD 3TOT'0O MCTO/14a B OTE€YECTBEHHOM JIMTCPATYypPC HC OIMMCAHBI.



Y Oonpnbix PJIBD oaHMM W3 KIMHWYECKUX IMPOSBICHUM, 3HAYUTEIIHHO
CHIKAIOIIMX KAYECTBO KHU3HU, U mpuBoAsImMX K paszutuio [IPK, sBisercsa namuuue
JUTHTENIbHO He 3akuBatonux 3po3uit/s3B (Fine J.D., Johnson L.B., Weiner M., Li K.P.,
Suchindran C., 2009). Bo3nukHoBeHHe TakuxX Je(EKTOB OTYACTH OOYCIOBICHO
nedunuToM cuHTe3a KosuareHa VII Tuma, KOTOpbIi y4acTBYET B MPOIIECCE 3aKUBICHUS
(Nystrom A., Velati D., Mittapalli V.R. et al., 2013). YuutsiBas 310, 3pdekra ot
CUMIITOMATHYECKOTO JICYEHUSI C MCIOJIb30BAHUEM HEANTE€3UBHBIX MEPEBI30UYHBIX
CPEACTB HEJOCTATOYHO JJIsI COKpAICHUSI CPOKOB B3aXKUBJICHUS, B CBSI3M C 4YeM
aKTyaJIbHBIM SIBJIIETCSI IPUMEHEHUE KIETOYHBIX METOJOB TEpalvy, HalpaBJICHHBIX Ha
BOCCTAHOBJICHHE CHHTE3a JCPUIMUTHBIX CTPYKTYpHBIX O€ikoB. B HeOoJsblIOM Yucie
paboT omucaHbl pe3yJibTaThl NMPUMEHEHHUs AJJIOTEHHBIX (UOpOOIACTOB y OOIBHBIX
TsokesbiM PJIBD, mpoIeMOHCTPUPOBABIINX YIYUIICHUE 3KUBJICHUS U BOCCTAHOBIICHHE
skcnpeccuu kowtarena VII tuna (Wong T., Gammon L., Liu L. et al., 2008; Nagy N.,
Almaani N., Tanaka A., 2011; Petrof G., Martinez-Queipo M., Mellerio J.E., Kemp P.,
McGrath J.A., 2013; Venugopal S.S., Yan W., Frew J.W., 2013).

YuuTeiBasi BBINIEU3IOKEHHOE, UW3YUYEHHE BOIPOCOB PACHPOCTPAHEHHOCTH,
3aboneBaemocT B Poccuiickoit denepanuiv, MEIUKO-COIMATBHBIX XapaKTEPUCTHUK
oonbHbix BBD, moaxomoB k auarHoctuke W JjedeHutro BBD  mpeacraBnsroTcs

aKTyaJbHOMU 3a/aueit JUIsl HACTOAIIEH HAy4YHO-UCCIIeI0BATEILCKONU PabOTHI.

eab uccienoBanus
Pazpaborath mOAXOABI K JUArHOCTUKE M JICUCHHUIO OOJBHBIX BPOKICHHBIM

OYJIJIE3HBIM SMHUIEPMOJIU30M C MPUMEHEHUEM AJJTIOTEeHHBIX (PrOp0oO6IacTOB.

3agaum uccaeI0BaHuA
1. OueHnTh YpOBEHb pACIPOCTPAHEHHOCTH U  3a00JEBAEMOCTH  BPOXKICHHBIM
OYJIJIE3HBIM DIHUACPMOJIM30M CPEIU HACEJICHUS, MPECTaBUTh MEIUKO-COLIMATBHYIO
XapaKTepUCTUKY U OOECIEUCHHOCTh OOJIbHBIX TMEPEBS30YHBIMU CPEICTBAMU B

Poccuiickon @enepanum.
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2. OxapakTepu3oBarh JTMAarHOCTUYECKYIO 3HaYUMOCTh MeTOoIa
UMMYHO(TIOOPECIICHTHOTO AHTUTEHHOTO KapTHPOBAaHWUS B YCTAHOBJICHHH THIIA
BPOXKICHHOTO OYJUIE3HOTO AMHIEPMOIIH3a.

3. Ouenutb 3PGEKTUBHOCTH  TEpallud C  HWCIOJb30BAHUEM  HEAJN€3UBHBIX
aTPaBMATHYECKUX TEPEBSI30UYHBIX CPEICTB y OONBHBIX BPOXKICHHBIM OYIUIC3HBIM
SMHUAECPMOIU30M C SPO3HSIMH U S3BaMH PA3ITUIHBIX CPOKOB CYIIIECTBOBAHUS.

4. OueHuTh KIMHUYECKYIO0 3()(PEKTUBHOCTh BHYTPUKOKHOTO BBEICHUS CYCIICH3UU
aJIoreHHbIX (prOpo06IACTOB OOIBHBIM BPOKICHHBIM OYJIJIE3HBIM SIUIEPMOTIU30M C
APO3UBHO-SI3BEHHBIMU JIe(DeKTaMU KOXKH C JTUTEIBHOCTHIO CyIlecTBOBaHMs Ooee 1
MecsIa.

5. OxapakTepu30oBaTh AIUHAMUKY IKCIPECCUU OEIKOB B 30HE JEPMO-3MHIECPMATBLHOTO
COCJIMHEHUS METOJOM HMMYHO(]IIOOPECIIEHTHOTO AHTUTEHHOTO KapTUPOBaHUS

MI0CJI€ BHYTPUKO>KHOT'O BBEJECHUS aNIOTE€HHBIX (PUOPOOIACTOB.

HayuyHast HOBU3HA
BnepBbie mpoBesieHa OlEHKA PACIPOCTPAHEHHOCTH BPOXKACHHOTO OYIUIE3HOTO
snuaepmonn3a B Poccuiickoit denepanuu U CTPYKTYphl pacnpeneneHus: 60inpHbx BB
10 TUIIaM 3a00JIEBAHMUS.
Bnepsbie pa3paboTaH MeTOJ TMATOTEHETUYECKOW TEepanmuu ¢ MpUMEHEHUEM
QJUTOTEHHBIX (PUOPOOIACTOB AJI JICUCHHS IITUTEIHHO HE 3aKUBAIOIINX SPO3UH U SI3B Y

OOJIBHBIX BPOXKJIEHHBIM OYJUIE3HBIM MU IEPMOJIU30M.

Teopernueckasi 1 NPAKTUYECKAS 3HAYUMOCTD
[IpakTudeckass 3HAYUMOCTH pPa0OTHI 3aKJIOYaeTCs B TPUMEHEHUH METOo/a
UMMYHO(TIOOPECIIEHTHOTO ~aHTUTEHHOTO KAapTUPOBAHUS, TO3BOJISIONIETO IyTEM
onpenesieHus: AeUIUTa WIA OTCYTCTBHUSI CHHTE3a KOHKPETHOTO CTPYKTYpHOro Oelka
JEPMO-3MUAEPMAIIBHOTO COCIUHEHUS, YCTAHOBUTh KJIMHUYECKUM THUIT BPOXKIEHHOIO

OyJJIE3HOTO 3MUIEPMOIH3A.
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Teopetnueckass 3HaYUMOCTb PaOOTHI 3AKIIOYAETCSI B TOM, YTO PE3YJIbTaThl
MPOBEJCHHBIX HCCIICIOBAHUN TO3BOJSAT HCIOJIB30BaTh WX B JICUCHUU OOJBHBIX
BPOXKJIEHHBIM ~ OyJUIE3HBIM SNUAEPMOJIM30M M B JajbHEHIIedl pa3paboTke W

YCOBCPIICHCTBOBAHNH MCTOIOB TCPAIIMU U TUAI'HOCTUKH 3a00JICBaHUS.

MeTtomoJi0rusi 1 METOAbI MCCIETOBAHUS
B pabore mpuUMEHSIIMCh METOJIbI HAYYHOTO MCCIIEIOBAHUS, COOTBETCTBYIOIIHUE
pa3pab0OTaHHOMY JHU3alHYy MCCJICIOBAHUS M TIOCTABJICHHBIM 3ajadyaM, BKJIIOYAOIINE
KJIMHUKO-7Ta00paTOpHbIE  METO/Abl  MCcle/oBaHusl  (KJIMHUYECKOe 00cieoBaHue,
UMMYHO(IIFOOPECIIEHTHOE aHTUTEHHOE KapTUPOBAaHUE, JUHAMUYECKOE HAOJII0[EHUE), B
TOM 4YHUCJE JAUHAMUYECKOEe HaOJIOJeHUEe, OMUCAHUE, COIMOCTABIICHHE, SKCIIEPUMEHT,

aHaJIN3 TOJIyYeHHBIX PE3yJIbTaTOB U (hOPMYIUPOBAHHUE BHIBOJIOB.

OcCHOBHBIE M0JI02KEHH I, BBIHOCHMbIE HA 3AIUTY

1. IlokazaTenn pacmpOCTPAaHEHHOCTH U 3a00JEBAEMOCTH BPOXKIECHHOTO OYJIIE3HOTO
snuaepmonn3a B Poccuiickoit denepanvii COOTBETCTBYIOT KpUTEpUSIM Op(haHHOTO
3a00yIeBaHus, CYIIECTBEHHO pa3IUYarOTCs TIOKa3aTeld B Pa3HBIX CyOBbEKTax
Poccuiickoit ®enepaniuv, 4YTO TMO3BOJISIET BBIACIUTH PETHOHBI C HaUOOJbIIECH
pPacpOCTPaHEHHOCTHIO OIpeIeIeHHbIX TUIIOB BBO.

2. Meron UMMYHOGIIOOPECIIEHTHOTO aHTUT€HHOTO  KapTHUPOBAHUSI  TOBBIIIACT
TOYHOCTh JUATrHOCTUKHU MO CPABHEHUIO C JIUarHOCTUKOM, OCHOBAaHHOW Ha OIICHKE
KJIIMHAYECKUX MPOSIBICHUMN 00JIE3HU.

3. Hcnonb3oBaHue HEaAre3UBHBIX MEPEBA30UHBIX CPEACTB Y OOJIBHBIX BPOXKIECHHBIM
OyJIJIE3HBIM DJMUACPMOJIU30M C DSPO3USIMU U si3BaMU 0€3 HapyIIeHUsS CPOKOB
AIUTENN3AlUU TPUBOJUT K CBOEBPEMEHHOMY 3aKUBIICHHUIO.

4. BHYTpHUKOXHO€ BBEJEHUE CYCIECH3UMU aJUIOT€HHBIX (uOpoOIacCTOB sBISETCA
3G ()EKTUBHBIM  METOJOM  Tepamuu  OOJBHBIX  BPOXKICHHBIM  OYJUIE3HBIM

SIUACPMOJIN30M C AJIMTCIIbHO HC 3a’)KMBAIOIIMMU SPO3HUAMHA U SA3BaAMU.



12

CooTBeTcTBHE AUCCEPTALMHU NACTIOPTY HAYYHOH CIIENMAJIBHOCTH
HayuHble TMONOXKEHUS JUCCEPTALMM COOTBETCTBYIOT IACIIOPTY HAy4YHOU
cnequanbHocTh 3.1.23 — JlepmaTtoBeHeposiorus. Pe3ynbrarel NpOBEICHHOM HAy4dyHOR

pa6OTI>I COOTBCTCTBYIOT o0macTu HCCIICAO0OBaHUA I[&HHOﬁ CIICOUAJIbHOCTH.

BHeapenue pe3yibTaToB HCCIACA0BAHUS B PAKTHKY

OCHOBHBIE  PE3YyJbTATBl JHCCEPTALMOHHOTO MCCIEAOBAaHUSA BHEAPEHBI U
UCIOJB3YIOTCA B IpakTHUeckyr JgesarenbHocTh ['BY  Pecnybmuku  Jlarecran
«PecnyOnukaHCckuil  KOXKHO-BeHeposorudueckut gucnancepy u ['Y3  «Tynbckuit
O00JJaCTHOM  KJIMHUYECKUU  KOYKHO-BEHEPOJIOTMUECKHI  aucnaHcep». Pe3ynbrarsl
UCCJIEIOBAHMSI BHENPEHbl B IporpamMmy OOy4YeHHUsS CTYIAEHTOB W OpIAUHATOPOB,
oOyyaromuxcs MO CIEUUAIbHOCTH «IEpPMaTOBEHEPOJIOTHUA» Ha Kadeape KOXKHBIX U
BeHepuueckux 0oneszneid ®I'bOY BO «/larectanckuii rocyjapcTBEHHbIM METULIMHCKUI
yHuBepcute™» MunsnpaBa Poccuu, xadenpe nepmartoeneposoruu PI'BOY BO
«Cankr-IlerepOyprekuii roCy1apCTBEHHBIN IEeIUATPUIECKUI MEIUIUHCKUAN
YHUBEpPCUTET» U Ha Kadenpe KOXHbIX U BeHepuueckux Oonesneir ®I'bOY BO
«KpacHosipckuii ToCyIapCTBEHHBIM MEIUITMHCKUM YHUBEPCUTET WMEHU mpodeccopa

B.®. Boiino-fcenenxoro» Munsapasa Poccun.

CreneHb J0CTOBEPHOCTH M anipodanus pe3yibTAaTOB

JIOCTOBEpPHOCTh JaHHBIX, MOJYUYCHHBIX B XOJE HMCCJEAOBaHUsA, 0OOCHOBAaHHOCTH
BBIBOJIOB 0a3upyercs Ha JIOCTATOYHOM KOJMYECTBE HAOIIONCHWA W HMCTIOJIb30BAHUU
COBPEMEHHBIX METOJOB CTAaTUCTUYECKOTO aHaju3a TMOJyYeHHOTO Marepuaia ¢
nomorisio nporpammuoro nakera STATISTICA 13.0 (StatSoftlnc., CIIIA). Matepuasi
quccepTauuu noyokeHbl Ha XVI BceepoccuiickoM cbe3lie AepMaTOBEHEPOJIOTOB U
KocMeToJoroB», MockBa, 14—17 wurons, 2016 r.; Il HauMoHAIBLHOM KOHIrpecce IO
perenepatuBHOM Menuimae, MockBa, 15-18 Hos0ps 2017 r.; O6Gmepoccuiickom
xupypruaeckom popyme, Mocksa, 3—6 amnpens 2018 r.; 25th European Academy of
Dermatology and Venereology (EADV) Congress, Bena, Asctpus. 23—27 ceHTs0ps,
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2016; 14th EADV Spring Symposiumy», bproccens, benbrus, 25-28 mas, 2017 r.; 15th
EADV Spring Symposium, byasa, Yepnoropus,3—6 mas 2018 r.; 27th European
Academy of Dermatology and Venereology (EADV) Congress, [lapmwxk, ®pannus, 11—
16 cents16pst 2018 r.; 1112-M 3acenanun MoCKOBCKOTO 00IIIECTBA JJEPMATOBEHEPOJIOTOB
u kocmeronoroB uM. A.M. IlocmenoBa, MockBa, 21 ¢espans 2017 r.; XVII
BcepoccniickoM cbe3fie 1epMaTOBEHEPOJIOTOB U KOCMETOJI0TroB, MockBa, 20—23 uroHA
2017 r.; XXXV HayuyHo-npakTH4eCKOM KOH(PEPEHIIMH C MEXKIyHAPOIHBIM YYaCTHEM
«PaxmaHoBckue uteHus: llepcriekTHBHBIE HAmNpaBiCHUS NUArHOCTUKWA M TEpanuud B
JICPMATOBEHEPOJIOTUM W KocMmeronoruw», MockBa, 26 sauBapa 2018 r.; XVIII
BcepoccuniickoM cbe3nie JepMaTOBEHEPOJIOTOB U KOCMETOJIOTOBY», MockBa, 15—18 mas
2018 r.; XIX BcepoccuiiCkoM Che3/ie AEPMAaTOBEHEPOIOTOB U KOCMETOIOTOB», MOCKBa,
1821 wmrons 2019 r.; XXXVII HayuHo-npaktuueckas KOH(PEPEHIIMH C
MEKTyHapOIHBIM y4acTHUEM «PaxmaHOBCKUE YTEHUS. CoBpemeHHast
JIEpPMaTOBEHEPOJIOTHS U MEXKIUCIUIUIMHAPHBIE cBsi3m». MockBa, 30-31 suBaps 2020 r.;
FOOuneiiHoit  Hay4YHO-TIPAKTUYECKOM  KOH(EPEHIMH  JEPMATOBEHEPOJIOTOB U
KOCMETOJIOTOB, TMOCBsIeHHoH 135-neturo ocHoBanus POJIBK. MockBa, 24-25
centsiops 2020 r.; XXI BeepoccuiickoMm chbe3fie JepMaTOBEHEPOJIOTOB M KOCMETOJIOTOB,
Mocksa, 7-10 cents0ps 2021 r.; XXII BeepoccuiickoMm chesie 1epMaTOBEHEPOIOTOB U
KocMeTosioroB, Mocksa, 20-23 centsiops 2022 r.

AmnpoGanust nuccepranuu  nposeneHa 29 wurons 2022 roga Ha  HAY4YHO-
npaktuyeckor KoHpepeHuuu Ne5 @enepanbHOro TOCYAAPCTBEHHOIO OFOIKETHOTO
yupexaeHuss  «l'oCyJapCTBEHHbIM  HAY4YHBIM  LEHTP  JEPMATOBEHEPOJIOTUH U

KocMeToJorun» Munucrepersa 3apaBooxpanenus Poccuiickoit denepanuu.

JInuHbIi BKJIAJ aBTOPA
CouckareneM cpopMyJMpoBaHa 1I€JIb M OMNpEJeJeHbl OCHOBHBIE 3aJlaud
JTMCCEPTAIMOHHOW pabOThI, OMNpEaeICHbl HEOOXOAMMBIC METOJbI HCCIISTOBAHMM.
CouckareneM CaMOCTOSITEIBHO TIPOBEICH aHAU3 POCCHUMCKUX H  3apyOeKHBIX

HCTOYHHUKOB JIUTCPATYpPBlI IO TEME HCCICAOBAaHMA, II0 PE3yJibTaTaM KOTOPOIO
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HOJIFOTOBJIEH aHanuTudeckuil 0030p. CouckareneM pa3zpaboTaHa KapTa, MO3BOJIAIOIIAS
0000IUTHh JaHHBIE O yHcie OonbHBIX ¢ auarHo3oM BBD B Poccwuiickoii ®eneparuu,
IIPOBEJEHO OOCIIEOBAaHKUE U JICYEHHE BCEX BKIIOYEHHBIX B HUCCIICJOBAHHUE MALIIEHTOB C
BBD, BbimonHeHa o00pa0oTKa JaHHBIX HWMMYHOQIIOOPECIIEHTHOIO aHTUTE€HHOIO
KApPTUPOBAHUS, TPOAHAIN3UPOBAHbI W CUCTEMATU3WPOBAHBI PE3YJbTAThl TEpaNun
HPO3UBHO-SI3BEHHBIX JACPEKTOB Y OONBHBIX BPOKICHHBIM OYJUIE3HBIM 3MHUIEPMOIU30M,
c(OpMyJIMPOBAHBI IOJIO)KEHUS, BBIHOCUMBIE Ha 3alIUTY, BBIBOJABI, & TAK)KE HalMCaH

TCKCT AUCCCPTAINM.

yonukanuu

Pe3ynbrarhl nuccepTaimOHHOW paboOThl OTpakeHbl B 13 mewyaTHeIX padoTax,
OIyOJIMKOBAaHHBIX B HAayYHBIX )KypHajlaX, pekoMeHa0BaHHbIX BAK nmpu Munucrepcte
oOpa3zoBanuss u Hayku Poccuiickoit ®enepauun. 4 u3 13 cratedl omyOIMKOBaHbI B
pPELEH3UPYEMBIX JKypHaJlaX, BXOJALUIMX B MEXIAYHAapOAHYIO CHUCTEMY HAy4yHOTrO
nutupoBanus Scopus. [lonmyuen marent Ha uzoOpereHue Ne2779997 ot 16.10.2022:
«Crnoco® nedeHuss OONBHBIX BPOXKACHHBIM OyJIJIE3HBIM SMUACPMOJIA30M ITyTEM
KOMOWHUPOBAaHHOTO MPUMEHEHHS aJUIOTEHHBIX (PUOpOOIACTOB 4YelOBEKa M JKUBOTO

OKBHUBAJICHTA KOXHN».

O0beM U CTPYKTYpa JUCCEPTALMHA
PabGora uznoxkena Ha 157 cTpaHuIlaXx MaIIMHOMUCHOIO TEKCTa M COCTOUT W3
BBEJICHUS M 3 TJIaB, MPEJCTABISIOMUX 0030p JTUTEPATyphl, ONMUCAHWE MATEPUATIOB U
METOJ/IOB MCCJICIOBAHUS, PE3yJIbTaThl COOCTBEHHBIX MCCIICIOBAHUN M WX OOCYXKICHUE,
BBIBOJIBI, TPAKTHUYECKUE PEKOMEHIAIMU W CIUCOK JIUTEpaTyphl, BKIIOYArOMMA 34
poccuiickux u 169 3apyOexHbIX UCTOUYHUKOB. PaboTa mmmroctpupoBana 18 Tabmuramu

u 50 pucyHKamu.
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I')TIABA 1. OB30P JIMTEPATYPBI

1.1. DnuaemMmnoa10rus BPOKIAEHHOT0 0YyJ1JI€3HOT0 SMUIEPMOJIN3A

BbBD — rpynma HaclenCTBEHHBIX 3a00JIeBaHMM KOXH, OOYCIOBICHHBIX
MyTalMsIMA B TE€HaX CTPYKTYPHBIX O€JIKOB JE€pMO-3IUACPMAIBLHOTO COCIUHEHUS.
OCHOBHBIM KIMHWYECKMM Tpu3HakoM BBD sBmseTcs oOpazoBaHue My3bIpeld u/WiH
9PO3HIl Ha KOXKE U CIU3UCThIX 0000ukax. HapyiieHue nenocTHOCTH KOXKHU Y OONbHBIX
BBD Bo3HMKaeT B OTBET HAa HE3HAYUTEIIbHYI0O MEXaHUYECKYIO TPABMY, YTO XapaAKTEPHO
s moooro tuna BBD (Fine J.D., Bruckner-Tuderman L., Eady R.A. et al. 2014,
Ky6anoB A.A., Kapamosa A.D., MonuakoBckas E.C., 2020).

EBponeiickoii opranuzaunueid mo peaxkum 3adoneBanusM (EURORDIS — The
European Organisation for Rare Diseases) BBD otHecen k opdaHHbBIM 3a00JI€BaHUIM
(KapamoBa A.D., MonuakoBckas E.C., 2020). B crpanax EBpomneiickoro coro3a
ophaHHBIM cuuTaeTcsi 3a00JeBaHUE, MOpa)kawllee MeHee | yeraoBeKka Ha MULIMOH
Hacenenust (Nguengang Wakap S., Lambert D.M., Olry A. et al., 2020). CormnactHo
3aKOHY O JIEKapCTBEHHBIX MpernapaTax /s jJedeHus opdannbix 3adoneanuii, B CIIA k
ophaHHBIM 3a00JIEBaHUSIM OTHOCATCA T€, KOTOpble mopaxkaroT MeHee 200 ToicaY
yenoBek (https://rarediseases.info.nih.gov/about).

B cootBerctBun co crtatheil 44 No 323-03 «OO0 ocHOBaxX OXpaHbl 30POBbS
rpaxknan B Poccuiickoii @enepauumn», npuHaroM B 2011 romy, BhepBble BBEIEHO
NOHATHE penkux (opdaHHBIX) OOJE3HEH, COTIACHO KOTOPOMY Op(aHHBIMU SIBIISIFOTCS
3a00J1eBaHMSsl, KOTOPbIE UMEIOT PACIPOCTPAHEHHOCTh He OoJiee 10 ciyuaeB 3a00sieBaHUs
Ha 100 000 Hacemenusi. CoriacHO TI€PBBIM  MOJYYEHHBIM JAaHHBIM MO
pacnpoctpanenHoctd BB Ha Tepputopuu Poccuiickoit deaeparuu (Kybanos A. A. u
1p., 2015) BBD cootBeTcTBYET onpenenenuto opdanHoro 3adboseBanus. OqHako OH HE
Obi1 BHeceH B llepedeHb KU3HEYTPOXKAIOIIUX M XPOHUYECKHX MPOTPECCUPYIOMIUX
penkux (opdaHHbIX) 3a00JIeBaHUM, TPUBOIAIINX K YMEHBIICHUIO TTPOIOKUTEILHOCTH
JKU3HU TpaXJaH WIM WX HWHBAIMIHOCTH, YTBEPXKIACHHBIA  IOCTAHOBICHUEM

[TpaButensctBa Poccuiickoit @enepanuu ot 26 anpens 2012 r. Ne 403.
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Jist u3ydenus 3a0oieBaeMOCTH M pacmpocTtpaHeHHocTH BBD u ympouenus
cobopa wHpOpMAIMK, BO MHOTHUX CTpaHaX OBUIM CO3MIaHBI PETUCTPHI OOIBHBIX,
ctpagatonmx BB3. Bnepssie Harmonansnsiit peructp BBD 6511 coznan B CLLA B 1986
roay (Fine J.D., Johnson L.B., Suchindran C.M., 1994). CorinacHo JaHHBIM 3TOTO
perucTpa, IMOJIYYCHHBIM B TEYEHUE MEPBBIX S5 JET C MOMEHTa €ro BeICHUS,
3a0oneBaeMocTh U pacrpoctpaneHHocTs BB B CIIIA cocrasnsnu 19,6 Ha MUITUIHOH
HaceneHud u 8,22 Ha 100 000 HOBOPOXXIECHHBIX COOTBETCTBEHHO. IIpum moBTOpHOM
MEpEOLICHKE uepe3 16 JIeT mokas3aresb pacpoCTpaHeHHOCTH noBeicuica 10 11,07 B To
BpeMs, Kak Mmoka3areib 3a00JieBaeMOCTH OcTayicsl paBeH 19,57 Ha MUJUTMOH HaceIeHUs
(Fine J.D., 2016).

B 2002 romy mnokasarend pacnpOCTPAaHEHHOCTH JIOKAJIM30BAHHOIO IOJITHIIA
MPOCTOTO OYJIJIE3HOTO AIUEPMOIIN3a U ocTalibHbIX noaTunoB [1b3 Bo3pocnu Ha 25,5%
1 30,4% COOTBETCTBEHHO, a Mokaszarenu cpeguersnkenoro [rpbd cansunuce Ha 76,7%
B pe3yJsibTare oOHOBIeHUs Kiaccudukanuu BB, 3akimouatomielics B nepeMEHOBaHUHU
4acTH MOATUIIOB U nosiBlieHus HOBBIX (Fine J.D., 2016).

PacnpoctpanenHocts BBD (Ha MWUIMOH HaceleHMs])) B Pa3IMUHBIX CTpaHax
BapbUpyeT B MUPOKHUX mpenenax — ot 3,8 B Jlanuum (Vahlquist A., Tasanen K., 2010)
10 49,0 B llotnanauu (Horn H.M., Priestley G.C., Eady R.A., Tidman M.J., 1997).

[Ipu ananuze noigydyeHHOW MHQPOpMaNUU OBLIO YCTAaHOBJIEHO, YTO B Psijie CTpaH
(CIIA, otmannus, ABctpanusi) oOHapykeHo npeobiananue 0onbHBIX [1BD, x0T B
HekoTopbix (Mtamus, Pymbiaus) npeobnanator 6onpHbie auctpoduyeckum bD (Fine
J.D., Johnson L.B., Suchindran C.M., 1994, Danescu S., 2014; Horn H., 1997; Castiglia
D., 2010, Kho Y., 2010). IIBenust ornuuaercs mpeodsananremM O0oiabHbIX ¢ I[Irpbhd
(Vahlquist A., Tasanen K., 2010).

Pexxe Bcero ycraHaBiMBaeTcsi quarHo3 cuHapoma Kunmiep, B psjlie CiyyaeB
KIIMHUYECKUM MOJTUI 3a0o0sieBaHus ycTaHoBUTh He yaaetcsa (Fine J.D., 2016; Kho Y.,
2010; Danescu S., 2014; Horn H., 1997; Castiglia D., 2010).

B Poccuiickoit deneparnuu oreHka pacnpoctpaneHHocTH BBD BmepBrie Oblia

nposenena B 2014 rogy (A.A. Kyb6anos, B.M. AnnbanoBa, A.D. Kapamona, B.B.
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Yukwun, JI.LE. Menexuna, E.B. bormanoga, 2015), cormmacHo kotopoit B 70 cyObekTax
Poccuiickoit ®enepanuu noj HabmoaeHueM coctosui 439 6onpHbix BED. B 2014 .
cpenu OombHBIX BbBD, HaxomuBmmxcs mox HaOmomenmeMm, y 19,6%  Obun
JMArHoCcTUpoBaH npocto, y 11,6% — muctpoduueckuit, y 1,4% — apyroit BBD, y
0,7% — mnorpannunbeiii, y 0,7% — nHeyrouneHHwridi BBD. V GompmmucTBa (66,0%)
oonpHbix BBD Tun 3aboneBanus He Obul  ycrtaHoBieH. B 2014 rony
pacnpoctpaneHHOcTh BBD Bapsuposana ot 0 go 19,82 na 1 MiH HacesieHHs], COCTaBIIsAA
B cpeqHeM B 70 cyObektax 3,6 Ha | wmuH. MakcumanbHble MOKa3aTeian
pacrpoctpanenHoctd BBD, B 4-5 pa3 mpeBbimatomue cpeanuii mo 70 cyObekTam
nokaszarelib, ObUIM OTMEYeHBbl B pecmyOnukax Jlarecran (19,82), Yeuenckoit (14,72),
Mopnosckoit (13,57) u Tomckoit odnactu (17,72).

B 2018 roxy Poccuiickum 0OIIECTBOM J€pPMaTOBEHEPOJOTOB U KOCMETOJIOTOB
CO3/IJaH PETUCTP MAIMEHTOB C XPOHUYECKUMHU 3a00JICBAHUAMH KOXU M TOIAKOXKHOMU
KJIETYaTKW, BKJIIOYAIONIUNA COOp JaHHBIX O OOJIBHBIX TICOPHA30M, XPOHUYECKOM
KpaIrMBHUIICH, aTOMMYECKUM JepMatutoM, my3bipuatkoir u BBD (KybGanos A.A.,
Kapamora A.D., bormanora E.B., Uukun B.B., 2021, Ky6anoB A.A., borganosa E.B.,
2021).

OtnenpHbIE SMUJIEMHOJIOTMYECKUE JaHHBIE OMYOJMKOBAaHBI IO PECIyOJIHKe
Harecran (I'amxumypanoa K.M. u np., 2022). B 2020 r. B pecniy6nuke Jlarecran Obuiu
oOcnenoBanbl 127 manuentoB ¢ BBD, w3 koToppix mpeobiaganu MalMeHTHl ¢
nokanu3oBaHHbM [1IBD u Tsokensim PJIBD. M3 127 GonbHbix jgumibs 12 mpoBeneHO

J1abopaTopHOE MOATBEPKACHUE KIMHIYECKOTO IMarHo3a.

1.2. MoJiekyasipHO-TeHEeTHYEeCKHe XapaKTEePUCTHKH BPOXK/AEHHOI0

0yJIJ1Ie3HOT0 FNMUAEPMOJIN3a

Cornmacno  knmaccupukaumu BBD  or 2020 roma, yTBEepXKIAEHHOM Ha
CoryacutensHOM COBCIIAHUU TI0 TiepecMoTpy kiaccudukanuu BBD u 3aboneBanwmii
KOXH, CONPOBOXJIAIOIIUXCA HApyIIEHHWEM TMPOYHOCTH HHUAEPMHCA U JI€PMbI, B

HaCTOAIICC BPCM BBIACIIAIOT 4 OCHOBHBIX THIIA 3360HeBaHI/I${, BKIIIOYAarOmMx HpOCTOI;'I,
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NOTPAaHUYHBINA, JUCTpodUUecKuil OyJuIe3HBI SnuaepMoiu3 U cuHapom Kunmmiep, u
oomee 30 kmuanueckux noarumos (Has C., Bauer J.W., Bodemer C. et al., 2020).

Tunsr BBD paznuuarorcs He TONbKO (HEHOTUMTUYECKH, TEHOTUITUYECKH, HO H TI0
YPOBHIO 00pa3oBaHMs My3bIpA U YIBTPACTPYKTYPHBIM M3MeHeHusiM B oOnactu JDC.
WUuTtpanepmansHoe oOpa3oBaHue my3blps — Tunuudelii npusHak [1B3. TIBD
Kiaccuduimpyercss Ha 2 OCHOBHBIX mojaTtuna: OazanbHblii [1BD u cynpabazanbHblit
[1B3. IIpu IIrpb3 nporiecc nokanuszyercs B CBETION MIIACTUHKE 0a3ajIbHON MEMOpPAaHBI.
[IrpbD knaccupuuupyercs Ha 2 OCHOBHBIX IMOATHNA: TE€HEPATM30BAHHBIA U
nokanuzoBaHHbId. [lpu  muctpoduueckom  OymiesnoMm  smmaepmoiusze  (JBD)
dbopMupoBaHUE MY3bIPEH MPOUCXOJUT HA YPOBHE IUIOTHOW IUIACTUHKHU Oa3alibHOU
MeMOpaHbl. B 3aBUCUMOCTH OT TUIAa HACJEAOBAaHUS BBIJICISIOT 2 OCHOBHBIX IOJITHUIIA
Jb2: nomunanTHBIN U peneccuBHbld. [Ipu cunapome Kunmiep o6pazoBanue my3bips
MOKET MpoucXoauTh Ha pa3Hbix ypoBHAX (Fine J.D., Eady R.A., Bauer E.A. et al.,
2008).

I[To Tunmy HacnenoBanus rpynmna BBD renernueckn HeogHoponaHa. IIbBD
HACJIIEAYETCA NMPEUMYIIECTBEHHO II0 ayTOCOMHO-AOMHUHAHTHOMY Tumy, a IIrpbD —
ayTocOMHO-peneccuBHo. JIBD Hacnenyercs Kak ayTOCOMHO-JOMHUHAHTHO, TaK H
aytocoMmHo-penieccuBHo (Has C., Bauer J.W., Bodemer C. et al., 2020).

[Ipuumnoit pasutuss BbBD  sBusAOTCA MyTauuM TE€HOB, KOJIUPYIOMIHMX
CTPYKTYpHBbIE O€IIKM KOXH, OTBETCTBEHHBIC 33 YCTOMYMBOCTH CBS3U MEXKIY
sanuaepmucoM u nojiexanieit gepmoit (Has C., Bauer J.W., Bodemer C. et al., 2020). K
HacTosieMy BpeMeHu pasButue BBD cBs3biBaercs ¢ myrtanusmu Oosee, yem B 20
renax (Uitto J., Bruckner-Tuderman L., Christiano A.M. et al., 2016; Uitto J., Has C.,
Vahidnezhad H. et al., 2017). C pa3Butuem BB3 accouuunponano 6onee 1000 myTaruit
B otux reHax (Has C., 2011; Bruckner-Tuderman L., Has C., 2012; Knaup J.,
Verwanger T., Gruber C. et al., 2012).

YacToTa BCTpEUaeMOCTH MyTallMii, MPUBOIAIIMX K pa3Butuio BBD, paszmmuuna.
W3BecTHBI MyTanuu, OMHUCAHHBIE Y MHOTHX OOJBHBIX B PA3IMYHBIX MOMYJISIHSIX.

Hpeg:monaraeTc;I, 4TO OHM BO3HHMKAIOT B UYBCTBUTCJIBbHBIX K BOSHUKHOBCHUIO MyTaI_[I/Iﬁ
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y4acTKaXx TIe€Ha, KOTOpbIe HAa3bIBAIOT «TOPSYMMH Toukamu». HWMeroTcs Mmyrtauuu,
pacnpocTpaHeHHbIE TOJIbKO B oTnenbHbIX momyssmusax (Uitto J., Has C., Vahidnezhad
H., Youssefian L., Bruckner-Tuderman L., 2017). 3To MOXeT OBITb CBS3aHO C
s dexTomM ocHOBaTeNs, KOTJa MyTallys, BO3HUKIIAsA HECKOJIBKO MOKOJICHUM Hazal, cO
BpEMEHEM Iepefaercs MnoTtoMkaM. (OtTMeueHa Oouiblllasg — pPacHpOCTPAHEHHOCTh
pelieccuBHO Haclenyembix mnoatunoB BBD, wnampumep, aucrtpoduueckoro b2 u
cugapomMa  Kunpanmep, B  MOOOyIsAIUsAX, B  KOTOPBIX  4YacTO  BCTPEYAIOTCS
omm3kopoacTBeHHble Opaku (Vahidnezhad H., Youssefian L., Zeinali S. et al., 2017;
Youssefian L., Vahidnezhad H., Barzegar M. et al., 2015).

IIBD B 70-80% cnydaeB BeI3bIBacTCsl MyTanussMu B reHax KRTS5 u KRT14
(Bolling M.C., Lemmink H.H., Jansen G.H., Jonkman M.F., 2011; Rugg E.L., Horn
H.M., Smith F.J. et al., 2007; Wertheim-Tysarowska K., Oldak M., Giza A. et al.,
2016). ITposasnenus 116D MoryT ObITh BbI3BaHbl MyTanusMu emie B 9 renax (Fine J.D.,
Bruckner-Tuderman L., Eady R.A. et al., 2014). I'east KRT5 u KRT14 xoaupytoT Oenku
KepaTuHbl 5 U 14 TUma cOOTBETCTBEHHO. DTH OENKH SKCIPECCUPYIOTCS B 0a3ajbHBIX
KEPATHHOIIUTaX U UMEIOT CX0XKEE CTPOCHHE.

N3BecTHbl Hamboliee 4acTo BCTpedarommecss myTtanuu reHoB KRTS5 u KRTI4.
[Ipennonaraercs, urto myrtanuu p.Glul70Lys B rene KRT5 u p.Met272Thr B rene
KRTI4, wambomee dacto oOHapyXuBaromigecss y OonpHBIX TpocThiM BbD wu3
HEeHTpaIbHOW EBpormbl, MOTYyT MMETh OOIee MPOUCXOKIACHUE, a CEMbH, B KOTOPBIX
3apeructpupoBan npoctoil BBD, 00ycliOBIEHHBI 3TUMH MYTAIlUSIMH, MOTYT HUMEThb
obmero mpenka. ['opsueit Toukoit sBnsercs komoH 125 rema KRTI14, B xoTopom
OOHapyXEeHBI 6 PA3NUYHBIX 3aMEH AMHHOKHUCIIOT, ONMCAHHBIX Y 67 OONBHBIX MO BCEMY
mupy (Eriksson J.E., Dechat T., Grin B. et al., 2009; Jankowski M., Wertheim-
Tysarowska K., Jakubowski R. et al., 2014).

[Torpannynseiii B2 B OONBIIMHCTBE CIy4aeB BBI3bIBAIOT MyTaluu reHoB LAMA3,
LAMB3 v LAMC?2, xonupyronux a3, B3 u y2 nenu samuauHa-332, wm reaa COL17A,
komupytomero koyutaredH XVII tuna (Uitto J., Bruckner-Tuderman L., Christiano A.M.

et al., 2016; Hammersen J., Has C., Naumann-Bartsch N. et al., 2016, Ky6anos A.A.,
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UYukun B.B., KapamoBa A.D., MonuakoBckas E.C., 2022). Myrtaruu B reHax LAMA3,
LAMB3 n LAMC?2 accouuupoBaHbl Kak C TSDKEJIbIM MOrpaHuuHbiM BBD, Tak m ¢
norpannudbiM  BBD  cpenneit Tswectn, wmyrtauuu rteHa COLI7AI  BbI3BIBAIOT
norpannuHsiii BB cpenneit Tsokectu (Kiritsi D., Kern J.S., Schumann H. et al., 2011).

[TockonpKy maHHBIE OCJIKH JKCIPECCHUPYIOTCS B 0Oa3anbHBIX MeMOpaHax
Pa3IMYHBIX OPraHOB, OT T'€Ha, KOTOPBIM COACPKHUT IMAaTOIEHHYIO MYTalldi0, 3aBHUCHT,
KaKh€ OpraHbl MOMHMO KOXHM OYyIyT MOpa)KeHbl y malMeHTa. AOCOJIOTHBIN WU
(GyHKUMOHANBHBIA nepuuuT namuHuHa-332 u koymareHa XVII Tuna npuBoaut k
MOPAKEHUIO CIU3UCTBIX 000J0YEK KEITYJOUHO-KUIIEYHOTO TpaKTa, MOYENOJIOBOMN
CUCTEMbI, KOHBIOHKTUBBI W POTOBUIIBI IJ1a3. YUYacTHE JIaHHBIX OEJIKOB B Pa3BUTUU
NpUJATKOB  KOXM W (QopMupoBaHMU  3y0OB  OmpeiessieT  BO3HUKHOBEHHUE
OHUXOJUCTPOUH U aJomelnu, Tunoriazuu Manu u kapueca (Has C, Kern JS., 2010,
Kiritsi D, Has C, Bruckner-Tuderman L., 2013, Kyb6anos A.A., YUukun B.B., Kapamosa
A.D., Monuakosckas E.C., 2022).

Tsoxkects mposiBieHud [IrpbD 3HauMTENBLHO BapbUpPYEeT OT OrPaAaHUYCHHBIX
MPOSIBJICHUM HA KOXKE JI0 pacIpOCTPAHECHHBIX MOPAKECHUM, MPUBOSIINX K JIETATbHOMY
MCXOAY B MIJIQJICHUECKOM WJIM PAaHHEM JIETCKOM BO3pacTe. TsKeCTh MOPaKEHUs 4acTo
oOycCliOBJIEHA HE CTOJIbKO TOpPaXXEHUEeM KOXXU, CKOJIBKO BOBJICYCHUEM B
MaTOJOTHYECKUH MPOIecC CIU3MCTBIX 00o0iouek BHYTpeHHHX opraHoB (Fine J.D.,
Bruckner-Tuderman L., Eady R.A. et al., 2014, Lee M, Chen Q, Wang H, Zhang J, Lin
Z,Yang Y., 2015).

Haubonee tspkemoe TedyeHue 3a00jeBaHUs C  JIETAJbHBIM  HCXOJIOM B
MJIAJIEHYECKOM WJIM pPaHHEM JIETCKOM BO3pAacTe€ acCCOLUUPYETCS C HOCHUTEIHCTBOM
MyTallui, TPUBOJIAIINX K 00pa30BaHUIO MPEXKIACBPEMEHHBIX CTOM-KOJOHOB Ha 000OUX B
renax LAMA3, LAMB3, LAMC2, ITGA6 u ITGB4 (McGrath JA, Ashton GH,
Mellerio JE, Salas-Alanis JC, Swensson O, McMillan JR, Eady RA., 1999).

[Tpu namunun-332-nedururaom [rpbd npumepno B 70% ciaydaeB mopaxeH reH
LAMB3, nostomMy B MpoIiecce reHeTUYECKOro 00CIeI0OBaHUSI PEKOMEHIYETCS U3YUUTh

umenHo 31oT reH (Uitto J., Bruckner-Tuderman L., Christiano A.M. et al., 2016).
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JIBD o6ycnoBnen wmytanusamu B reHe COL7A1, oTBewaromero 3a CHHTE3
kosutarena VII tuna. Kommaren VII tunma mpoayuupyercs ¢pubpobdbiactaMu U SBIISETCS
OCHOBHBIM, €CJI HE €AMHCTBEHHBIM KOMITOHEHTOM SIKOPHBIX (UOpHILI, obecrmeunBast
npuKpervieHre 0asaibHOM MeMOpanbl K nojexanieit nepme (Sakai L.Y., Keene D.R.,
Morris N.P. et al., 1986, Parente M.G., Chung L.C., Ryynanen J. et al., 1991; Christiano
A.M., Greenspan D.S., Lee S., Uitto J., 1994; Uitto J., Bauer E.A., Moshell A.N., 1992;
Hovnanian A., Duquesnoy P., Blanchet-Bardon C. et al., 1992).

MyTauun mnpuBOAAT JHOO0 K OTCYTCTBHIO O€jika, JMOO K CHMXKEHHIO €ro
HKCIIPECCUH, JTUOO0 K MPOAYKIMH CTPYKTYpHO n3MeHeHHoro 6enka (Kern JS, Kohlhase J,
Bruckner-Tuderman L, Has C., 2006).

Mytannu B rene COL7A1 accounnpoBansbl ¢ MUPOKUM CIEKTPOM KIMHUYECKHUX
(EHOTUIIOB OT JIOKAIBbHBIX MOPAKEHUM KOXH 0 TEHEPaTU30BAHHOTO OOpa30BaHUS
My3bIpei Ha KOXKE U CIM3UCTHIX 000JI0YKaX U PyOIIEBaHUSI C BBICOKUM PUCKOM Pa3BUTHS
arpeccuBHbIX onyxoseit koxu (Kern J.S., Kohlhase J., Bruckner-Tuderman L., Has C.,
2006; van den Akker P.C., Jonkman M.F., Rengaw T. et al., 2011). WccnenoBanus
Koppessiuuu reHotun-penotun npu PJIBD nokaszaiu, 4To HyjeBble MyTallMd U TOJHOE
OTCyTCTBHE cuHTe3a kKojimareHa VII tuma accounupoBansl ¢ TskenbiM PIIBD, Torna kak
TUNIOMOP(HBIE MyTallMM BbI3BIBAIOT KIMHUYECKH MEHee BbIpakeHHble Gopmbl PIIBD
(Hammami-Hauasli N., Schumann H., Raghunath M. et al., 1998). CymecrtByoT
3HAUWTEIbHbIC MHANBUAYAIbHBIC PA3IHUUS Y MAIUCHTOB C UJICHTUYHBIMH MYTAIUsIMU
COL7A1 (Kern J.S., Gruninger G., Imsak R. et al., 2009).

®enotunuueckas BapuadbenbHOcTh [IbBD 3aBUCHT OT THNA MyTallMK B aJlJIeNsIX U
ux no3uruu BHyTpu rena (Varki R., Sadowski S., Uitto J., Pfendner E., 2007, Woodley
D.T. Hou Y., Martin S. et al., 2008). nenTtudukamnus Bce OOJBIIETO KOIUYECTBA
MyTalliii TI03BOJIMJIA BBISBUTH HEKOTOpPHIE OOIINE KOPEUISIHH TEeHOTHUI-(PEHOTHUI
(Jarvikallio A., Pulkkinen L., Uitto J., 1997; Pulkkinen L., Uitto J., 1999).
JomuHanTHbd J[BD siBNsieTcs TJIaBHBIM 00pa3oM pe3yjbTaTOM MYyTalluil ¢ 3aMEHOMN
[NIMIMHA BHYTPHU KoJulareHoBoro noMena oanoro amienss COL7A1. PIBD saBnsercs

pe3yJIbTaTOM KOMOMHAIIMU TaKMX MYTallMi B 000MX allIeNIsX KakK IMPexXIEeBPEMEHHBIM
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CTON-KOJOH, MHUCCEHC-MyTalluk M MyTaluu B ydacTtke crutaiicuura (Christiano A.M.,
Anhalt G., Gibbons S. et al., 1994).

JlaHHbBIE HCCIIEJOBAaHMM MOKa3bIBalOT, 4YTo KoyuiareH VII Tuma wmoxer
CrIoCOOCTBOBATh MUTIPAIIMM  KEPATUHOILIMTOB, YTO SBJSETCS OJHUM W3 3BCHHEB
3aKUBJICHUS paH, obecrneunBaromieii pesnurenusanuio (Woodley D.T. Hou Y., Martin
S. et al.,, 2008). Iloka3aHo, yTto pekoMOWHaHTHBIN kosutareH VII Tuma siBnsieTcs
MAaTpPUKCOM, CIIOCOOCTBYIOIIMM  TOJBM)KHOCTH JIJI1 MUTPAIlMM  KEPaTHHOIIUTOB
yenoBeka. (CnocoOcTByroIasi MOJBM)XHOCTH aKTUBHOCTH KojutareHa VII  tuma
JIOKJIM30BaHa B TPOMHOM CIHpPAJIbHOM JoMeHe. IHTepecHO, YTO BCIEACTBUE MYyTalui
G2049E u R2063W 1OpoHMCXOAHWT CHI)KEHHE CHUHTE3a MYTAHTHOrO Oelka co
3HAUYUTEILHO CHIXKEHHOM CIMOCOOHOCTBIO CIIOCOOCTBOBATH MUTPAIIMHM KEPATUHOIUTOB.
DTH K€ MyTallul HE TOJBKO CHIIKAJIM CTAaOMILHOCTh CaMOro Oejka OT IepeBapruBaHUs
poTea3aMu, HO U CHUXAJU CIOCOOHOCTh KoyutareHa VII Tumna nmoanepKuBaTh aJire3uto

budpobdnacro marpukca (Woodley D.T. Hou Y., Martin S. et al., 2008).

1.3. Oco0eHHOCTH KJIMHMYECKOM KAPTHHbI BPOKACHHOIO OYJIIE3HOIO

MMUAEPMOJIN3A

KinnHnyecknm mNposBIEHUEM, XapaKTEPHBIM Ui Bcex TUNOB BDBDO, sBisercs
oOpa3oBaHHe My3bIPEH W/WIU IPO3UK HA KOXKE M CIM3UCTHIX 000JIOYKAX BCIICICTBHE
HE3HAYNUTEIBHOTO MEXAHUYECKOTO BO3AECHCTBUS.

Jns BBD xapaktepHa manudecrtaiusi 3a00J€BaHUS C POXKICHUS WU TEPBBIX
JTHEH, NHOTJa U MECSIEB, KU3HU. [Ipy TsKeno mpoTeKaromux MOATUIIAaX 3a00JeBaHUs
pa3BUBAETCAd MYJbTUOPTaHHOE MOPAKEHHWE M OCIOKHEHHS B BHUAEC CTEHO3ZUPYIOIIMX
MPOLIECCOB  KENTyJ0YHO-KUIIIEYUHOTO M MOYENOJOBOrO0 TPAKTOB, MPUBOASAIIMX K
WHBAJTMN3AIUNA OOJIbHBIX H YMEHBIIEHUIO MPOIOKUTEIILHOCTH JKU3HU.

TsKeCTh HEKOTOPBIX KIMHUYECKUX MOATUIIOB HACTOJIBKO BEJIMKA, YTO MPUBOIUT
K JIETaJbHBIM MCXOJaM Jaxe B mepBbie nuu xku3HU (Fine et al., 2014; Kelly-Mancuso
G., Kopelan B., Azizkhan R.G., Lucky A.W., 2013).

Knunnueckas kaptuna BBD ornuyaercs pa3zHooOpazueM H  3aBUCUT  OT
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KJIIMHAYECKOro mnoatumna. Jlokanu3anus BBICHIIAHUN MOXET ObITh OrpaHUYeHa JUIIb
KOKeH JlaZoHed M MOJOMIB, B TO BPEeMs, KaK MpPU IPYrUX MOATUIAX MOPAKEHUE KOXU
HOCUT T€HEPaIN30BaHHBIN XapaKTep C BOBJICUCHUEM CIM3UCTBHIX 000JI0UEK BHYTPEHHUX
OpraHoB.

[Tpu mpoctom B2 He Habmomaercs pyo1oBoii atpodun, 0Opa3oBaHUs MUITHYMOB
U IUCTpO(UU HOTTEBBIX IJIACTUH, KaK MPU TUCTPOPUUECKOM U MOTPAaHUYHOM Tumax b2
(Fine J.D., Johnson L.B., Suchindran C. et al, 1999; Fine J.D., 2010).

JlokanuzoBanublil nmoaTun I1BD, Hambonee pacnpocTpaHEHHBIA KIMHUYECKHMA
noaTun w3 Bced rpynnsl BBD, xapakTepusyercs NpeuMyIECTBEHHBIM MOPaKEHHUEM
KOXH JIaJIOHEH W TOJOIIB, XOTS IMy3bIPH M 3PO3UM MOTYT BO3HUKATh M Ha JIIOOBIX
JIPYTHUX Y4aCTKaX KOXKHOTO MOKPOBA MPH BHIPAKEHHOM MEXaHHYECKOM BO3ICHCTBHM.

[Ipu renepanmzoBanHbiXx mnoaTunax I[IBD BeICHIIaHUS pacmpoCTpaHEHHBIE,
BKJIIOYAIOT TUIIEPKEpaTo3 B 00JaCTH KOXKH JaJ0HEH M TMOMOIIB. BhIMIeynoMsHyThIe
MUJIMYMBI, O4Yaru pyOIoBoi aTpoduu U JUCTPpO(dUS HOTTEBBIX IUJIACTUH HEPEIKO
pa3BuBaroTcs npu gaHHbix noarumnax (Fine J.D., 2010).

OTaMYuTENPHON 4YEpPTOM BCEX KIMHUYECKUX TMOATHUIOB IOTPaHUYHOrO bO
sBisieTCs Haymure rumnoriazuu smanu (Wright J.T., Johnson L.B., Fine J.D., 1993; Fine
J.D., 2010).

B norpannunomM B3 BeIAENSIOT JTIOKAIM30BaHHBIC U TEHEPAIU30BAHHBIC TTOATHIIHL.
['pynmna reHepann3oBaHHOTO NOTrpaHUYHOro B BO3HMKAET C pOKICHUS WU C MEPBBIX
JTHEH JKU3HH C BOBIICYCHHEM BCETO KOXXHOTO TOKPOBA M CIM3UCTHIX 000JI0YEK
BHyTpeHHUX opranoB (Fine J.D., Johnson L.B., Suchindran C., Moshell A., Gedde-Dahl
T., 1999). N30bITOuHOE 00pa3oBaHUE TPaHYJISALUMOHHOM TKaHM — MATOTHOMOHHWYHBIN
npusHak pganHHo rTpynnsl (Wright JT, Fine JD, Johnson LB, 1991). Teuenue
3a00JIeBaHUs TSXKEJIOE C PA3BUTHEM OCJIOXKHEHHUM B BHUJIE OTCTABAHMS B MICUXUYECKOM U
(GU3MYECKOM pa3BUTUH, MYJIbTU(PAKTOPHOM aHEMHUH, CTEHO3UPYIOIIMX IPOILIECCOB
BEPXHHUX JbIXaTeNbHBIX TyTeW u napyrux opraHoB u cuctem (Fine J.D., Mellerio J.,
2009; Fine J.D., Johnson L.B., Weiner M., Suchindran C., 2007; Fine J.D., Johnson
L.B., Weiner M., Suchindran C., 2008; Fine J.D., Johnson L.B., Weiner M. et al., 2004).
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Jannast rpynna OOJIbHBIX TOJBEpKEHa BBICOKOMY PHUCKY CMEPTHOCTU Cpeau
HOBOPOX/ICHHBIX, B MJIAJICHYECTBE U PAHHEM JIETCKOM BO3PACTE BCIEIACTBUE PA3BUTUS
Cercuca, OTCyCTBUS NpHOAaBKM B Bece W JapuHroTrpaxeaibHoro crenosa (Fine J.D.,
Johnson L.B., Weiner M., Suchindran C., 2007).

Teyenue JOKaIM30BaHHBIX MOATUIOB TMOrpaHUYHOTO bD MeHee Tskenoe,
BBICHINIAHUSI OTPAHUYEHBI, 3HAUUTEIIBHO HMXKE YaCTOTA U PUCK Pa3BUTHUSA CMEPTEIIbHBIX
ocinoxuenuit (Yancey K.B., Hintner H., 2010).

Juctpoduueckuit BD noapaszaensercs Ha 2 OCHOBHBIX MOATHUIA: PELIECCUBHBIA U
nomuHaHTHRIM  ([IJIBD). Knmawyeckwe moarunel gomuHaHTHOro JIBD, kak w
JOKAIN30BaHHbIC  MOATHUIIBI  MOTPAHUYHOTO B3, MNpOTEeKardT  OTHOCUTEIBHO
NOOpOKAaYECTBEHHO. Y TakuX OOJIbHBIX B KJIMHUYECKOW KapTUHE MpeolaaaaroT
MHOTOYHUCJICHHBIE MY3BIPU U DPO3HUH, Ooyard pyOroBod arpoduu u AUCTpodUUECKHE
M3MEHEHUs HOTTeBBIX MacTuH (Shinkuma S., 2015).

Cpenu OOJBHBIX K YacThIM SIBJICHUSIM OTHOCHUTCS TOPAKEHUE CIU3UCTOU
000JIOYKH MUIIEBOA ¢ JaidbHeHM pa3ButueM ero crpuktyp (Fine J.D., Johnson L.B.,
Weiner M., Suchindran C., 2008). B oTauuue OT TSKEIOr0 T€HEPaTU30BAHHOIO
noaTuna PJIBD npu JOMUHATHBIX MOATUIIAX KpallHE PEJIKO BCTPEUYAIOTCS OTCTABAaHUE B
pOCTE M Pa3BUTUH, AHEMHUSI, HEIOCTATOYHOCTh MUTAHUS, TNIOCKOKJIETOUHBIN PaK KOXKH U
mianeHdeckas cMeptHocTh (Fine J.D., Johnson L.B., Weiner M., Li K.P., Suchindran
C., 2009).

B rpynne PJIBD cnemyer BBIAETUTH TSHKENBIM T€HEPATU30BAHHBIN IOJITHII,
KOTOPBIM cUMTaeTCs HaubOojee TSKEIbIM 10 KIMHUYECKOMY TCEUCHHIO. Y JIeTeH,
CTpaJaOIIMX JAHHBIM MOATUIIOM, MPU POXKICHUM MOMXET OTCYTCTBOBATh KOXKa Ha
MOJIOIIBEHHON MOBEPXHOCTH CTON WJIM JPYTUX ydacTkax koxkHoro nokpona (Fine J.D.,
2010).

Tsokenelii reHepann3oBaHHbld PJ[BD  Xapaktepusyercss BOBJIEYEHUEM BCETO
KOXXHOTO TIOKPOBa M CJIM3UCTHIX 000JOYEK BHYTPEHHUX OPTaHOB, B OCOOCHHOCTH
MOJIOCTU PTa W MUIEBOa. MHOXKECTBEHHBIE IMy3bIPH U IPO3UBHO-SI3BEHHBIC NE(DEKTHI,

KOTOPBIC IMOCTOAHHO BO3HHMKAIOT HC TOJIBKO BCIICACTBHUEC TpaBMbl, HO W CIIOHTAaHHO,
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OPUBOAST K TMPOTPECCUPYIONIEMY pyOlleBaHUIO M OOpa30BaHUIO PACHPOCTPAHEHHBIX
ouaroB pyoOmoBoW arpodum, IMCBEAOCHHIAKTUINHN, aepopMaliud KHCTEH IO THITY
«BapEKKW», KOHTpPaKTyp cyctaBoB. CoriiacHo AaHHBIM HammoHamsHOTO perucTpa
OOJBHBIX BPOXKJIEHHBIM OYJUIE3HBIM dnujepMosiu3oM, y 30% OOJBHBIX TKEIBIM
reHepanu3zoBaHHbIM PJ[BD nceBIOCUHIAKTUINY pa3BUBAIOTCS K 2-JIETHEMY BO3pacTy, a
kK 20 romam nceBnocuHaakTuinu HaomonarTes y 100% 6onbubix (Fine J.D., Johnson
L.B., Suchindran C. et al., 1999).

[TockonpbKy B TIPOLIECC BOBJICKAIOTCS CIW3HUCTBIE OOOJOYKH, BO3HHKAIOT
OCIIO)KHEHHSI B BHJIE MHUKPOCTOMHUH, AHKWJIOTJIOCCHM, 3apalieHusi BECTHOYISIPHBIX
ckianok, crpuktyp numieBoaa (Fine J.D., Johnson L.B., Weiner M., Suchindran C.,
2007).

BcenenctBue mopakeHus CIM3UCTOM OOOJIOUKM TOJIOCTH PTa M MHINEBOJA Yy
OOJBHBIX BO3HHUKAET HEJIOCTATOYHOCTh MHUTAHUS, M KaK CJICJACTBHE IMOBBIIIACTCS PUCK
XPOHUYECKOTO BOCHAJICHUS U MHPEKIMK. Y TAlMEHTOB Pa3BUBACTCS aHEMHUSI, 3a]IePIKKa
(bu3MYecKoro u Mcuxuyeckoro passutus, octeonopo3 (Fine J.D., Johnson L.B., Weiner
M., Suchindran C., 2007, Kyb6anoB A. A. u nip., 2014).

OTAuuuTensHOM OCOOCHHOCTHIO TIPU  TSDKENOM reHepanuzoBaHHoMm PJIBD
ABJIAIOTCS IIUTENBbHO (0oJiee 1 Mecdlia) He 3aKUBAIOIINE SPO3UBHO-I3BEHHbIE J€()EKThI
KOXH, KOTOPhIE MOTYT COXPaHSATHCA Ha KOXE€ JI0 HECKOJBKUX JIET JaXe IMpHu
parmoHasibHOM HapykHO# Teparnuu (Fine J.D., Johnson L.B., Weiner M., Li K.P.,
Suchindran C., 2009, KybanoB A.A., KapamoBa A.J., AnsbanoBa B.U., Yukun B.B.,
Monuakosckas E.C., 2017).

1.4. MeToabl IMATHOCTHKH BPOKAECHHOI0 0YJJIE3HOT0 3MMAEePMOJIHU3a

Juarnoctuka BBD ocHOBbIBaeTCS Ha [JaHHBIX aHAMHE3a W KJIWHUYECKOU
kaptuHbl. KnuHuueckudt nuarHo3 mnoatrBepxkaator metoaoM HMAK w/mmum (TOM).
Metonst TOM u MAK mo3BOJISIFOT onpesenuTh YpOBEeHb 00pa30BaHUS My3bIpsT B KOXKE
o6onpHbix BBD nmns nmuddepernmanbHOd TMATHOCTUKA MEXKITY OCHOBHBIMHU THUITAMH

BBED. I[JIS{ ONpCACICHUA KIMHHUYCCKOIO IIOATHIIA IIPUMCHACTCA TI'CHCTHYCCKaAsA
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nuarHoctuka BBD, koTopas mo3BoiseT onpenenuTh MyTallMM B I€HaX CTPYKTYPHBIX
OenkoB, BOBJICUCHHBIX B martoreHe3 mganHoro 3aboneBanus (Fine J.D., Bruckner-
Tuderman L., Eady R.A. et al. 2014).

TOM 1o3BONSIET BHU3YyaIM3UPOBATH CHEHUPUUECKUE CTPYKTYpbl (KEpaTUHOBBIE
(buIaMEHTBI, JECMOCOMBI, TOJYAECMOCOMBI, CyINpada3albHble TUIOTHBIC TUIACTUHKH,
SKOpHbIE (GUOPWILIBI U (QUIAMEHTHI) U JaTh UX KOJIMYECTBEHHYIO XapaKTEpPUCTHUKY,
COOTBETCTBYIOIIYIO OMNpeaeieHHbIM KinHuueckuMm noatunam BBD (Eady R.AJ.,
Dopping-Hepenstal P.J.C., 2010). Ognako TOM mnpenacraBisier co00i TPyAO0EMKUMA
METO/, TpeOYIOIMA HAIWYUs JOPOTOCTOSIIET0 OOOPYJIOBaHUS W  CIEHUAIBHO
O0Oy4YEeHHOTO TepCcoHana C OOJBIIMM OTBITOM IPOBEACHHS HCCIICIOBAHUS MMEHHO Ha
ouonTatax 6onbpHEIX BB (Fine J.D., Eady R.A., Bauer E.A. et al., 2008; Eady R.A.J.,
Dopping-Hepenstal P.J.C., 2010, Ky6anos A.A., KapamoBa A.D., Monuakosckas E.C.,
2020).

Hapsany ¢ TpaHCMHCCMOHHOWM 3JEKTPOHHOM MUKpockonuen npumensarcs MAK,
KoTopoe Obuto BrnepBbie omucaHo B 1981 romy (Hintner H., 1981). Jlanusiii meTon
MO3BOJIICT ONPEIEIUTh HE TOJBKO ypOBEHb (HOPMHUPOBAHHS MY3BIPS, HO U JAEPUIUT
CTPYKTYPHBIX O€JIKU 3MUAEpMHUcA U JiepMo-3nuiepmanbHoro coeanHenus (Kybanos A.
A. u np., 2014). MAK ompenensier dKCIPECCUI0 CTPYKTYPHBIX OEIKOB, TO €CTh HX
PUCYTCTBUE, CHUKEHHUE U OTCYTCTBHUE.

[IpyHIMIT TaHHOTO METOJa OCHOBBIBA€TCS HA CIIOCOOHOCTH CIEeUU(UUYECKUX
aHTUTEN K (QUKCAMM Ha KOPIYCKYJSIPHOM aHTUreHe. B ciydae BpoKIEeHHOTrO
OyJJIE3HOTO DJMHUIECPMOJIN3a KOPIYCKYJIAPHBIM AHTUTEHOM SIBISIFOTCSI CTPYKTYpPHBIC
OeNKH AepMO-3TIHUAEPMATILHOTO coenHeHus (kepatunbl 5 u 14 tunos, koymaress! VII u
XVII tumnos, a3, B3 u y2 uenu namuHuHa-332, a6B4 uHTerpuH, miakoGuIMH-1,
JIECMOIUIAKWH, TUIEKTUH, KUHUIMH-1), 00pa3ysi KOMIUIEKCHI, KOTOPhIE B XOAE PEaKIuu
cBeTsATcs B ynbrpaduoneroBeix aydax (Rao R., Mellerio J., Groves R. and Bhogal B.,
2012, Ky6anoB A. A. u 1p., 2014).

[Tosydyennas nHpopManysa 0 HAPYHICHUSX HKCIPECCUU OEJIKOB KOKU MO3BOJISIET

OIpaHUYUTDb KOJIUYCCTBO I'CHOB, KOTOPLIC H€O6XOI[I/IMO HU3Yy4YUTh B XOJ€ IMOCICAYIOIICTO
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MoJIeKyJIipHO-TeHeTndeckoro uccnenoanus (Rao R., Mellerio J., Groves R. and
Bhogal B., 2012).

Nnentuduxanus reHa-KaHaugaTa oOJierdaeT aHaiu3 MYyTalMid, KOTOPBIH
HEOOXOAMM JJIi TOYHOTO JMarHo3a, IMPOTHO3MPOBAHUA Te4YeHUs OO0Ne3Hu U
npeHaTanbHON auarHoctuku (McMillan J.R. et al, 1997, Ky6anor A.A., Kapamona
A.D., Monuakosckas E.C., 2020).

BoisBienne MyTanuii B ONpENEICHHOM T€HE MPOBOJATCS  METOAOM
CEKBCHUPOBAHUS CIICAYIOMIETO ITOKOJCHHS WM TTOJTHOPK30MHOTO CEKBCHHUPOBAHMS
(Vahidnezhad H., Youssefian L., Zeinali S. et al. 2017; South A.P., Li Q., Uitto J.,
2015; Takeichi T., Nanda A., Liu L. et al., 2013).

H. Vahidnezhad u coast. (2017) npu HE0OOXOAMMOCTH BBISIBJICHUS MyTalud B
OTIPEJICTICHHOM T€HE OTHAI0T MPEANOYTEHUE METOJY CEKBEHHPOBAHUS CIEAYIOIIETO
TTOKOJICHHSI, TIOCKOJIBKY TIO CPAaBHEHUIO C TIOJIHOADK30MHBIM CEKBECHHPOBAHHUEM OH MCHEE
JIOPOTOCTOSII, @  HEOOXOJUMBI  MPU  TMOJHOPK30MHOM  CEKBEHHUPOBAHUU
OroUH(OPMAITMOHHBIA aHAIN3 CJIOXKEH U TpeOyeT OONbIIUX 3aTpaT BPEMEHH, YeM
uccnenoBanue oaHoro reHa (Vahidnezhad H., Youssefian L., Zeinali S. et al., 2017).
[Ipy BBISIBICHUM MyTalliidi €€ HAJIWYUE TMOJTBEPKAACTCS HCCIEIOBAHUEM METOJIOM
CEKBEHUPOBaHUs 110 CrHTEpy.

['eneTnyeckoe UCClIEeIOBaHUE B MEPBYIO OYEPEah HEOOXOAUMO CEMBSIM, TIAHUPYIOITIM
OCpeMEHHOCTb, Yy KOTOPBIX HMEETCS PpOACTBEHHHWK, cTpagaromuii BBD, wmm
YCTAHOBJIEHHbIE HOCUTENU reHa BBD. BeiABIeHHEe MyTannii UMEET LEHHOE 3HAYCHUE
JUIs HAKOTUICHUSI HAy4HBIX 3HAHUW O 3a00JI€BaHUU, MOCKOJBKY B TIOCIEIHEE BPEMs
BO3POCJIO YKCJIO HOBBIX paHee HE ONMUCAHHBIX KiuHudeckux ¢genoturnonB (He Y. et al.,
2016; Lin Z. et al., 2016; Lee J.Y.W. et al., 2017; Has C., Fischer J., 2018, Ky6anoB A.
A. u np., 2014). CymectBytoT 6a3sl Janabix MyTaruiit OMIM (http://www.omim.org/),
Human Gene Mutation Database (Stenson PD, Mort M, Ball EV, Evans K, Hayden M,
Heywood S, Hussain M, Phillips AD, Cooper DN, 2017), mexxaynapoaHas 0a3a
mytauuii COL7A1, obnapyxennsix y OonbHbix JIBD (van den Akker P.C., Jonkman
M.F., Rengaw T. et al., 2011), 1000 Genomes (Auton A, Brooks LD, Durbin RM,
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Garrison EP, Kang HM, Korbel JO, Marchini JL, McCarthy S, McVean GA, Abecasis
GR, 2015), dbSNP (Sherry ST, Ward MH, Kholodov M, Baker J, Phan L, Smigielski
EM, Sirotkin K., 2001), gnomAD (Gudmundsson S, Singer-Berk M, Watts NA, Phu W,
Goodrich JK, Solomonson M; Genome Aggregation Database Consortium, Rehm HL,
MacArthur DG, O'Donnell-Luria A, 2022), ClinVar (Landrum MJ, Chitipiralla S,
Brown GR, Chen C, Gu B et al., 2020) u Exome Aggregation Consortium (ExAC)
(https://gnomad.broadinstitute.org/), B ToM 4ucie, pocCHiiCKass OTKphITas 0a3za JTaHHBIX
T€HETUYECKUX BapUaHTOB (MOJUMOP(PU3MOB, MYyTalUil) W HX BCTPEYAEMOCTH B
poccutickoit nmomyssiuu (http://ruseq.ru/#/), KoTopble MO3BOJISAIOT HAKAIIMBATh JaHHBIC
00 UMEIOUIMXCSl MyTalMsIX, BbI3bIBatoUX pa3Butue BB3. TouHble 3HaHMS 0 XapakTepe
U JIOKQJIM3allMd MYyTallil TakXe HEOOXOMUMBI NJsl CO3JaHHs KIETOYHBIX KYJIbTYD,

HCIIOJIB3YCMBIX B UCCIICAOBAHUAX, U I p33pa60TKI/I MCTOOOB TeHHOM TCpallnu.

1.5. Hapyumienue npouecca 3a;KUBJIeHUS NIPU PeleCCHBHOM AUCTPOPHUUYECKOM
0yJJIE3HOM IMUAEPMOJIN3e
BoO3HUKHOBEHHE JUIMTEbHO HE 3a)KMBAIOIIMX SPO3UBHO-SA3BEHHBIX JE(EKTOB KOXH Y
OOJBHBIX TSDKENBIM TE€HEpaTM30BaHHBIM moATUNOM PJIBD CBA3BIBAIOT € psAaoM
MAaTOTeHETUYECKNX  (HaKTOPOB, TMPEMATCTBYIOIIMX  HOPMAJbHOMY  3a)KMBJICHHIO
(Cianfarani F., Zambruno G., Castiglia D., Odorisio T., 2017, Kyb6anoB A. A. u ap.,
2019).

[Ipouecc 3axkuBieHWs BKIOYaeT 3 (Qaspl: BOoCHaleHMs, mpoiudepanuu u
peMOJICTMPOBaHUs. 3aKUBJICHUE 3aHUMAET OT 3-4 Helelib 10 HECKOJbKUX JeT (Singer
All., Clark R., 1999). JInutenbHOCTh 3aKUBJICHUS 3aBUCUT OT BO3pacTa OOJIBHOTO,
MPUYUHBI BOSHUKHOBEHHUS PaHbI, pa3MEPOB M TIIyOMHBI PaHEBOTO Je(eKTa, HAIUYHUS
conyTtcTBytoien marojoruu (Flanagan M., 2000).

da3za BocMajgeHusi COCTOUT U3 2 TJIABHBIX KOMIIOHEHTOB: COCYIHUCTON DPEaKIuu
(reMocTasza) U MUTpAIMH JIEUKOIIUTOB B OTBET Ha CIENU(PUUECKHE XEMOTAKCHUECKUE

dakTopsl, reHepupyembie B oonactu nospexaenus (Harding K., Williamson D., 2004).


https://gnomad.broadinstitute.org/
http://ruseq.ru/#/

29

CocynucTblii  OTBET XapaKTepU3yeTCs CMEHSIOIMMU Jpyr JApyra CTaausMH
BAa30KOHCTPUKIIMM W Ba3OJWJIaTallid,  COMPOBOXKIAIOUICICS  BO3pacTaHUEM
KamuIApHOW mpoHHUIaeMocTH. C yBeJIMUYEHHUEM COCYIUCTON MPOHUIIAEMOCTH IO
BIusiHueM TpaHchopmupytomero (akropa pocra [ (TGF-Bf) u MoHoumTapHOTO
XeMoaTTpakTanTa Oenka-1, BbIpabaTbIBaGMBIX TOBPEKIACHHBIMA  KIETKAMH U
TpoMOOIIUTAMHU, B paHy IMOCTYIMAIOT pPA3NIUYHbIE KIETOYHbIE MOMYJSALNUU, BKIIOYas
noIMMOopGOHYKII€apHbIE 1 MOHOHYKJICAPHBIE JIEHKOLUTHI U MaKpO(aru, BHITOTHSIIONTUE
byHkuun  (aronurTo3za W ygajneHUs MHQEKIUOHHBIX areHToB. B 3Ty (dazy
BbIPA0ATHIBAIOTCS TIPO- U NMPOTHUBOBOCHAIUTENbHBIE ITUTOKUHBI U Psii (AKTOPOB poOCTa
(Eming S.A., Hammerschmidt M., Krieg T., Roers A., 2009, Ky6anoB A.A., Kapamosa
A.D., Anpbanosa B.U., Yukun B.B., MonuakoBckas E.C., 2017).

[Ipu tspxenmom PJIBD (dasza BocmasieHust npuoOpeTaeT 3aTsHKHOE TeueHue. Y
OONBHBIX C TaKUM TIOJITUIIOM Ha KOXE MOCTOSHHO HMMEIOTCS 3PO3UBHO-SI3BEHHBIE
ne(eKThl, YTO MNPUBOAUT K MACCHBHOMY OOCEMEHEHHIO OaKTepuanbHOU (IIOPOH.
bakTepuanbHasi KOJIOHU3AIMS YCUITUBAeT BocnaauTenbHyto peakiuio (Van der Kooi-Pol
M.M., Duipmans J.C., Jonkman M.F., van Dijl J.M., 2014, Levin L. E. et al., 2021).
bakTepun 00pa3yloT MIEHKH, KOTOPbIE MPENATCTBYIOT JAEUCTBUIO aHTHOAKTEpUATbHON
MpenapaTos.

Cpenu Oaktepuid, 0OOHapyKEHHBIX HA MOBEPXHOCTU JEHEKTOB KOXH y OOJBHBIX
BBD, Hambomblield YMCICHHOCTBIO 00MamaroT poa Staphylococcus m Streptococcus
(Brandling-Bennett H.A., Morel K.D., 2010). Van der Kooi-Pol MM wu coasr. (2013)
JI0OKa3aJu, YTO PUCK Pa3BUTHUSI XPOHUUECKUX NEPEKTOB KOXKHU BbIle Y 00JbHBIX BB), y
KOTOPBIX Ha MOBEPXHOCTH NEe(PEKTOB KOXKU MMEETCS HECKOJIbKO BUAOB Staphylococcus
(van der Kooi-Pol M.M., de Vogel C.P., Westerhout-Pluister G.N. et al., 2013).

Psimom aBTOpOB MpOBENECHBI HCCIEIOBAHMS, MOJITBEPKIAIONINE MOBBIIICHHYIO
AKCIIPECCHIO0 MpoBOCHANUTENbHBIX HMUTOKMHOB (IL-6, CXCLI13, MCP-1, HMGB-1 u
Jp.), CHOCOOCTBYIOIIMX MOJAEpKaHUIO Bocrnanenuss B pane (Breitenbach J.S.,

Rinnerthaler M., Trost A. et al., 2015; Odorisio T., D1 Salvio M., Orecchia A. et al.,
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2014; Petrof G., Abdul-Wahab A., Proudfoot L., Pramanik R., Mellerio J.E., McGrath
J.A., 2013).

B da3zy npommdepannm KIOYEBEIMH MOMEHTAMHU SIBJSIIOTCS AHTUOTEHE3 U
oOpazoBanue rpanyisanronHod Tkanu (Harding K., Williamson D., 2004). IIponecc
AHTUOTEHE3a HapyIlaeTCsl BCIEJICTBUE OTCYTCTBHUSI PETMOHAPHBIX CTBOJOBBIX KIIETOK,
KoTopblie npoayupytot npoanruorennsie daktopsl (VEGF, HGF, bFGF, EGF, TGF-
B). UcToyHMKOM pEruoHapHBIX CTBOJIOBBIX KJIETOK SIBJISIIOTCS CaJIbHO-BOJIOCSHBIE
dbommukynsl. [lpu Tskenom renepanuzoBaHHoM PJIBD uMmeroTcs oOmmpHbIe odaru
pyO10BO#i aTpoduu, B KOTOPHIX OTCYTCTBYIOT MPUAATKHA KOXHA. DTUM SIBICHUEM U
oOycrnoBieH aeUIUT peruoHapHbIX CTBOJIOBBIX KieTok (Sorg H., Tilkorn D.J., Hager
S., Hauser J., Mirastschijski U, 2017).

Hedbunut kosutarena VII Tuma, KOTOpBI HEMOCPEACTBEHHO YYacTBYET B
naroreiese PJ/IBD, oTpumatenbHO BIMAET HA MPOCTPAHCTBEHHOE PACIOJIOKEHUE
KOMILJIeKca OelKoB JamMuHuHa-332 u unrerpuHa a6P4. Kak crneiactsue He IPOUCXOIUT
aKTUBAIIMKM JIAMUHUH-332/uHTEeTpUH 06P4 CUTHAIBHBIX MyTEW, KOTOpPbIE MPUHUMAIOT
y4acTHe B MPOILECCe MUTPALlMU KepaTUHOLMTOB ¢ KpaeB paHbl (Nystrom A., Velati D.,
Mittapalli V.R. et al., 2013; Hartwig B., Borm B., Schneider H., Arin M. J., Kirfel G.,
Herzog V., 2007). Co cTopoHbl iepMbl HeaocTaTOK koijiiareHa VII tuma mojaBisier
mMurpanuio GuOpoOIacTOB U co3peBaHue TpaHyssimoHHoW TkaHu (Nystrom A., Velati
D., Mittapalli V.R. et al., 2013).
daza peMoAeIMPOBAHUSL 3aKIIOYACTCS B Pa3pylIeHUHW HM30BITOYHOTO BPEMEHHOTO
BHEKJICTOYHOTO MAaTpPUKCa M KPOBEHOCHBIX COCYJIOB, MPOAYIMPOBAHHBIX B (a3y
npojudepanuyd, YMEHBIIEHUH  BBIPQXEHHOCTH  BOCHAJICHUS W DJIMMHUHAIUU
muoudpoodmactor (Harding K., Williamson D., 2004). B ¢a3zy nponudepanun
MUOGUOPOOTACTHl  OTBEYAIOT 3a KOHTPAKIMIO KPaeB  paHbl, OAKCIPECCUPYS
[VIAIKOMBIIICYHBIA ~ aKTHH-0, KOTOPBIM  oOecreyuBaeT MPOUYHYH  (pukcaiuio
MHUOGUOPOOIACTOB MEXITy COO0H M ¢ KOMIIOHCHTaMH BHEKJIETOYHOTO MaTpUKca, U
MPOIYKIIMIO KOMIIOHEHTOB BHEKjIeTouHOoro maTtpukca (Micallef L., Vedrenne N., Billet

F. et al., 2012, Ky6anoB A.A., Kapamoa A.D., Anwb6anoBa B.W., Yukun B.B.,



31

MonuakoBckas E.C., 2017). B xoHue ¢asbl peMoaenupoBaHus IpaHyISIIIUOHHAS TKaHb
noipkHa 3amectuthes pyoroBoi (Harding K., Williamson D., 2004, KyGanoB A.A.,
Kapamona A.D., Anb6anoBa B.U., Yukun B.B., Monuakosckas E.C., 2017).

Barrientos S. u coaBt. (2008) ycTaHOBWIM, YTO K JJIUTEILHOMY 3a)KHWBIICHUIO
NPUBOJUT TIOBBILLIEHHAs H3Kcrpeccusi u3odopmbl 1 Tpanchopmupytromero ¢dakrtopa
pocta B (TGF- B1). TGF-B1, npoayuupyemsplii pa3TudHbIMU KJIETKaMU, Y4aCTBYET BO
Bcex (aza 3axkupieHus (Barrientos S., Stojadinovic O., Golinko M.S., Brem H., Tomic-
Canic M., 2008). Ilpu ero MOBBINIEHHONW JKCIPECCUU MPOUCXOAUT CTUMYJISLIUS
Tpanchopmar  GuOpodiacToB B MUOPUOPOOIACTBI, KOTOpPBIE  MPOAOJIKAIOT
HEKOHTPOJUPYEMbIH CHHTE3 KOMIIOHEHTOB BHEKJIETOYHOT'O MAaTPUKCA.

AHali3 ypOBHS AIKCIPECCHUU T€HOB B OumonTtarax pyoroB OonbHbiXx PJIBD u
pyoOmoB OonbHBIX, He cTpagatomux PJIBD, OumonrtatoB koxku OonpHBIX PJIBD
OMOITAaTOB 370POBBIX JTOOPOBOJBIEB, BBISBUI, YTO B OuomNTaTax pyOIIOB OOJIbHBIX
P/IBD mnossimieH ypoBeHb d3kcmpeccuu IL-1B, IL-6 u tenacumna-C, KoTOpbIE
CBUJETEIBCTBYIOT O Tmepcuctupyromem BocnaieHun (Breitenbach J., Gruber C.,
Klausegger A. et al., 2015). N30bITouHas skcnpeccust TeHacuuHa-C Mpu CBS3bIBAHUU C
Toll-like peuentopom 4 (TLR-4) ycunuBaer oOpa3oBaHue pyOIOBOM TKaHU

(Bhattacharyya S., Wang W., Morales-Nebreda L. et al., 2016).

1.6. XapakTepucTHKa IUIOCKOKJIETOYHOI0 PaKa KOXKHM Y OOJbHBIX

peneccuBHbIM AUCTPOGUYECKUM Oy 1JIe3HBIM 3NMIEPMOIU30M

[Tnockoknerounsiit pak koxu (I[1PK) sBnsieTcs Hanbosiee rpo3HbIM OCI0KHEHUEM
BBD. Tlo nmanweim HamwmonansHoro peructpa 6onmbHbix BBD B CIIIA Fine J.D. u
COaBTOPHI BBISBHIIM 3aBUCUMOCTH pa3Butus [IPK oT ompemeneHHOro KIMHHYECKOTO
noaruna Bb3. Haumensmemy pucky pazsutusi [IPK noasepskeHbl 60JgbHbIE TPOCTHIM
B9 (0,1%-1%). TloBbIMIEHHBIH PUCK 3apETUCTPUPOBAH Y OOJBHBIX TSHKEIBIM
norpannudbiM bD (4,5%), cpennersikensim PIIBD (9,9%) u unBepcueim PJIBD
(17,7%). MakcumanbHbIi pucK 3aUKCUPOBaH y 00JbHBIX TspKeNnbM PIIBD (23%) (Fine

J.D., Johnson L.B., Weiner M., Li K.P., Suchindran C., 2009).
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Puck BosnukHOBeHusi [IPK yBemmumBaeTcss ¢ Bo3pacToM. KyMyIsSTHUBHBIA pPHCK
pazButusa [IPK y OGonbnbix Tsikensim PJIBD cocraBnsier: 7,5% B Bo3pacte 20 iner,
26,7% B BO3pacte 25 net, 51,7% B Bo3pacte 30 ner, 90,1% B Bo3pacte 55 net (Fine
J.D., Johnson L.B., Weiner M., Li K.P., Suchindran C., 2009, Ky6anoB A. A. u ap.,
2014). CornacHo nanusiM Kawasaki et al. camblil panHMii ciTydail MIO0CKOKJIETOUHOTO
paka KO ObLT omucadH y 6-ietHero OonpHOoro TskenasiMm PJIBD (Kawasaki H.,

Sawamura D., Iwao F., Kikuchi T., 2003).

[Ipeapacnonararomumu haktopamu passutus [1PK sBrstoTcs piurensHo (6olee
1 Mecsiiia) He 3a)KUBAIOIIKME 3PO3UBHO-A3BEHHBIC JCHEKThl KOXKU M Oodaru pyOIoBo
atpoduu (Mellerio J.E., Robertson S.J., Bernardis C. et al, 2015). B oriuuue ot [TPK B
oOmel mnonyiauud K OO0pa3oBaHUIO JApPalBEpHBIX MYTAalM OPUBOAUT  HE
yIbTpaHOJIETOBOE H3IIyYCHHE, a TOBBIIMICHHBIH YpPOBEHb AaKTHUBHOCTH OEIKOB
cemeiicteBa APOBEC oOnapyxuBaembix Oosiee, yeM B 50% pakoBbIX OITyXoJei
paznmuuHoro rexesa (Alexandrov L. B. et al., 2013). Ux coaepkaHue TakKe MOBBIIIECHO
B 00JacCTM XPOHUYECKHX JEPEKTOB KOXH, HYeM, BEpOSITHO, OOYCJIOBIICHO
Bo3HMKHOBeHUE [IPK mannoi nokamuzaumu y 6oasHbIX PIIBD (Cho R.J., Alexandrov
L.B., den Breems N.Y. et al., 2018). Ouaru [1PK Ttakxe yacto BO3HUKAlOT B 00JIaCTH
KOCTHBIX BBICTYNOB. [lpu wusydenunm ocobennocredt nokanuzammu [IPK  Obuto
OOHapy’>K€HO, YTO HOBOOOpA30BaHMS paCIOJArajuch B Mpeaenaax JUIMTEIbHO He
3KUBAIONIUX 3PO3uil U s3B y 63,2% OONBHBIX CPEAHETSHKENBIM MOATUTIOM, YV 86,7%
TsokenbiM 1 100% OGonpHBIX MHBepcHBIM moaTunom PJIBD (Fine J.D., Johnson L.B.,
Weiner M., Li K.P., Suchindran C., 2009).

[Tatorene3 I[1PK cBsizan co mHoxkectBoM (aktopoB. [Ipeamonaraercsi, 4To ero
pa3BUTHE MOXET ObIThb OOYCJIOBJIEHO HapylIeHHWEM Ipoliecca  3a)KUBICHUS,
MUKPOOKPY>KEHHEM OITyXOJId, CKIIOHHOCTBIO K pyOIleBaHUIO, OOYCIOBICHHON OTYaCTH
aKTUBHOCTBIO TpaHchopmupytomero ¢akropa poctra ¢uodpodmactoB B (TGF-B),
CHIDKEHHOM JKcmpeccuer KojulareHa VII Tuma, MOBBIIEHHOW — DKCIPECCHUEN

MaTpUKCHbIX MeTautonporennas (MMP-7 and MMP-13), WNJI-6, wu30bITOYHBIM
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o0ceMeHeHreM MUKPOGIOPOii, UTO MPUBOJIUT K «3aTsKHOMY» BocnaneHuto (Condorelli
A. G. etal., 2019, Bonamonte D. et al., 2022).

Kimangeckn 3anono3purts y nmanuenta [IPK MoxHO no cnenyrommm npusHakam:
HaJIMYME JJIUTEIBHO HE 3aXUBAIOIIUX SPO3UBHO-SI3BEHHBbIC JE(DEKTOB KOXKHU C
JUINTEIBHOCTBIO CYIIECTBOBaHMS Oojiee 4 Henenb, OBICTPHI POCT 3PO3UH/SI3BHI,
HaJIM4ME TMPUIOAHITOrO JIHA W/WIU TOJPBITBIX KpaeB 3PO3UHU/S3BbI, TI1yOOKOU
«ILITAMIIOBAaHHOW» $13BbI, M30BITOUHOIO pa3pacTaHus TPaHYJSUMOHHOW TKaHU, O4aroB
TUIIEpKEpaTo3a C MPUIIOAHATHIM BAJIMKOM OKpPYXalolEd TKaHU M0 NepU(PEpHH.
CyObeKTUBHbBIC OIIYIIEHUS B BHUJAE BBIPAKECHHON OOJE3HEHHOCTH, NApecTe3ni Hu
HEOOBIYHBIX OLIYIIEHU B 0OnacTu 3po3un/a3Bbl xapakrtepHsl 1 [IPK (Mellerio J.E.,
Robertson S.J., Bernardis C. et al, 2015).

[Tpu BB, kak npaBuio, oOHapyx)uBaetcs BoicokoaudepennpoBannbiii [1PK,
XapaKTEPU3YIOUIUICS OBICTPBHIM, arpeCCUBHBIM U MHBA3UBHBIM POCTOM OIyXOJu. J[is
storo IIPK tunmyHo ObicTpoe MeTacTa3MpoBaHHE M BO3ZHUKHOBEHHE MHOKECTBEHHBIX
ouaroB nepsuuHoi omyxonu (McGrath J.A., Schofield O.M., Mayou B.J. et al., 1992,
Mellerio J.E., Robertson S.J., Bernardis C. et al, 2015).

[TPK siBnsiercs BemyIiei mpuunHOi cMepTHOCTH cpenu 6onbHbIX PJIBD. 5-netHss
BBDKMBAEMOCTh cpenu 0onbHbIX ¢ PJIbD-accounnpoBannbiM [1PK paBHa npakTudecku
0% (Fine J.D., Johnson L.B., Weiner M., Li K.P., Suchindran C., 2009; Mellerio J.E.,
Robertson S.J., Bernardis C. et al, 2015).

B tepanum [IPK npumeHAOTCS XUPYpPrHUECKME U HEXUPYPIHMUECKHE METOJBI
jJedeHuss (JydyeBas Tepamusi, XHMMHUOTEpanusi, T€HHO-UHXKEHEpHbIe OHOJIOTHUYECKUE
npenaparbl, opajbHble UHIMOUTOPHI TUPO3UHKHHA3BI, (OTOJMHAMUYECKAS Tepanusi, S-
dropypamin, CO2-nazep. OpHako, NOPEANOYTHUTENIBHBIM  OCTAETCAd  IIUPOKOE
XUPYPIHUECKOE HCCEYEHUE MEPBUYHOTO OYara MM MHOKECTBEHHBIX OYaroB OITYXOJIU.
[Ipn mo3gHed AUMArHOCTUKE M OOLIMPHBIX OdYarax OIyXOJM BO3MOMKHO IPOBEACHHE

ammytaruu (Mellerio J.E., Robertson S.J., Bernardis C. et al, 2015).
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1.7. MeToabl Tepanuy BPOKAECHHOT0 0YJ/UIE3HOT0 3MMAEPMOJIU3a
1.7.1. HapyxHasi Tepanus
HecMoTpst Ha TO, 4TO B HACTOSIIEE BPEMSI ITHOJOTMYECKOE M NATOT€HETUYECKOE
nedyenre BBD HaxoauTcs Ha pa3HbIX dTanax KIMHUYECKUX HCCIEI0BAHUM, OCHOBHBIM
METOJIOM JICYCHUS, MPUMEHSIEMbIM B KJIMHUYECKON TMpPaKTUKE U 00JaJaronuMm
CUMIITOMAaTUYECKUM JICHCTBUEM, SBJISETCS TPOBEJICHUE PETYJSPHBIX TEPEBS30K C
NPUMEHEHUEM HEaJre3UBHBIX aTpaBMAaTUYHBIX NepeBsa3ouHbix cpeactB (Pope E., Lara-
Corrales I., Mellerio J. et al., 2012; El Hachem M., Zambruno G., Bourdon-Lanoy E. et
al., 2014, Ky6anoB A.A., KapamoBa A.D., MonuakoBckas E.C., 2020). Hapyxnas
Tepamnusi, KOPPEKLUs] OCJIOKHEHHI W COIMYTCTBYIOIIEH MAaTOJOTUM HaIpaBJIeHbl Ha
YCKOPEHHUE 3aKUBJIEHUSI SPO3UBHO-S3BEHHBIX JE(EKTOB KOXKH M CIMU3UCTBIX 000I0YEK.
B nmnepByro ouepens s HpeAoTBpalieHUss WHOUIMPOBAHUS BO BpeMsS KaKIOU
MEPEBSI3KU TEPE/i HAJIOKEHUEM HEaJIre3UBHBIX IEPEBS30YHBIX CPEJCTB MPOBOIAUTCS
o0paboTka BceX IMy3bIpeil Mepell W TOC]e BCKPHITHS, a TaKyKe BCEX IPO3HI/SI3B HE
CIIUPTOCOACPKAIIUMHI aHTUCENTUKAMH U JIe3MHGUIIUPYIOMIMME Cpe/icTBaMu. BekpbiTue
My3bIpell MPOBOJAUTCA BO H30EKaHUE YBEJIMYCHHS HUX IUomaau. PexoMmenmyercs
co3laTh 2 OTBepCTUs sl yAaneHusi conaep:kumoro. Ilocime BCKpBITHSA MOKpBIIIKA
ny3bIps HE yaaiseTcs s 0onee aktuBHoro 3axuBieHus (Denyer J., Pillay E., Clapham
J., 2017). Ilocnme BCKpbITUSI Iy3bIpEH, OIMOPOXKHEHUS HX TMOJOCTU MPOBOIUTCS
HAJIOXKEHUE TEepPEeBsI30YHBIX HEaJre3uBHBIX cpencTB. Ha Bce mmeromuecs y OOMbHBIX
APO3UMU/SI3Bbl  00S3aTEIBLHO MPOBOAUTH HAOKEHHUE HEAATre3UBHBIX aTpaBMaTUYHBIX
MOBSI30K. ATpPaBMAaTHYHOCTh — OCHOBHOE TpeOOBaHWE TPHU BBHIOOpE MEPEBA30YHOTO
cpeactBa npu BBD. Anre3uBHbie MOBS3KKM HE MPUMEHSIIOTCS B BUAY JOMOJIHUTEIHLHON
TpaBMaTU3AIlMUd KOXM M TOTEHIMAIBHOTO OTCJIOCHHS SIHACpMHCA TPU YJIAJICHUU
NMOBSI3KM mociie ucnoiab3oBanusa (Mypamkun H.H., Hamazosa-bapanosa JI.C., 2019,
Denyer J., Pillay E., Clapham J., 2017). Hanoxenue noBsizok JOJKHO MPOU3BOJIUTCS B
COOTBETCTBHHM C pPa3MepOM 3PO3UMBHO-A3BEHHBIX JCPEKTOB M C 3axBaToM 1-2 cm

okpy:xatomen Tkanu (Mypamkun H.H., HamazoBa-bapanosa JI.C., 2019).
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B cooTBercTBUM C pEeKOMEHAALMSAMHU MO YXOAYy 3a 3PO3UBHO-SI3BEHHBIMU
MOPKEHUSAMH KOXH y OoJbHBIX BBD BBIOOp TEPEeBS30YHBIX CPENCTB 3aBUCUT OT
Jokanu3anuu aedexra Kok, o0beMa M XapakTepa IKCCyaaTa, HaIHIns CyObeKTHBHBIX
OLIYIICHUI U OT KiauHu4eckoro tuma 3abonesanus (Pope E., Lara-Corrales 1., Mellerio
J. et al., 2012, El Hachem M., Zambruno G., Bourdon-Lanoy E. et al., 2014, Denyer J.,
Pillay E., Clapham J., 2017). [lepeBs3ku MOT'YT IPOBOJIUTCS €xXeAHEBHO win 1 pa3 B 2-3
cyTok. YacTtoTra mpoBEACHUS TMEPEBI30K OMPENENsIeTCS CKOPOCTbIO U CTEHEHBIO
MIPOMUTHIBAHUS TIOBS30K 3KCCYNAaTOM W WHCTPYKIIMEH K TPUMEHEHUIO KOHKPETHOTO
MeauIuHCKoro  m3aenus. Cnegyer OTMETHTh, 4YTO  YacThle TEPEBA3KU  HE
peKoMeHAyIoTCa  OonbHbIM  BBD  BBUAY  JOMOJHUTENBHOW  MEXaHWYECKOU
TpaBMaTu3aluu npu cmene nossizok (Denyer J., Pillay E., Clapham J., 2017).

Jl1st ipeoTBpaIeHUs] pa3BUTHSI XPOHUUYECKUX PaH Pa3IMYHOIO reHe3a W Ha3HAYCHUS
palMoOHaNIbHOM Tepanuu ObUIM pa3paboTaHbl pazinyHble anroputMmbl. Schultz et al. B
2003 roxy 6wu1 ipeasioke anroput™m TIME (Schultz et al., 2003). Kaxnas u3 4-x 6ykB
OTpa)kaeT XapaKTEPUCTHKU paHeBoro Aedekrta: T (tissue) — xapakTepUCTHKA JIHA PAHBI,
I (infection/inflammation) — Hanuuue uHpUUUpPOBaHMS/BocTaieHus, M (moisture
imbalance) — crenens skccynanuu, E (edge) — xapakrepuctuka kpaeB pansl. B 2004
rony Keast D.H. et al. npennoxunu anbrepHatuBHblii anroput™m MEASURE,
BKJIFOYAIONINI 7 MapaMeTpoB paHbl, KOTOPBIE CIEIYET 0053aTeIbHO MOHUTOPHUPOBATH B
nporiecce JieueHus: M (measure) - U3MEpeHUE HMCXOJTHON IUIOMIAAU SPO3UH/3BbI; E
(exudate) - xapakTep M KOJMUYECTBO 3KccyAaTa; A (appearance) - omnucaHue paHEBOU
noBepxHOCTH; S (suffering) - HaMuMe CyOBEKTHBHBIX ONTYIICHUN B o0iacTu nedexra;
U (undermining) — HanuuuMe NMPU3HAKOB JIECTPYKIUS TKaHell B oOmactu nedekra; R
(reevaluate) - moBTOpHOE peryisipHoe usMmepeHue mmiomaan aedexra; E (edge) -
ONHMCaHKE KpaeB U TKaHU, okpyxaromiert pany (Keast D.H. et al., 2004, Ky6anoB A. A.
u ap., 2019). JlaHHbI adrOpUTM MPEJIOKEHO MPUMEHSTh U y O00JbHBIX BBD s
OOBEKTUBHOM OIICHKHU MpOIlecca 3a)KUBIICHUS W HA3HAYEHUs PallMOHAIBHOW Teparuu

(Pope E., Lara-Corrales I., Mellerio J. et al., 2012).
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1.7.2. Tepanusi 0CJ10)KHEHU ¥ COMYTCTBYIOUIUX COCTOSTHU I

Bropuunoe undunupoBanue yacto compoBoxkaaer BBD u 3amennser mporecc
sakuBiieHns (Cianfarani F., Zambruno G., Castiglia D., Odorisio T., 2017) noBsimaer
PHUCK pa3BUTHUS CETICHCA, KOTOPBIA SIBISETCS OJHOW W3 MPUUYMH cMepTu OosibHbIX BBO
(Fine J.D., Johnson L.B., Weiner M. et al., 2008), B cBs3u ¢ 4yeM 00S3aTEIIBLHO
MPOBEICHUE aHTUOAKTEpUAIbHOM U TPOTUBOMUKpPOOHOUM Tepanuu. [IpoBomutcs
Hapy>KHasi Tepanusi ¢ MPUMEHEHHEM IOBS30K, COJAEpKAIIMX MPOTUBOMUKPOOHBIE U
aHTUCETITUYECKUE CPEeJCTBa, Hanpumep, cepedpo u hoxa (Denyer J., Pillay E., Clapham
J., 2017, AmnnbanoBa B.M., 2010). Pexkomenmyercs Ha3Ha4CHHE  TaKUX
AHTUOAKTEPUAIBHBIX W  TMPOTHBOMHUKPOOHBIX JICKAPCTBEHHBIX MpENapaToB IS
HapyxkHoro npumeHenusi (Denyer J., Pillay E., 2012; El Hachem M., Zambruno G.,
Bourdon-Lanoy E., Ciasulli A., Buisson C. et al., 2014; Pope E., Lara-Corrales I.,
Mellerio J. et al., 2012, Mypamkun H.H., HamazoBa-bapanosa JI.C., 2019), kak
mynuponuH (Ansbanosa B.U., 2010, El Hachem M., Zambruno G., Bourdon-Lanoy E.
et al., 2014, Ky6anoB A.A., AnpbanoBa B.UM., Uukun B.B., Enumes P.B., 2014,
[llyposa JI.B., Crapoctun O.U., Kopcynckuit A.A., [lmotaukos H.A., 2016, Pope E.,
Lara-Corrales 1., Mellerio J. et al.,, 2012, CepatokoBa E.A., IlomoB B.B., 2016),
reHTaMuIvH, Qy3uaoBas kucioTa (Anbbanoa B.U., 2010, KybanoB A.A., Anr6aHoBa
B.M., Yukun B.B., Emumer P.B., 2014), nuakomunun (AnpbanoBa B.U., 2010,
Kyb6anoB A.A., AnwbanoBa B.M., Ywmkun B.B., Emumes P.B., 2014),
OaruTpanuH+Heomuniu (AnnbanoBa B.M., 2010, Ky6anoB A.A., Annb6anoBa B.N.,
Yukun B.B., Enumes P.B., 2014, Cepatokoa E.A., ITorios B.B., 2016, I'amxumypaios
M.H., Tamxumypagora K.M., AnueBa M.I'., Mamamesa I'.Jl., 2020), cynnbhatuazon
cepeobpa (AnbbanoBa B.M., 2010, Kyb6anoB A.A., Ans6anoBa B.M., Yukun B.B.,
Enmumer P.B., 2014. Bo3moxHO Ha3HaueHWEe KOMOWHHMPOBAHHBIX JIEKAPCTBEHHBIX
npernaparoB, OO0JATAOINIMX aHTHOAKTEPUAIBHBIM JCHCTBHEM M CTHUMYJIUPYIOIIAX
32)KUBJICHUE, HAMPUMEpP, JTHUOKCOMETUITETPArUIPONUPUMUIUHTXIOPaM(DEHUKON WU
JTUOKCOMETHITETPATHAPOTTUPUMHUINH ~ +  Cylb(pagUMETOKCUH + TpUMEKamH +

xnopamdenukon (Anpbanosa B.U., 2010, Aponun A.A., Jlebenenko A.A., lllokapes
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A.B. u ap., 2016), auoxcoMetruiaTerparuaponupuMuanH + OOJenuxoBoe macjio +
Cynsdastugon (I'mmozons) (Ansbanoa B.M., 2010, Cammos A.B., benoycora 1.3.,
2012).

[Ipu pacnpocTpaHEeHHOM TIPOLECCE€ U MHOXKECTBEHHBIX HWHOUIIMPOBAHHBIX

IPO3UAX/A3BaxX Ha3Ha4yaeTcs cucrteMHas aHTHOaktepuanbHas Tepamus (Mellerio J. E.,
2010, Mypamkun H.H., Hawmazosa-bapanosa JI.C., 2019). Ilpenapatsi MoOryt
Ha3HAuYaTbCsl IMEpPOpaJbHO U TapeHTepalbHO HA JUIMTENbHBIE CPOKU B Ciyyae
Heooxogumoctu (Mellerio J. E., 2010).
Bonesnennsle omrymeHus: Hepeako conpoBoxaatoT reueHue BED. Haubonee yacto onu
peructpupytorcs y 6onbabix PJIBD (Fine J.D., Johnson L. B., Weiner M. u ap., 2004).
[Toka3zaHo, 4yTo 0O0Jb Pa3IMYHOW WHTEHCHUBHOCTH — OT YMEPEHHO BBIPAKEHHOU M0
CHUJILHOM — €XeJHEBHO UCTIBIThIBatOT Oosee 90% mnarmentoB ¢ BED (Fine J.D., Johnson
L.B., Weiner M., Suchindran C., 2004). Ilo manaeiMm Woo u coaBT. (2012) omucano
HECKOJIbKO MEXaHM3MOB, MOCPEJACTBOM KOTOPBIX 0OJIb MOXKET 3aMEUISITh 3a)KUBIICHUE
pan (Woo K., 2008, Woo K., 2012). B otBer Ha 0OoseBoe pazapaxkeHue BosokHO C
CTUMYJIUPYET BBIpaOOTKY HeilponenTuaoB (cyOctanuuu P u HeiipokuHUHA A), KOTOpBIE
AKTUBHPYIOT JICMKOIUTHI W JAPYyTME€ HWMMYHOAKTHUBHBIC KJIIETKH, BBIJCIISIOIINE
MPOBOCHIAJIUTENbHBIE LUTOKUHBI, KOTOPBIE CBOIO OYEpENb, YCWIMBAIOT NEpeaavy
OoneBbix curHanoB u peaknuto Ha ctpecc (Glaser R., Kiecolt-Glaser J.K., 2005). B
OTBET Ha CTpecC B HAATMOYEYHHKAX BHIPAOATHIBAIOTCS KOPTUKOCTEPOUIHBIC TOPMOHBI
(npeumyuiectBeHHO KopTH30i). CormacHo naHHeIM Kiecolt-Glaser u coat. (1995),
n30bITOYHAS TPOAYKIHMS KOPTH30JIa U KATEXOJAaMHUHOB OTPHUIIATEIHHO BIMSIET Ha
MpoLIecC 3aKUBJICHUSI PaH MOCPEACTBOM BO3JEHCTBUS Ha pabOTy UMMYHHOU CHUCTEMBI
(nmomarnenue nponudepaunu U AUGOEPEHITUPOBKU KIETOK) U YCHIICHHS THUIIOKCUHU
tka"eil (Kiecolt-Glaser J., Marucha P., Malarkey W., Mercado A., Glaser R., 1995,
KybanoB A.A., KapamoBa A.D., Ans6anoBa B.W., Yukun B.B., Monuakosckas E.C.,
2017).

I[JIH KYIIMpOBaHUA oo nmanucHTraM Ha3Ha4YarOTCd KaK CHCTCMHBIC, TaK H

TOIMUYCCKHEC JICKAPCTBCHHBIC IIPCIIapaThI. Hapy>I<Ho BO3MOKHO HCIIOJB30BATL a3p030JIb
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JUIS MECTHOTO IpuMeHeHHs benszokann + bopHas kucinora + OOjenuxu Macio +
Xnopampenukon (Onazonp) (Ansbanosa B.U., 2010, Cepnroxosa E.A., [ToroB B.B.,
2016, CamuoB A.B., benoycosa 1.3., 2012, Ans6anoBa B.U., CmonbaaHukoBa B.A.,
[N'ombuenko B.A., 2015), nmoBsi3ku, obamaroniyue aHecTesupyromum aeictsueM (Denyer
J., Pillay E., Clapham J., 2017). IIpu He3HAUUTEILHON U YMEPEHHON 00N HA3HAYAIOTCS
npenapaTbl U3 TPYIIBI HECTEPOMJIHBIX MPOTHUBOBOCHAIUTEIBHBIX IMpernaparoB. [lpu
BBIpQKEHHOM  OOJMM  BO3MOXKHO  HA3HAUYCHHE  HAPKOTHMYECKUX  aHAJIbI'C€THKOB,
AHKCHOJMTHKOB, aHTHUJEIIPECCAHTOB, TPOTUBOCYIOPOKHBIX MPErapaToB, 00JagaroNIuX
obe36ommmBaromumM dpdektom (Goldschneider K. R. et al., 2014, Denyer J., Pillay E.,
Clapham J., 2017). ns KynupoBaHus OOJM TaKXe CYIIECTBYIOT albT€pPHATHUBHBIE
HEMETUKAMCHTO3HBIC METOABI JICUCHMsI, BKJIIOYAIONINE pPA3IMYHbIC HAIMPaBICHUS
ncuxorepanuu u ¢pusznorepanuio (Goldschneider K. R. et al., 2014).

bonpubie BBD ¢ 1100bIM KIMHHUYECKUM MOATHUIIOM, HO Yallle C MPYPUTHHO3HBIM
JBD, npenbsaBisatoT kanoosl Ha 3y (Snauwaert J.J., Yuen W.Y., Jonkman M.F. et al.,
2014, Danial C., Adeduntan R., Gorell E.S. et al., 2015). 3yn yacto BO3HHKaeT B
obnactu 3axuBaronux 3po3uit/sa3B (Henderson J, Ferguson MW, Terenghi G., 2012,
Danial C., Adeduntan R., Gorell E.S. et al., 2015), HO marMEeHTHI TaKKe OTMEYAIOT €0
MOsIBJICHWE W B ouarax HenopaxeHHON koxu (Papanikolaou M., Onoufriadis A.,
Mellerio J.E. et al., 2021). 3ya npuBOANT K CHIKEHUIO KAYECTBA JKU3HU MAI[UEHTOB, K
MEXaHUYECKOMY TOBPEKICHUIO KOXKH BCIEJCTBUE pACUYEChIBAHUS, YTO MPUBOJUT K
MOBBINICHUIO PUCKA Pa3BUTHS HWHPHUIIMPOBAHUS M 3aMEIJICHUIO 3aXHUBJICHHUS (van
Scheppingen C., Lettinga A.T., Duipmans J.C. u ap., 2008, Goldschneider K.R., Lucky
AW, 2014, Snauwaert J.J., Yuen W.Y., Jonkman M.F. et al., 2014). Ilpu nokaibHOM
3yJle PEKOMCHAYIOTCS AaHTHTHCTaAMHHHBIC TPermaparhl I HapY)KHOTO TPHUMCEHCHHS
(muderruapamMut), WHTHOUTOPHI KaJbIMHEBPUHA (TaKPOJIUMYC U MHMEKPOJIUMYC)
(Danial C., Adeduntan R., Gorell E.S. et al., 2015, Banky J.P., Sheridan A.T., Storer
E.L. et al.,, 2004, Mypamkua H.H., HamazoBa-bapanosa JI.C., 2019), tonudeckue
rimokokoptukouasl  (Mypamkun H.H., HawmazoBa-bapanosa JI.C., 2019). ][lusa

KyInpOBaHUA 3yaa BOSMOXHO HA3HAYCHHUC KaM(l)OpBI H CpCACTB, COACPIKAINX MCHTOJI B
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KoHueHtpauu 10 2% (Mypamkun H.H., Hamaszosa-bapanosa JI.C., 2019). Ilpu
BBIDQKEHHOM 3yJil¢ HA3HAYalOTCd AaHTUTHUCTAMUHHBIC TpenapaThl MepOpPaIbHO.
['enepann3oBaHHbId 3yJ, KOTOPBIM HE KYyIHUPYETCS NPUEMOM AHTUTHMCTAMUHHBIC
penaparoB, MOXKET MOTPeOOBATh HA3HAUCHUS HEHPOJENTUKOB, TPHUIMKINYECKUX
aHTUJICTIPECCAHTOB, CEJICKTUBHBIX HWHTHOWTOPOB OOpPAaTHOTO 3axBaTa CEPOTOHHHA,
ONMMOUJHBIX HEHAPKOTHUYECKUX aHAJIBI'€THUKOB M MPOTHUBOIMUICHTUYECKUX CPEJCTB IO
COTJIaCOBaHUIO C BpauoOM-HEBpoJioToM uiu BpadoM-nicuxuarpoMm (Goldschneider K. R.
et al., 2014).

[Ipu Hamuuum >xene307eUIMTHON aHEeMHH, KOTOpas 4acTO BCTPEYAETCS MPHU TSHKEIO
MPOTEKAIONIUX  KIMHUYECKUX TMOJTUIIAX IOTPAaHUYHOTO U JAUCTPOPUYECKOro
oynnesnoro snuaepmonn3a (Giardina P.J., Lin A.N., 1992; Fine J.D., Mellerio J.,
2009), mokazaHo Ha3HaueHHe npemnapaTos xkene3a (Pope E., Lara-Corrales 1., Mellerio J.
et al., 2012; Denyer J., Pillay E., Clapham J., 2017, Ky6anoB A.A., KapamoBa A.D.,
MonuakoBckas E.C., 2020). Pa3Butue xene3oieUIMUTHON aHEMHHM CBSI3aHO C
HAJIMYMEM TEHEPAIM30BAHHBIX W MHOXXECTBEHHBIX JPO3UBHO-SI3BEHHBIX J1€(PEKTOB
KOXH, MOPAKEHUEM CIIM3UCTON O0OOJIOYKH IMOJIOCTU PTa, OOJE3HEHHOCTH MPU MPUEME
MWLM, HaJUYUeM MHUKPOCTOMHUH, aJCHTHHU, CTEHO3a IIMILIEBOJa U KakK CIIEJICTBHE
mucarum  (Fine J.D., Mellerio J., 2009). Briuenepeunciennubie (akTopbl B
3HAUMUTEIHLHON CTENEHU MPENsSTCTBYIOT abcopOImMu jkejie3a W JIPYTuX MUTATEIbHBIX
BemectB (Van den Akker P.C., van Essen A.J., Kraak M.M. et al.,, 2009).
JonosHUTEeNbHBIM  (AKTOPOM,  Y4YaCTBYIOIIMM B MEXaHHU3ME  Pa3BUTHUS
KENe301CPUITUTHON aHEMHH, SIBISETCS XPOHUYECKOE BOCHAICHHE, BO3HHKAIOIIEE
BCJICJICTBHE TTOCTOSTHHOTO HAJIMYUS Ha KOXE APO3ui U s3B. XPOHUUECKHUE SPO3UBHO-
SI3BEHHBIC J1€PEKThl KOKU MPUBOISIT K PEKYPPEHTHBIM MH(MEKIUSIM, B PE3yIbTATE YEro
BO3HHUKAET HEAJCKBATHBIM M 3aMEJICHHBIA OTBET KOCTHOIO MO3ra Ha IOBBIIICHHBIN
ypoBenb sputponodtuna (Clark S., 2009; Tefferi A., 2003; Fine J.D., Hintner H., 2009).
B pa6ote Keast H., Fraser C. (2004) ycTaHOBII€HO, UTO TIPH YPOBHE T€MOTIIO0MHA HUXKE
100 r/n 3akuBJi€HHE paH yXyJALIAeTCsl B Pe3yJIbTaTe€ YMEHbBIIECHUS OKCUTCHALUU KOXKH

(Keast H., Fraser C., 2004, Ky6anoB A.A., KapamoBa A.D., Ans6anoBa B.U., Yukuu
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B.B., Monuakosckass E.C., 2017). [lns koppekuuu aHeMHUH Ha3HA4aloT Ipenaparhbl
Kene3a BHYTPh WM BHyTpuBeHHO. [lpu cHwkeHum remoriioomHa wmeHee 80 1/
BO3MOKHO HA3HAYCHHUE JPUTPOMOITHHA WM SPUTPOLUTApHOM Macchl (Simpson B.,

Tarango C., Lucky A.W., 2018).

VY 6onbHbIx BBD Takke Hepeako HabmomaeTcs HepoctatouHocTs nutanus (Haynes L.,
2007). IloctynuBmias mHIIAa TOJBEPraeTcss HEIOCTAaTOYHON (epMeHTaTUBHON
oOpabotke. CrencTBUeM  HEJAOCTATOYHOIO  MUTAHUS  SIBISIETCS  YMEHBIICHHE
MOCTYIJICHUSI KAJIOPUM U JeUUUT SHEPTUM s 3akuBiieHus. Hanbosnee BbIpakeHHOE
HapyllEeHUe HyTPUTHUBHOTO cTaryca perucrpupyerca y OonbHbix /IO (Mypamkun H.
H. u np., 2018, Fine J. D., McGuire J., 199). Ilpu ypoBue anb0ymuna meree 20—30 1/n
(Hopma 35-54 r1/n), MOBBIMIAETCS PUCK BO3HUKHOBEHUS JJIUTEIBHO CYIIECTBYIOIIHUX
aposuii u 513B (Posthauer M.E., 2012, Ky6anos A.A., KapamoBa A.D., Anbbanosa B.1.,
Uukun B.B., Monuakosckas E.C., 2017), mosromy naHHOW Karteropuu OOJBHBIX
Ha3HAYaeTCs HYTPUTHUBHAs TOAJEpPKKA C HA3HAYCHUEM BBICOKOOEJKOBBIX U
BBICOKOAHepreTuueckux cmeceit (Zidorio A.P., Dutra E.S., Ledo D.O., Costa .M., 2015,
Makaposa C.I'. u gp., 2016, KybanoB A.A., Kapamoa A.D., Monuakosckasa E.C.,
2020).

1.7.3. dTHONAaTOreHETUYECKHE METOAbl JIEYEHUS] BPOKIACHHOI0 OYyJJIe3HOI0

MMUAEPMOJIN3A
Cpenn TEepCHeKTHBHBIX ATUOMATOTCHETUYECKUX METOAOB JeueHuss BBD Beiaenstor
OENKOBYIO, KIJIETOYHYIO W TEHHYIO0 Tepamnuio. benkoBas Tepamus 3aKiO4aeTrcs BO
BHYTPMBEHHOM WJIM BHYTPHOYAroBOM BBEJICHHM B OTJICJIbHBIC YUYAaCTKU KOXH Oelka,
KOTOPBIM y MalMeHTa JU0O OTCYTCTBYET, OO0 siBnsercs aepextHbiM (KybanoB A.A.,
KapamoBa A.D., MonuakoBckas E.C., 2020). Ilpu JAbD Takum OenKoMm sIBISETCS
kosutareH VII tuna. D. Woodley u coaBT. moka3anu, 4To peKOMOMHAHTHBIN KOJIareH
VII tunma, uHBEKIUH KOTOPOTO OBUIA MPOU3BEJACHBI MBIIIAM B JKCIEPUMEHTE, CTaj
OTpeNEeNAThCS U (PYHKITMOHMPOBATH HE TOJBKO B MECTaX HMHBEKIUH, HO W B JIPYTHUX

yuactkax nopaxeHHod koxu (Woodley D.T., Keene D.R., Atha T. et al., 2004).
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HenocratkaMu JaHHON Tepamuul SIBJISIFOTCS TPAaBMATHYHOCTh WHBEKIMU MPOTEHHA, a
TaK)Ke BO3MOKHOCTh Pa3BUTHS ayTOMMMYHHOM peakIiy B OTBET Ha BBOJHUMBIN OEJIOK.
Kpome Toro, 4roObl BBEIECHHBIH OCJIOK Hadayl TOJHOLECHHO (YHKIIMOHHPOBATH, MY
HEOOXOIMMO MPETEPIIETh Ps/T KOHHOPMAITMOHHBIX H3MEHEHUH /10 TOTO, KaK MIPOU30UICT
aare3ws MOJIEKyJl Oenka K ompeneneHHbIM cybctpatam (Woodley D.T., Keene D.R.,

Atha T. et al., 2004; Igoucheva O., Kelly A., Uitto J., Alexeev V., 2008).

Knerounass Tepamus 3akiro4yaeTcsi BO BBEJACHHMM B OpraHu3M 4eJoBeEKa
ayTOJOTUYHBIX WM QJUIOTEHHBIX KIETOYHBIX KYJBTYpP, CIOCOOHBIX MPOAYLHUPOBATH
GYyHKIIMOHATBLHO  AaKTHBHBIC  CTPYKTYpHbIE  OCIKM  dIUACpMHCA W JIEPMO-
snuaepMmanbHoro coenuHeHus (Petrof G., Abdul-Wahab A., McGrath J.A., 2014,
KybanoB A.A., KapamoBa A.D., MonuakoBckass E.C., 2020). B uccnenoBanusix ajis
KJIETOYHOM  Tepamuu  NPUMEHSUINCh  T€MOIOATHYECKHME  CTBOJIOBBIE  KIJIETKH,
ME3EHXUMAJIbHBIE CTBOJIOBBIE KJIETKH, MHIYIIUPOBAHHBIC TUTFOPUIIOTEHTHBIE CTBOJIOBBIC
KJIETKM M aJUIOreHHble (QUOpOOIacCThl M KEPaTUHOLMTHI, pPE3yJbTaThl KOTOPBIX
MIPOJIEMOHCTPUPOBAIIM PA3IMYHYI0 KIMHUYECKYI0 dhdextuBHOCTE (Wong T., Gammon
L., Liu L. et al., 2008; Nagy N., Almaani N., Tanaka A., 2011; Petrof G., Martinez-
Queipo M., Mellerio J.E., Kemp P., McGrath J.A., 2013; Venugopal S.S., Yan W.,
Frew J.W., 2013; Tolar J., Ishida-Yamamoto A., Riddle M., et al., 2009; Wagner J.E.,
Ishida-Yamamoto A., McGrath J.A. et al., 2010; Petrof G., Lwin S.M., Martinez-
Queipo M. et al., 2015; Lee S. E. et al., 2021; Takahashi K., Yamanaka S., 2006; Yu J.,
Vodyanik M.A., Smuga-Otto K. et al., 2007; Sebastiano V., Zhen H.H., Haddad B. et
al., 2014; Shinkuma S., Guo Z., Christiano A. M., 2016). IlpeumymiecTBeHHO B
WCCJICIOBAHMSIX TPUHUMANIH ydacTre nanueHTsl ¢ PJIBD BBULy TsKecTH KITMHUYECKUX
MPOSIBJIICHUI M PAHHETO Pa3BUTHS OCJIOKHEHHUH MPU 3TOM ITOATHIIC.

Hcrnonp3oBanne remMonodTndeckux cTBoOBBIX KieTok (I'CK) BmepBbie ommcaHo
B paMKax dKcrnepuMeHTanbHoi pabotsl Tolar J. u coasT. B 2009 romy (Tolar J., Ishida-
Yamamoto A., Riddle M., et al., 2009, Ky6anoB A.A., KapamoBa A.D., MoH4YaKkOBCKas

E.C., 2020). TpancrmradTamus KOCTHOro wmo3ra JabopaTopHeiM Mbimiam ¢ PJIBD
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npuBeia K YBEIMYEHHMIO OJKcnpeccun KomiareHa VII Thuma u  BO3HUKHOBEHMIO
PYIUMEHTAPHBIX SKOPHBIX (UOPUILT B 30HE Oa3abHON MEMOpaHHI.

B 2010 romy Wagner J. M coaBT. BOepBbIE NPOBEIM TPAHCILIAHTALUIO
aJJTIOTeHHOT0 KOocTHOro mosra 6 6onbHbIM PIIBD (Wagner J.E., Ishida-Yamamoto A.,
McGrath J.A. et al., 2010, Ky6anoB A.A., Kapamosa A.D., Monuakosckas E.C., 2020).
VY 5 GosbHBIX MOCTE MPOBECHHOTO JICUCHUS HaOMI0aNI0Ch YMEHBIICHUE 00pa3oBaHus
HOBBIX MY3bIpeH, YJydllleHUE 3a)KUBJICHUS U MOBBIIIEHUE 3Kcnpeccuu kosutarena VII
tuna. OJHAaKo, HECMOTPS Ha XOpOWIMWA TepaneBTHUYEeCKUil 3ddexT, Tshrenas
MEPEHOCUMOCTh OOJILHBIMU TOJHOW MHUEN0a0AUU TIepel TPAHCIUIAHTAUEeH KOCTHOTO
MO3ra SIBIIICTCS 3HAYUTEIBHBIM OTPaHUYCHHEM Ui MPUMEHEHHUS ATOTO METOoNIa y
oosbioro yucia nanueHToB (KybanoB A.A., Kapamosa A.D., Monuakosckas E.C.,
2020).

Hapsgy ¢ I'CK B skcnepuMmeHTanbHBIX padoTax IMOKA3aHO CTHUMYJIUPYIOIIEE
JEUCTBUE ME3CHXUMaNbHBIX CTBOJNOBBIX KieTok (MCK) Ha mpoliecchl 3aKUBICHUS
(Sasaki M., Abe R., Fujita Y., Ando S., Inokuma D., Shimizu H., 2008, Ky6anos A.A.,
KapamoBa A.D., Monuakosckas E.C., 2020), yTo 0OBSICHSIETCS MYJIbTUIIOTEHTHOCTHIO
MCK (Ogawa M., LaRue A.C., Drake C.J., 2006; Kanmuauna H.U., CeicoeBa B.IO.,
Py6una K.A. u np., 2011).

B 2015 romy rpymma ydenbix mon pykogoctBoMm Petrof G. (2015) mnposena
UCCJIEIOBAHUE C BHYTPUBEHHBIM BBeneHHeM amuioreHHsix MCK 10 geTsim ¢ TsxenbiM
PJIBD. Pe3ynbraThl uccCleNOBaHUS TMOKa3adu KIMHUYECKOE YIYUIICHUE B BHUIE
YCKOPEHHUS 3a>KUBIICHUS, YMEHBIIIEHUS YUCIIa CBEXKUX My3bIpelt ¥ paH y 9 manuenTos. Y
1 607BHOTO TOJIOKUTENBHON TWHAMUKH He HaOmroAanochk. OgHako Ha (OHE XOPOIIETo
KITuHIYecKoro 3 dexra mo pesynbratam nposeaeHHoro MAK moBeIieHne sKcipeccuun
koutareHa VII tuma u oOpa3oBaHuEe HOBBIX SKOPHBIX (GUOPWILT B 00JACTH JEPMO-
AMUAEpPMaAIbHOTO coenuHenus He 3aduxcupoBaHo (Petrof G., Lwin S.M., Martinez-
Queipo M. et al., 2015, KybanoB A.A., KapamoBa A.3., Monuakosckas E.C., 2020).
Hecmotpst Ha ycnemnoe mnpumenenne MCK wu I'CK, wambonbpimmii uHTEpecC s

uzyueHus: B neueHun BBD mpencrasistor ¢pudpodnactel (Tracy L.E., Minasian R.A.,
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Caterson E.J., 2016, Ky6anoB A.A., Kapamora A.D., Monuakosckas E.C., 2020). Onu
SIBJITFOTCSI OCHOBHBIM MCTOYHUKOM KosutareHa VII tuma B koxe (Nystrom A., Velati D.,
Mittapalli V.R. et al.,, 2013). B ommuuyne OT CBOMX KJIETOK-IIPEANMICCTBEHHUKOB
aiorennble puopodactel (AD) obnagaroT psjgoM npeumyiiecTB. OHU COXpaHSIOT B
KyJbType JAWIUIOUJHBIA KApPUOTUIl, HMEIOT HHU3KYIO OKCIPECCUI0 aHTUICHOB
TUCTOCOBMECTUMOCTH TIOCJI€ TMACCUPOBAHUSA U XapaKTEPU3YIOTCA OTCYTCTBHUEM
OHKOTE€HHOT'O MOTEHIMala, YTO MO3BOJISIET HMCIOJb30BaTh KyJIbTUBUPYEMbIE In Vitro
¢ubpobnacTsl yenoBeka B TepaneBTuueckux nensx (Chen M., Woodley D. T., 2006;
3opun B.JI., 3opuna A.W., Yepkacos B.P., 2010). Huzkas "MMyHOT'€HHOCTb MO3BOJISET
MCIIOJIB30BaTh JyIs niepecaaku AD, moaydeHHbIe OT HEPOJACTBEHHOIO MAlMEHTy JOHOPA.
B oTHOmeHWM amnoreHHnlx (QuOpPOOIACTOB CYIIECTBYET BO3MOXKHOCTH OBICTPOM
HapabOTKKU OOJIBIIOTO KOJIMYECTBA OTHOCUTEIBHO HEJOPOTOro KJIETOYHOIO0 Marepuala,
€ro KPUOKOHCEpPBAIMM W XpaHEHUsI OOJIBIIMX 3amacoB KJIETOK JIsI UX CPOYHOTO
npumenenus (3opun B.JIL., 3opuna A.U., Uepkacos B.P., 2010).

Onenka 3¢GGEKTUBHOCTH W 0€30MacCHOCTHM  NPUMEHEHHUS  aJUIOTEHHBIX
¢bubpo06IacCTOB B BUJIE BHYTPUKOKHBIX UHBEKIIUNA B Kpas JUIMTEILHO HE 3aKUBAIOITUX
APO3UBHO-SI3BEHHBIX 1€PEKTOB KOXKHU MPOBOIMIachk y 0osbHbIX PJIBD u npejcrasieHa B
pesyibrarax 4-x UCCIEJOBaHUM, B KOTOPhIX OOHAPYXKEHO, 4YTO BBEICHHBIC
¢bubdpobIacThl MPUBOAAT K MOBBIIMICHHUIO dKCIIpeccun Kosutarena VII tuma, yBenudeHuo
KOJIMYECTBA SKOPHBIX (UOpWIIT B 30HE JACPMO-IIUACPMAIBLHOTO COCAUMHEHUS U
YCKOPEHUIO 3>KUBIICHUIO 3p03UH U s13B. Cepbe3HBIX HEKETATEIbHBIX SBJICHUN BO BpEMS
MPOBEICHUSI WCCIIENOBaHUM Yy OOJIbHBIX 3apeructpupoBano He Owbuto (Wong T.,
Gammon L., Liu L. et al., 2008; Nagy N., Almaani N., Tanaka A., 2011; Petrof G.,
Martinez-Queipo M., Mellerio J.E., Kemp P., McGrath J.A., 2013; Venugopal S.S., Yan
W., Frew J.W., 2013, Ky6ano A.A., KapamoBa A.D., Monuakogsckas E.C., 2020).

[IpoBomsATCS wWcchaeAOBaHUS B HANpPaBICHHM TEHHBIX M T€HHO-KJICTOYHBIX
MetonoB Tepanmu (Titeux M., Pendaries V., Zanta-Boussif M.A. et al., 2010, Petrof G.,
Abdul-Wahab A., McGrath J.A., 2014, Kapamosa A.D., MonuakoBckas E.C., 2020).

Cpenu MeTOI0B TEHHOM Tepaluy BBIACISIOT PEJAKTUPOBAHUE T€HOMA C UCIIOJIb30BAHUE
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cucrem CRISPR/Cas9, TALEN u ZFN, PHK-tepanuto, (Sait H., Srivastava S., Saxena
D., 2022), reHHyro 3aMECTHUTEJIbHYIO TEpaIluio, CAaUJICHCHUHI TE€HOB (MOJABJICHUE
DKCIIPECCHUU TEHOB) U «ECTeCTBeHHYIO» TeHHyro Teparmmio (Prodinger C, Reichelt J,
Bauer JW, Laimer M., 2019).

B pamkax TreHHO-KJIETOYHOM Tepamuu UMEETCS  ONBIT  IPUMEHEHHS
WHIYIIMPOBAHHBIX ITUTIOPUNOTEHTHBIX CTBOJIOBBIX KieTok (MIICK) (Takahashi K.,
Yamanaka S., 2006; Yu J., Vodyanik M.A., Smuga-Otto K. et al., 2007).
Aytonornunble uIICK mnonydaror u3 OuonrtatoB OosbHbIX BBD. [lns koppekuuu
MyTaluii B KepaTUHoOUMTaX U ¢GuOpodIacTax, MOJYUYEHHBIX U3 OHONTATOB OOJIBHBIX
P/IBO, u npeobpazoBanus ux B AanpHelmeM B JuHuU UIICK, Hcnonp3yroT pa3invHbie
BUpYyCHbIE BeKTOpHI (Sebastiano V., Zhen H.H., Haddad B. et al., 2014, Titeux M.,
Pendaries V., Zanta-Boussif M.A. et al., 2010; Georgiadis C., Syed F., Petrova A. et al.,
2016, KybanoB A.A., Kapamosa A.J., Monuakosckas E.C., 2020).

B pesynbrare aytonmoruunoil Tpancmiiantanuu ullCK muddepenmupopanucy B
KEpPaTUHOIUTHI, CIIOCOOHBIE TTPOYIIMPOBATh HOPMaIbHBIN KoJutareH VII tuna, sskopHbie
¢bubpuiT 1 00pa3oBbIBATh Bee ciiou anuaepMmuca (Sebastiano V., Zhen H.H., Haddad B.
et al., 2014, Titeux M., Pendaries V., Zanta-Boussif M.A. et al., 2010; Georgiadis C.,
Syed F., Petrova A. et al., 2016, Kybanos A.A., KapamoBa A.D., MonuakoBckas E.C.,
2020). HecMoTpst Ha MOJOKUTENBHYIO JUHAMUKY TIOCJI€ TPAHCIUTAHTAIIH, HEIOCTATKOM
npuMenenust ulICK sBnsieTcs TpyJ0€MKOCTh U JUIMTENBHOCTh MPOBEICHUS TPOLIEAYP, a
TaKke He0OXOUMOCTh B3ATHs OMOIICUU KOXKH y TanueHToB ¢ BBED.

Takum o00pa3oM, yuyuThHIBasE TSDKECTh KIMHMYECKHX TposBieHuit BBD, B
YaCTHOCTU TspKenoro mnoaTtuna PJIBD, mpuBoadmnX K BBIPaXKEHHOMY CHHKEHHIO
KauecTBa U3HU, CHIHKEHUIO CPOKOB TPYJIOCHOCOOHOCTH, paHHeMmy passuthio [IPK u
paHHE! CMEpPTHOCTH Cpenu OONbHBIX, HE0OXoauMa pa3paboTka MAaTOTEHETUYECKUX U
ATUOJIOTUYECKUX METOJIOB JiedyeHUs. HauOonbimmii uHTEpec mnpencrabisaioT AD,
MO3BOJISIFOIIME CUHTE3MPOBATh HOpPMalbHbIA KosutareH VII Tuma, Tem cambiM,
CHOCOOCTBYSl YCKOPEHHUIO 3a)KUBJICHHS JUIMTEIHO HE 3aKHUBAIOIIMX 3PO3UBHO-

SA3BCHHBIX ,Z[e(l)CKTOB Koxu. B Toxe BpeMs, TJIA IMPCAOTBpAILICHUS YBCINYCHUSA CPOKOB
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3aKNBJICHUA BPOSHﬁ N 3B W Pa3BUTUA OCJIOKHEHUM Tpe6yeTc;I 00s13aTeIBLHOE
MNPUMCHCHUC HCAAI'C3MBHBIX ATPABMATHYCCKHX ICPCBA3OYHLIX CPCICTB, HOI[O6paHHBIX

C YYETOM OTpPEACTECHHBIX XapaKTEPUCTUK IPO3HIL/SI3B KOKH.
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IJTABA 2. MATEPUAJI U METO/JbI

Pa6ora Beinonasnace B ®I'BY «'HIJIK» Munzapaa Poccuu B nepuos ¢ 2015
r. mo 2022 r. [log HaGM0IeHHEM HAXOAWINCH 34 OOJIBHBIX BPOXKICHHBIM OYJIJIC3HBIM
AMUEPOMOJIN30M, TOIYUYABIIUX JICYEHUE B YCIOBUSX KPYTJIOCYTOYHOTO CTallMOHApa U
KOHCYJIbTATUBHO-TMAarHOCTHYECKOTO IIEHTPA.

Bce numa, BKJIIOYEHHBIE  MCCIEAOBaHUE, MPEAOCTABWIM  MHCHMEHHOE
WH()OPMHUPOBAHHOE COTJIACHE HA YYAaCTHE B MCCIICIOBAHUU, MOANMMCAHHOE YIACTHHKOM
HCCIICIOBAaHUSI WM, €CJIM YYAaCTHHK HCCIICIOBaHMS OBbLI HECOBEPIICHHOJETHUM, — HMX
poautensiMu. VcciaenoBanue BBITIOJHEHO B COOTBETCTBUE C ATUYECKUMHU IpaBUIIAMU
Xenbcunckon  Jlexkmapamuun 1975 1. (https:/www.wma.net/what-we-do/medical-
ethics/declaration-of-helsinki/) ¢ momomnenussmu 2013 r. IlpoBeneHue wuccienoBaHUS
0JI00pEeHO JIOKaNIbHBIM 3THYeckuM KomuTeToM PI'BY «'HIIJIK» Munzapasa Poccuun
(mpotoxoit Ne6 ot 30.06.2016 r.), cormacHO KOTOPOMY OHO COOTBETCTBYET CTaHAapTam
JTOOPOCOBECTHON KJIMHUYECKOW MPaKTUKU M JI0Ka3aTeabHOM MeauiuHbl. CycneH3us
ajuioreHHeIx (puopobmactoB npenocrapiena GI'BYH «UHcTuTyT OMONOrMM pa3BUTHSA

uM. H.K. KosbrioBa» PAH. Jluzaitn uccienoBanus npejacrapieH Ha Pucynke 1.
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Pucynok 1 — J/luzaiin uccienoBanus

2.1 Kiuunuveckoe o0cjieqoBanue O00JbHBIX BpPOKACHHBIM 0YyJJIE3HBIM

3MMUIEPOMOJIN30M

B wuccnenoBanuve BkOYeHbl 34 OOJIBHBIX ~ BPOXKJIEHHBIM  OYJUIE3HBIM
AMUIAEPMOJIU30M, U3 KOTOPHIX ObLIO 18 >kKeHIMH U 16 MyX4uH, B TOM YHUCJIEC JSTeH, B
Bo3pacte oT 10 et 1o 51 roxa, B cpeanem — 24,7+14,6.

Knunnueckoe o0cnenoBaHne BKIIOYAIO aHAIU3 aHAMHECTHUECKHX JaHHbBIX,
bu3uKagpHOE 00CiIeIOBaHUE, BKJIOYABILEE OMHMCAHWE SPO3UBHO-SA3BEHHBIX E€(PEKTOB
KOKH, KOTOPOE YUMTBHIBAJIO JJIUTEIBHOCTh CYIECTBOBAHMS JPO3UI/A3B, UX pazMep,
XapakTep JKCCyAara, XapaKTepUCTUKU JTHA SPO3UU/SI3BbI U COCTOSIHUE KPAaeB U TKaHU,
OKpY Xalolllel 3pO3HI0/A3BY, HAIMUME CYOBEKTUBHBIX OIIYIIEHHH B oOmactu nedekra

koxu (KapamoBa A.D., KybanoB A.A., Boporensik E.A., Porosas O.C., Yukun B.B.,
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Hedenora M.A., MonuakoBckas E.C., 2023). ®0T0oI0KYMEHTHPOBAHUE MOPAKESHUM
KOXHM TIPOBOJUJIOCH /10 U B Tpollecce HaOIIOJEHUS ¢ KCIOJIb30BaHUEM (poToarnmapaTa
Canon EOS 2000D EF-S 18-55 III Kit. I3mepenne pazMepoB 3p03uil/s3B IPOBOAUIOCH
KOHTaKTHBIM IJIAHUMETPUYECKUM MeToZoM. Pacder miomany spo3uit/sa3B MpoBOIUICS
o ¢opmyne S=LxWx0,785, rne L — nanbonwmas pmmaa aedexra, W — HanOobias
mupuHa aedekrta. 3mepeHue NaHHBIX BETWYUH MPOBOAMUTCS TaKUM 00pa3oM, 4TOObI
OHH PacCIoJIaraluch NEPIEHIUKYISPHO MO OTHOIICHUIO APYT K APYTY.

[IpoBouicss oOuIMil aHAIM3 KPOBU U OIPEACIICHUE YPOBHS Kelle3a B CHIBOPOTKE
KPOBHU C IIEJIbIO BBISIBJICHUS KEJI€301€PUITUTHON aHEMUH.

Jlo Ha3HaueHWsI Tepanuu TMPOBOJAUIIOCH OOciedoBaHUE: CcOOp aHamHe3a
3a00JI€BaHUSl U JAHHBIX O COMYTCTBYIOIIMX 3a00J€BaHUAX, OLEHKA MPEIUIECTBYIOUIEH
Tepanuu u ee 3PpheKTUBHOCTH, pacueT unjaekca maccel Tena (MMT) no dopmyre: macca
Tena (B kr) / pocT (B M?). BeimosHsUIHCH 1a00paTOpHbIE UCCAEAOBAHUS: KIMHUYECKUM
aHaJIM3 KPOBH, OOIIMN aHAIW3 MOYHM, OMOXMMUYECKUM aHATIU3 KPOBH, aHAJIU3 KPOBU Ha
BUY, rematutret B, C, cudwummuc. JlabopatopHoe wuccieqoBaHUE KIMHUYECKUX U
OMOXMMHUYECKUX MapaMEeTPOB KPOBH OCYIIECTBIILIOCH B JabopaTopHOM 1ieHTpe OI'BY

«'HOAK» Munsnpasa P® mo ctanmapTHBIM OOIICTPUHSTHIM METOIHKAM.

2.2 MeToabl OlIeHKH PACHPOCTPAHEHHOCTH U 3a00J1€BaeMOCTH BPOKICHHOT0

OyJIJ1Ie3HOT0 FMUAEPOMOJIN3a

JI71s1 OLIEHKH pacnpOCTPAHEHHOCTH M 3a00JI€BAa€MOCTH BPOKJICHHOTO OYJIE3HOTO
AMUEPOMOIIN3a OBLIN pa3paboTaHbl KapThl, MO3BOJISIIONIAE 0000ITUTh JaHHBIC O YHCIIC
OonbHBIX ¢ guarHozoM «BBD», wux pacnpenenenne mo THUnaM  0OJIE3HH,
neMmorpaduyeckue (Bo3pacT, Moja) U MEIUKO-COIUANIbHBIC (HATWYue WHBATUIHOCTH)
cBeZieHus1 0 00bHBIX. Pa3paboTaHHbIe KapThl HANIPABISUIA B KOKHO-BEHEPOJIOTHUECCKUE
JMCIIAHCEPHl M IEHTPHI CIHEHHAIM3UPOBAHHON MEAUIIMHCKON TOMOIIM CYOBEKTOB
Poccuiickoit ®enepannn, OKa3bIBAIONIUE MEAUITMHCKYIO TOMOIIh IO MPOQHITIO

«nepmatoBeHeposoruss» (Tabmuma 1). JlanHple 0 OOJBHBIX TOJydYald METOJIOM
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BBIKOITUPOBKHU U3 METUIIMHCKUX KapT MalMEHTa, MOJYYarollero MeAUIUHCKYIO0 TTOMOITb
B aMOyaTopHbIX ycioBusax (yuetHas ¢popma Ne 025y) (Kybanos A. A. u ap., 2018).

Tabmuma 1 — dparMeHT KapThl ¢ JAaHHBIMH O YKCIie O0IBHBIX C auarHo3om «BbBDy, ux
pacnpeneieHue 1O TUTaM OoJie3HH, Jemorpaduueckue (BO3pacT, MOJ) W MEIUKO-
CoIMaIbHbIE (HAIMYKE MHBAJIMTHOCTH) CBEJICHUS O OOJIBHBIX

Ne | ®UO/k0 Hdata Moa Kaunuvecknid Koa no Jara (rox) ycraHoBJIeHUs
b | poXxKIeHUs! JIHATHO3 MKB-10 AUATHO3a BIIEPBbIE B KU3HU
00JBbHOT (c yka3aHueM THNA
0 3a0oJieBaHMs:
NPOCTOH,
NMOrpaHNYHBIIi,
JUCTPOPUYECKHUIA,

cunapom Kunpaaep,
THII 3200J1€BaHUS He
YTO4YHEH)

PacnipocTpaHeHHOCTh BPOXKJACHHOTO OYyJIE3HOTO SIIHUJIEPOMONIM3a B CyOBEKTax
Poccuiickoit denepanivii pacCUMTHIBAIA KaK OTHOIIEHUE YKCiIa OOJIbHBIX BPOKICHHBIM
OyJIJIE3HBIM DMHUACPOMOJTIU30M B CYOBEKTE€ K YHCICHHOCTH HaceleHUs CyObeKkTa B
repecyeTe Ha MUJUIMOH HacelIeHHs, 3a00JIeBaeMOCTh — KaK OTHOIICHHE YHCJIa HOBBIX
cilyyaeB 3a00JieBaHUS 3a TOJ B CyObEKTE€ K UHCICHHOCTH HACEJIICHUS CyObEeKTa B
COOTBETCTBYIOIIMI TOA. J[aHHBIE O YHCIEHHOCTU HacelieHus CyOneKkToB Poccuiickoit

denepanuu noydanu Ha caiite DeaepanbHOl CiyKObl TOCYAapCTBEHHON CTaTUCTHK.

2.3 UMmmyHO(/1100pecieHTHOEe AHTUTEHHOe KAPTUPOBaHUE
33 u3 34 OOJBHBIM C LENBI0 TOATBEPKICHUS KIMHUYECKOTO JHAarHo3a u

BbIsIBJICHUST JepekTHOro Oenka B oOsactu JIDC ObUIO MPOBENEHO OIpeecHue
AKCIIPECCUU CTPYKTYPHBIX OenkoB (kepaTunbl 5 u 14 tumnos, kommaredsl VII u XVII
tunoB, o3, B3 u Y2 uenu namuHWHA-332, 06P4 wuHTErpWH, MWIAKOQMWILIUH-1,
JIECMOIUIaKWH, TJIEKTUH, KUHIIMH-1) B OunonTtatax koxku metogaom MAK. 1 mamuent
MOJMKCANT OTKA3 OT MPOBEICHUS OMOTICU KOXKH.

[Iponienypa mosydeHuss OHOOOpPA3OB KOXHU MPOBOAWIACHE B  YCJIOBHUSX
CIEIUAIBHOW MPOLETYPHOM KOMHATHI C UCIIOJIb30BAaHUEM CTEPUIIbBHBIX HUHCTPYMEHTOB U

pPacXOOHBIX MATEpPUATIOB C INPUMEHEHWEM MECTHOM aHecTe3nu. buomncus Koxu c
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MOCJEAYOIUM UMMYHO(ITI00PECIIEHTHBIM AHTUTEHHBIM KapTUPOBAHUEM
UCCIICIOBAHUEM MPOBOJIMAIACH TMIOCTE TOJYYEHUs COTJIaCHsl MallMeHTa Ha B3SITHE
Marepuana sl UCCIeI0BaHUM.

[Tocne TpexkpatHoit oOpaboTku omnepauuonHoro mnois 0,05% pacTtBopoM
XJIOPTeKCUANHA, TIOJ MECTHONM WH(PUIBTPAIMOHHON aHecTe3neir 2% pacTBOpoM
auaoKanHa ruapoxjopuaa 2,0 MuI MPOBOAMTCS B3SITUE OMOJIOTMYECKOTO0 MaTepualia
pasmepoMm 4-6 MM CTEpPWIBHBIM OJIHOPA30BBIM CKaJbIEIEM C MOCIEAYIOIINM
YVIIMBAaHUEM pPaHbl aTpaBMAaTUYECKUM IIOBHBIM MatepualioM. [locieonepanvontas pana
oOpabartbiBajiach CIHUPTOBBIM PACTBOPOM AHWJIMHOBOTO KPACHUTENS C TOCIETYIOININM
HaAJIOKEHHEM aCeIITUUYCCKON HEaAre€3MBHOU MOBSI3KH.

JI71s1 moceAYIOIEro ucciieIoBaHusl OuonTat B 1uamerpe 4-6 MM ObUT OMEIIEH B
MapJIeBbId TaMIOH, OOMJIBHO cMO4YeHHbIN 0,9% pacTBOpOM XJOpuJa HATPHUsS. 3aTEM B
CTEPWILHOM MPOMApKUPOBAHHOM KOHTEWHEpE OWOJIOrMYEeCKU MaTepuan ObLl
JIOCTABJICH B MATOMOP(OIOTHUUECKYIO JTA00PATOPHUIO.

Meronom HAK onpenensimach 3KCOpeccHsi CTPYKTYPHBIX OEJIKOB JIepMO-
AMUJECPMATILHOTO COeMUMHEeHUs (KepatuHbl 5 W 14, necmoruiakuH, miaakopuinH-1,
IJICKTUH, UHTeTpUH 064, mamuaud 332, komnaredsl VII u XVII tuno, kuHuH) B
Ouonratax Koxu OonpHbIX. He Oornee, yem uepe3 2 yaca MOMYYEHHBIM OHoNTaT
3anuBaiica B cpedy mis 3amopaxkuBanus (Surgipath FSC 22) u momemiancs B kamepy
kpuoctata npu temmneparype -20° C mis dopmupoBanus B Teuenue 10-15 muHyT
3aMOPOXKEHHOT0 0JI0Ka, KOTOPBIN B JadbHENIIIEM XPaHUJICS B MOPO3UIBLHON KaMepe WK
KaMmepe KpuocTaTta MpHu Temrepatype He Boime -2 © C. M3 momydenHoro 0yioka Ha
KPUOCTaTHOM MHUKPOTOME H3TOTaBJIMBAIMCh CpPE3bl, KOTOPBIE pPACTATUBAINCH Ha
MPEAMETHOM CTEKJIE C MOJMIM3MHOBBIM MOKPBITUEM U MPOCYIIUBAIUCh B TeueHue 30-
60 MHUHYT NpU KOMHATHOW TemIiepaType. 3aTeM MpPEIMETHbIE CTEKJa CO cpe3aMu
UCIIOJB30BAIMChL  JIJII  TMPOBEACHUS  MMMYHO(IIOOPECIIEHTHOIO  aHTUTEHHOTO
KapTUPOBAHUSl WU XPAHWIUCh B MOPO3WIBHOM KaMmepe [0 MPOBEICHHUS PEAKIIUH.
[IpoBenenrie UMMYHO(ITIOOPECIIEHTHOTO AHTHUTEHHOTO KapTHUPOBAHMSI HAYMHAJIOCH C

NPUTOTOBJIEHUS Oy(hepHOro pacTBOpa JUisl OTMBIBAHUS CPE30B B XOJI€ peakluu (COCTaB
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pactBopa: gocdatHsiii 6ydep, conepxanuii Tween20 (PBS-tween) pH 7,4-7,8). Eciiu
nepes  MPOBEACHUEM  UMMYHO(MIIOOPECHEHTHOTO  aHTHUTEHHOTO  KapTUPOBaHUS
NPEIMETHBIE CTEKJIA C 3aMOPOKEHHBIMU CPE3aMH XPAaHWINCh B MOPO3UJIBHOM KamMmepe,
OHM Pa3MOpPaXHWBAIUCh TPU KOMHATHOW Temmepatype B TteueHue 30 wmuH. g
¢ukcauu cpe3oB MpeaMETHBIE CTEKJa CO Cpe3aMH MOMEMIAIMCh B MPEIBAPUTEIHHO
oXJIaXJIeHHbIN 95% 3TaHon ¢ uHkyOanuen B TeueHue 10 MuHyT npu temneparype -20°
C. IlpenmeTHble CTEKIa CO Cpe3aMu MPOMBIBAJIUCH B U3TOTOBICHHOM paHee OydepHoM
pactBope Tpwkabl o 10 munyT. Ilocie mpoCymiKu nmpu KOMHATHOM TeMIlepaType Ha
Cpe3bl HAaHOCWIHCh TNPOTEUHOBBIM OM0OK — 5% pacTBOp OBIUBETO CHIBOPOTOYHOTO
ansoymuHa (bCA), conepxkarniero Tween20 ¢ nocieayromieit ”HKyOalue Bo BIaKHOU
KaMepe NIpu KOMHATHOW Temneparype B TeueHue 60 munyTt. Ilocne wmHKyOauuu
ek pacteopa BCA ynansiics co cpe3oB, cpe3bl NPOCYIIHBAINCH IPU KOMHATHON
TEeMIlepaType, Ha Cpe3bl HAHOCHWJICS PAcTBOP IMEPBUYHBIX AHTHUTEN C IOCIEAYIOLIEH
MHKyOaIuen Bo BIaXXHOW Kamepe B TepmocTtare npu temrepatype 37° C B Teuenue 60
MuHYT. IIpeameTHsle cTekna CO Cpe3aMy IMPOMBIBAIMCh B HM3TOTOBJIEHHOM paHee
oydepHom pactBope Tpuxasl no 10 munyt. Ilocie mpocyliku Tpu KOMHATHOM
TEMIEpaType Ha Cpe3bl HAHOCWUJIMCHh BTOpHuYHble aHTuTena (Tabnuma 2), MeueHHbIE
(GII0OPECLIEHTHBIM KpacUTENEM € MOCIENyIoUed MHKyOanueld BO BIaXHOW Kamepe B
tepmocTtate npu temneparype 37° C B Teuenue 60 munyT. IIpeamMerHsie cTekia co
cpe3aMH MPOMBIBAINUCh B M3TOTOBJIEHHOM paHee OydepHOM pacTBOpe Tprukasl mo 10
MuHyT. [locne npocymiku npu KOMHATHOM TeMIepaTrype mpenapaThl 3aKI04YaJnuch Mo
IIOKPOBHOE CTEKJIO C UCIOJIb30BAHUEM 3AKIIOYAKOUIEN CPEJbl, COAEPKAIEH KpacUTENb
DAPI nna oxpammBanus suep. Ilepen mccienmoBaHreM H3rOTOBJIEHHBIX MPENAapaTOB
OKpallleHHbIE MpenapaTbhl UHKYOUpPOBAJIUCh B TeueHHe 12 yacoB (Ha HOYb) B TEMHOM
Mecte (B XOJOIWJIbHOU Kamepe). MccnenoBaHue M3roTOBIEHHBIX MpenapatoB HPU®D
IPOBOJMIIOCH €  MCHOJIb30BaHMEM KOH(OKAJIBLHOTO JIA3€PHOTO  CKAaHUPYIOLIETO

dayopecrienTHOr0 MEKpockomna ex vivo IX81S1F-S (Olympus Corp., Tokuo, SAmnonus).



52

[TonydeHHble H300paXkeHUS (POTOMOKYMEHTHpPOBAIKMCH. IIpoBoamiacks 00paboTKa
(OTOAOKYMEHTHPOBAHHBIX ~ WM300paXCHUH C  WCIOJB30BAaHHWEM  MPOTPAMMHOIO
oboecnieuenus FV10-ASW.

Tabnuua 2 — AHTUTeNa, TPUMEHSIEMBbIE UISI UCCIEAOBAHUS IKCIPECCUU CTPYKTYPHBIX
O€JIKOB JIEPMO-3IUJECPMAIBHOTO COCAMHEHUS METOJIOM HMMMYHODII0OPECIIEHTHOTO
AHTUTEHHOI'0 KapTUPOBAHUS

AHTHTeJIA dupma Pa3Benenne | YciaoBUS HHKYOMPOBAaHUSA
Rabbit monoclonal Anti-
Collagen XVII antibody Abcam (UK) 1:50 2 uaca
Mouse polyclonal Anti- )
Collagen XVII antibody Abcam (UK) 1:30 2 uaca
Mouse monoclonal Anti-
Collagen VII antibody Abcam (UK) 1:30 2 uaca
Rabbit polyclonal Anti- )
Collagen VII antibody Abcam (UK) 1:50 2 uaca
Goat polyclonal
Secondary Antibody to Abcam (UK) 1:500 1 yac
Mouse IgG H&L, 564 um
Goat polyclonal
Secondary Antibody to Abcam (UK) 1:500 1 gac
Rabbit IgG H&L, 488um
Laminin alpha 3 antibody Abcam (UK) 1:300 | vac
Laminin beta 3 antibody Abcam (UK) 1:500 1 gac
Lamlnlq gamma 2 Abcam (UK) 1:500 1 yac
antibody
Integrin alpha 6 (ITGAG) Abcam (UK) 1:500 1 yac
antibody
Integrin beta 4 (ITGB4) Abcam (UK) 1:500 1 vac
antibody
Plectin antibody Abcam (UK) 1:500 1 yac
Cytokeratin 5 antibody Abcam (UK) 1:300 1 yac
Cytokeratin 14 antibody Abcam (UK) 1:200 1 yac
Plakophilin antibody Abcam (UK) 1:200 1 yac
Kindlin antibody Abcam (UK) 1:200 1 yac

2.4. MeToabl Tepanum, NpUMeHsieMble Yy 00JIbHBIX BPOKAECHHBIM 0YJIJI€3HbIM
3MMUAEPMOJIU30M
11 6onpHpiM BBD ¢ pa3nuyHbIMU KIMHUYECKUMU TOATUIIAMU [JISl HAPYKHOU

TCpalluk IIPUMCHAINCH HCAAIC3UBHBIC aTPaBMATH4YHBLIC IICPCBA30YHBIC CPCACTBA H
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BHYTPUKO)XHOE BBEJIEHHWE CYCIIEH3UM aJUIOreHHBIX ¢GuopodmactoB. Buibop metona
TEepalul OINPENETAICI Ha OCHOBAaHUU JIJIMTEIBHOCTH CYLIECTBOBAaHUS 3PO3UBHO-
SI3BEHHBIX T€(PEKTOB KOKU Y MAMEeHTOB. 110 MUTEIpHOCTH CYIIECTBOBAHMS Pa3IeIsLIN
Ha TPYNIy OHPO3UI/I3B C HOPMAIBHBIM CPOKOM OJIUTENU3AIUU, MpPU KOTOPOM
3QKUBJIEHUE MPOUCXOJUIO B TeueHHe | Mecsila, W HaA TPyHnmy JJIUTEILHO HE
3aKUBAIOIIUX 3p03uid/a3B. K IUTENhHO HE 3a)KUBAIOIIUM APO3USIM/A3BaM, OTHOCHUIIU T
KOXHBIE JedeKThl, KOTOpble 3aXKuBaiu Ooznee 1 Mecsdlla WiM IUIOWIAAL KOTOPBIX
yMEHbIIWIACH MeHee, ueM Ha 30% B TedueHue | mecsna ucroabp30BaHUsI HEAAr€3UBHBIX
aTpaBMaTUYHbBIX MIEPEBSI30YHBIX CPEJICTB.

J1o BKIJIIOUEHUS B UCCIIEAOBAaHUE BCEM OOJIbHBIM MIPOBOIUIIACH HAPYIKHAS TEparus
C UCIOJIb30BAaHUEM HEAJIN€3UBHBIX MEPEBAZOUHBIX CPEACTB, KOTOPHIC HAKIIAIBIBATIUCH HA
BCE€ IPO3UBHO-5I3BEHHBIC J€(EKThl B HE3aBUCUMOCTH OT JUITUTEIILHOCTH CYIIIECTBOBAHUS.

Ha »tane BxitoueHus B ucciegoBaHue y O0JIbHBIX ObLIN BBIOpaHbI 52 3po3uu 6e3
HapYIIEHUsI CPOKOB AMUTENM3AIMU U 46 JIUTETHLHO HE 3a)KMBAIOIIMX 3pO3uid/s3B. Ha
9PO3HUH C HOPMAIBHBIM CPOKOM 32)KUBJICHUS TIPOJOJKUIN HAKIIAbIBATh HEAIM€3UBHbBIC
NepeBSA30YHbIE CPECTBA.

B 25 u3 46 nnauTenbHO HE 3aKUBAIOIIMX JPO3UN/A3B APO3UM BHYTPUKOKHO
BBOJIMJIM CYCIICH3UIO aJUIOTeHHBIX (uOpobsacToB. [l CpaBHUTENBHOW OIICHKH
3¢ ()EKTUBHOCTH Tepanmuu auIOTeHHbIMU (puOpoOmactamu Ha 21 IUTENHHO HE
3)KUBAIOININE IPO3UU/SI3BBI MTPOJOJDKUIN MPUMEHSITh HEaATre3UBHBIEC aTpaBMaTHYHbBIC

MCPEBA30YHBIC CPCACTBA.

2.4.1. IlpumeHeHHe Heaire3MBHbIX ATPABMATHYHBIX NePEBA30YHBIX CPEICTB
YacToTa mEpeBsI30K ONPENENsIach CTEINEHbIO M CKOPOCTBIO IPOMUTHIBAHUS
IOBA30K OKccyaatoMm. llepeBaA3ku 53po3uM ¢ HE3HAYUTEIBHBIM MW YMEPEHHBIM
KOJIMYECTBOM JKCCyAaTa MPOBOAWINCH 1 pa3 B 2 AHS, C OOMJIBHBIM JKCCYAaTOM —
exenHeBHO. [lepeBsi30ouHbIE CpeacTBa HAKIAABIBAIIA HAa IIOBEPXHOCTb JIPO3UBHO-
sA3BeHHBIX JAedekToB. llpenBapurenbHO mepea HATOKEHHWEM IMEpPEeBS30YHBIX CPEICTB

MOBEPXHOCThH 3pO3Ui 00pabaThIBaIM paCTBOPOM AHTUCENTUKOB U JE3UMHPUIUPYIOIIUX
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cpencte  (0,01%  pactBop Uit  MeCTHOro mpuMeHeHHs  benzumgumerwnn[3-
(MupucTOMIAMUHO ))IpomKI [aMmMoHUE xstopua MoHoruapaT u 0,05% BoaHbIN pacTBOp
xyoprekcuanHa ourimokonara) (Kybanos A. A. u ap., 2019).

HanosxeHne noBsi30K OCYLIECTBISIIOCH IO pazMepy AeekTa KOXKH ¢ 3aXBaToM |-
1,5 cM okpyxkaromeil KOXH WIA B COOTBETCTBUHM C HHCTPYKIHMEH (PUPMBI-
npousBoauTena. Bo BpeMs Kaxaoill MepeBs3KM JIOKYMEHTaJbHO (DUKCHUPOBAJIOCH
W3MEHEHHUE IUIOMIa M, KOJMYECTBA M XapakTepa »HKccydaTa SPO3UBHO-S3BEHHBIX
nedextoB. PeructpupoBanu TakKe M3MEHEHUS KpPAaeB 3PO3UM/A3B M CYOBEKTHBHBIX
omrymeHuit B oonactu nedexra (Kydbanos A. A. u np., 2019).

Bb100p mepeBsi304HOr0 CpeACTBAa OCHOBBIBAJICS HA XapaKTEPUCTUKAX 3PO3UBHO-
S3BEHHBIX Je()EKTOB KOXHU (pa3smep, XapakTep DOKCCyAaTa, XapaKTEPUCTUKHU JIHA
APO3UH/S3BBI U COCTOSIHUE KPaeB M TKaHU, OKpYyXkaroleh 3po3uto/sa3By). [Ipunumanuce
BO BHUMAaHHME CYOBEKTHBHBIE ONIYIICHUS W WHAUBHUIyaJIbHAas MEPEHOCUMOCTD
MalKEeHTOB.

Hust Tepanuu  HEeMH(GUIUPOBAHHBIX HAPO3UI/A3B  HUCHOJIB30BAINCH CETUYATHIC
Ma3eBble TOBSI3KM, MPOIMUTAHHBIC Ba3EJIMHOM, CETYAThIE CUJIMKOHOBBIC TOBS3KH,
ry0JaTbie MOPHUCThIC CUITMKOHOBBIC MOBSI3KH, TUAPOTEIIEBbIC MOBIA3KA U COPOUPYIOIITUE
MOBSI3KM C MIPOMUTKON HATYpaIbHBIM MUETUHBIM BOCKOM. Eciii Ha MOBEpXHOCTU 3PpO3Uid
U SI3B MPUCYTCTBOBAJ B HE3HAYUTEIHHOM KOJIMYECTBE THOWHBIA 3KCCYyJaT, Ha Odaru
MOPaKEHUS HAKJIAJIbIBAJId Ma3eBble CeTYaThle TMOBSA3KU C CojJepx)aHueM cepedpa,
TUIPOTENIEBbIE MOBA3KHU C COAEpKaHueM cepeOpa, ryOyaThie MOBS3KU C COJIEpKaHUEM
cepeOpa © ceTyaTble Ma3eBble TMOBSI3KM C COJEpKAHUEM Ma3u TMOBUIOH-M0a
(Molnlycke Health Care AB, Paul Hartmann Limited, OOO «buotekdapm») (Tadmuiia
3).

Tabsuua 3 — BeiOop nepeBs304HOTO CpeICTBA JIJIsl IPOBEICHUS HApY>KHOU Tepanuu

Xapakrep u
Ne Tun BBD KOJIMY€ECTBO Tun noBsA3kMu
JKCCyAaTa
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— HeaaresuBHble ceTyaThie
Ma3eBbIC MOBSI3KU
— cpenHetspkensid PIIBD — Heanre3suBHble ceTuaThle
—  Tspxensiii PIIBD . o CHJINKOHOBBIE IOBA3KU
g CKyIHBIN CepO3HBIN
— cpemHerspxensii [Irpbd — Heaaresusnsle ry0uaTsie
| — cunapom Kunmsep CHJIMKOHOBBIE TTOBSI3KH
— Heaare3uBHBICTHAPOTENIEBBIE
MOBSI3KH
. CkyaHbIH HeanresuBHbie ceTuatbie
Tsorensrid PJIBD Y .
TeMOpPpParn4eCcKui CHIINKOHOBBIE TTOBSI3KA
o CKyIHBIN CEpO3HO- HeanaresuBHbie ceTuartbie
Tsxensiid PJIBO Y PO3IK
reMOpparu4ecKuit CUJIMKOHOBBIE MOBSI3KU
— HeanresuBHble ceTuaThle
— Tsokensiii PJIBD . . Ma3eBbIC TTOBI3KU
2 9 YMepeHHbIH cepo3HbIit
— cpenHetsokensii [rpbd — HeanresuBHsle ceTuaThie
CHJIMKOHOBBIC ITOBJA3KH
. . —  Cop0bupyromue MmoBsI3KU C
- TSAXKCIIbIM I'CHEPATU30BaHHBIN -
MPOTNMUTKOU HATypaJIbHBIM
PJID . .
. OOWJIBHBIN CEePO3HBII ITYETTUHBIM BOCKOM
—  CpEOHETsKEIIBIA
3 o — Heanaresusnsle ry6uaTsie
reHepanu3oBaHHbli IIrpbd
CHJIMKOHOBBIC ITOBJA3KH
N OOWIbHBIH CopOupyIOIIHe TOBI3KH C MPOIMUTKOM
cpenHetsokensiid [Irpbd . poUPY P
reMOpparu4ecKun HATYypaJbHBIM ITYEIUHBIM BOCKOM
— HeaaresuBHble ceTyaThbie
Ma3eBbIe MOBS3KH C
COJIepIKaHUEeM Ma3H MOBUJIOH-
—  Toxensrid PJIBD nona
4 — cpemHershkensii [Irpbd CxyaHBIA THOMHBII — HeaaresuBHble Ma3eBbIe
— cunapom Kunmiep CeTUaThIC MOBSI3KH C
cojiep’kaHueM cepebpa
- Hea}ll"e?)I/IBHI)IG TUAPOTEIIEBLIC
HOBSI3KHU C COJIepIKaHueM cepedpa
— HeanresuBHsie ceTuaThie
Ma3eBbIC TIOBSA3KH C
. o COJIepIKaHUEM Ma3u MOBHUJIOH-
5 —  Toxensrid PJIBD YMepeHHBIH cepo3HO- ﬁoiap 2
— cpenHerspkensii [Irpbd THOWHBIN
— HeaaresuBHbie Ma3eBbIe
CeTYaThIC MOBSA3KHU C
cojiepkaHueM cepebpa
6 —  Tspxensiii PIIBD ‘YMepeHHbI THOUHO- HeanresuBHbie Ma3eBbie€ ceTUaTHIE
-  JABD reMopparuyeckui TIOBSI3KH C COJIEpIKaHUeM cepedpa
o . HeazaresuBHbie ryouartnie
N OOMIBHBIA THOWHO-
7 | moxensiit PIBD . CHUJIMKOHOBBIC TTOBSI3KHU C
reMopparn4ecKui
coJiepkaHueM cepedpa

2.4.2. BHyTpUKOKHOE BBeleHHe CYCIIeH3MH AJJIOreHHbIX GuldpodiacToB

Kpurepun BkIIOUYEHUS NALMEHTOB

aJJTOTeHHBIX (UOPOOIIaCTOB:

— BO3pacT ot 18 ser u crapiue;

J1 IPOBCACHUA BHYTPUKOKHOI'O BBCACHUA
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— YCTaHOBJICHHBIA JTUAarHO3 AUCTPO(YUYECKOTO ¥ MOTPAHUYHOTO OYIIE3HOTO
ANUAEPMOIN3a Ui curapoma Kunmep;

— HaJIM4YMe Yy TAlMEHTOB DJPO3UBHBIX/SI3BEHHBIX Je(EKTOB KOXU 0e3
MPU3HAKOB BTOPUYHOTO WH(DHIIMPOBAHUS, TITUTEIBHOCTD CYIICCTBOBAHUS
KOTOPBIX COCTaBJIsiET HE MeHee 1 Mecsilia Wik pa3Mep KOTOPhIX OCTaBaJICs
MPEXXHUM WM yMEHbIIWICS MeHee, yeM Ha 30% B TeueHue 1 mecsna.

Kpurepuu HeBKIIIOUEHHUSI B HCCIIEIOBAHUE:

— OEpEeMEHHOCTD U JIaKTallus;

— HaJIMYM€ IUIOCKOKJIETOYHOTO paka KOXM Ha MOMEHT Y4acTus B
MCCJIEI0BAaHUM WJIM B AaHAMHE3€;

— MPUMEHEHUE MECTHBIX W/UJIM CUCTEMHBIX MPENapaToB, CTUMYIUPYIOIIUX
AIUTEIN3AIUIO u pereHepanuio KOXKH (IekcmaHTeHoI,
JTUOKCOMETHIITETPAruIPOTUPUMUINH, JENPOTEUHU3UPOBAHHBII
reMOJIEpUBAT KPOBHU TEJAT, PETHUHOUJIbI, aHAOOJWYECKHE TOPMOHBI), B
TeueHue |1 Mecsia 10 BKIIOUEHHUS MMAIMEHTa B HCCIIEJOBAHUE;

— HEO0OXOIMMOCTh TIpHeMa JICKAPCTBEHHBIX IMPENapaToB, 3aMEJISIONMINX
SIUTENM3AIMI0 U PEreHepalui0  KOXH  (TJIFOKOKOPTHUKOCTEPOUJIBI,
LUTOCTaTHKH);

— CHCTEMHBbIC 3a00J1eBaHH (uHGpEKIMOHHBIE, COMaTHYECKHE,
OHKOJIOTUYECKUE M T.J.) U COCTOSIHHUSI, KOTOpPHIE MOTYT IMOBIIUSTh Ha
pe3yJIbTaThl JICUCHUSI; COCTOSIHUSI, OTPAaHUYMBAIOIIME MPUBEPKEHHOCTH
NaldeHTa MPOBOAUMOM Tepanuu (JEMEHIUs, TCUXOHEBPOJIOTHYECKUE

3a001eBaHus1, HAPKOMAHUS, AJIKOTOJIU3M H T.11.).

Cycrensus aluioreHHsx puopodaacToB B KoHueHTpamuu 5x10°,10x10° u 20x10°
KieTok/mii B (docdarHo-conmeBom  Oydepe ¢ 2%  pacTBopoM  anbOymuHa
yenoBedeckoro/0,9% pactBopa HaTpus XJIOpUIa B KOJIMYECTBE 1 MJT Ha OJJHOTO TallMEHTa.
Cycnemsuss A® mpenoctamsiack GI'BYH «Uuctutyr Onomormu pazsutust M. H.K.

Komnsmosa» PAH.


https://www.rlsnet.ru/active-substance/dioksometiltetragidropirimidin-451

57

I[lepen BBeneHNEM AIIOTeHHBIX (PHOPOOIACTOB B YCIOBUAX CTEPUIIBHON MPOLIETYPHOM
NPOBOAMJIACH  ANTUIMKALIMOHHAS. AHECTE3Usl KPEMOM C COJIEpKAHUEM JIMJOKauHa |
npuiiokarHa. Kpem HaHOCHIICS] Ha MHTaKTHYIO KOXKY TIO mepudeprn 3p0o3uid UIH 513B, OT Kpast
nedexra 1o nepudepun, 3axparbiBas no 2,0 cM MHTAaKTHOM Koxku. KpeM HaHOCHIICS Ha KOXKY
0e3 BTUpaHUs U MOJI OKKIIO3UOHHYIO MOBs3KY Ha 40-60 MunyT. Uepes 40-60 MuHyT mocie
HAHECEHUs1 KpeMa MpOBOAMIIACH aHTUCENTUYecKas o0paboTka oneparmonHoro nosst 0,05%
BOJHBIM PACTBOpPOM XJjoprekcuanHa ourmokoHara win 0,01% pacTtBopoM Uit MECTHOTO
npuMeHeHus: bersunaumeTun| 3-(MUPUCTOUIAMUHO )TPOTTHI [aMMOHHM XJIOPH]T MOHOTHIpATA.

[lo nepudepun 5po3uil WK 3B ME30TEPANIEBTUUECKUM METOIOM  BHYTPHUKOKHO
namysbHO (mmpuiy 2 Mo, uria 0,23 x 4 MM) OTHOKpaTHO BBOAWJIACh cycrieH3ust AD oM
oobemMoM He Oonee 1 mi, Ha paccrosHun He Oosee 0,5 cM OT Kpas JedeKra KOXu, C
MHTEPBAJIOM MEXTy MECTaMU UHbEKIUI He Oonee 1 cMm.

Ilocne BBegeHmss A® Ha OYarM TOPAKEHHUA HAKIAABIBAIACH IIEPBUYHAS
aTpaBMaTW4HAs HEAIre3MBHas IOBs3KA. B ciydae Halo)keHHs aTpaBMaTHMYHOM CET4aTon
HOBSI3KM B KAuecTBE BTOPMYHON MMOBA3KM NPUMEHSETCS CTEpUIIbHAs MaplieBas cali(erka,
(bukcupyemast OMHTOM MJIM HEAAr€3UBHBIM ILIACTBIPEM.

[locne mpoBeneHust Mpoueaypbl OONBHBIM PEKOMEHIOBAJICS CTPOTUI MOCTENIbHBIN
pPEKMM B TedyeHHE 2 4acoB. B TeueHue MepBbIX 5 4acoB MOCHE IMPOBENEHUS MPOLEAYPbI
OCYILIECTBISUIOCH JAMHAMHYECKOE HaONIIOJIEHUE 3a COCTOSHMEM IaleHTa: KaXKIbld dac
NPOBOJUTCS OLIEHKa OOILETO COCTOSHMS MaleHTa (M3MepeHHEe apTepHabHOIO JaBJICHMUS,
YCC, Y1, Temneparypsl Tefa), OLIEHUBAIUCH CYObEKTUBHBIC (00JIb, 3y, JKKEHUE U JIp.) U
00BEKTUBHBIE (00pa30BaHUE ITy3bIpei, FKCCYAALMs, KPOBOTEUEHHUE U AP.) CUMIITOMBIL.

B Teuenue 14 gneil mocie npoBeAeHUs MPOLEAYPhI €KEIHEBHO MPOBOIUIICS OCMOTP
NalyeHTa U JOKyMEHTUPOBAHUE JTWHAMUKU W3MEHEHHs XapaKTepUCTUK 3po3uil/s3B. [locne
CHSITUS TIOBSI30K OIPEIEINISIETCSl COCTOSIHUE SPO3UBHOTO WM SI3BEHHOTO Jiedpexta. Bo Bpems

HEPEBA30K MPOBOAMIOCH (POTOrpahupOBaHNE OYArOB U N3MEPEHHE HX IJIOIIAIN.
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2.5. IIpouenypa Bblae/IeHUs JepMaibHbIX GuoOpodIacToB

Bce mnponeaypbl BBIONHSIOTCS B ACENTUYECKUX YCIOBUSIX B JIAMHUHAPHBIX
mkadgax.
1. Ilepen HauamoM paboOThl 00pa3ilbl KOXKHM THIATEIILHO MPOMBIBAIOT B PACTBOPE XIHKCA
¢ antTubnotukamu (0,4 MT/MJI TeHTAMUIIMHA).
2. JIoCcKyT KOXM Hape3aroT Ha nojocku mupuHoi 3x10 MM n nomemarot B 0,2%-Hblii
pacTBOp AUCIIA3BI.
3. Ilonocku KoM B pacTBOpE Aucna3bl HHKYOUpyroT rpu 4C B Teuenue 16-24 gacos.
4. Tlocne dhepMeHTUPOBAHUS B JUCIIA3€ SMUECPMUC MUHIIETOM OTACINSIOT OT JIEPMBI 110
auHuU 0azanbHOM MeMOpaHsbl. [loocku snuaepmMuca yaamisior.
5. Ilonocku nepmbl OTMBIBAKOT B cpeae JAMEM B Teuenue 15 MUHYT, U3MENBYAIOT 10
KYCOYKOB 0OBEMOM OT 2 10 5 MM°.
6. M3MenpueHHyIo 1epMy B 00beME IPUMEPHO 2 CM> BHOCAT B KyJIBTYPalbHbIE (MIAKOHEI
mwiomanso 25 cm? u pobasmsror 0,5 mu 2%-HOro pactsopa KomareHasel I B cpere
JAMEM u 5 ma kynsrypanbaoit cpensl (JAMEM ¢ 10% 9TC u 4 MM rmyramuna).
7. ®nakoHbl MHKYOUPYIOT B TeueHue 48 yacoB B CO2-unkybatope npu 37C unu
8. 5-6 yacoB npu 37C. B 3ToM ciiyuyae BhINMOIHAIOT MYHKT 10.
9. CnuBaror cpeny u3 (prakoHOB BMECTE C HENMPUKPEIUICHHBIMU KyCOUKAMU JIE€PMBI,
TPYXIbI IPOMBIBAKOT cpenoni JIMEM u 3aiuBaroT 5 MII CBEKEH KYJIBTypPaIbHOM CPEIbI.
10. Cycnien3uto KIETOK ocaxaaroT nenTpudyrupopanrem mnpu 1000 o6/MHUH B TeueHHE
5 MUH, CyNIEpHATAHT OTOPACKIBAIOT, KJIIETKU PECYCIEHIUPYIOT B KYJIBTYpaIbHOM Cpelie.
11. MukpockonupytoT KynbTypy. [Ipm HeoOxommmocTu dYepe3 24 yaca NPOU3BOIIT
NIEpPECEB.

2.5. OneHka KINHU4YECKO 3(P(PeKTUBHOCTH TepaNIuK

Ornenka KIMHUYECKOU 3(P(GEKTHBHOCTH MPOBEICHHON Teparvy MPOBOAMIACH HA
14-i1 nenp u Ha 30-i A€Hb TEepanuu ¢ UCIOJIB30BAHUEM HEAJTE€3UBHBIX MEPEBI30UHBIX
cpeactB (HAIIC) wnu BHYTPUKOKHOTO BBeAECHUSI cycnieH3uu A® B COOTBETCTBUM CO
CIEAYIOIIUMU KPUTEPHUSIMU:

1) Tlonuoe 3axuBieHue (cokpanienue miomaan Ha 100%) spo3un/sa3Bsi;
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2) BelpakeHHOE yJIy4YllIEHUE — yMEHbILIECHUE IJIOLIaJAN 3pO3UM/A3Bbl Ha 75%—
<100%;

3) YmMmepenHoe ynydlieHHE — yMEHbBIICHHE TUIOMAIN 3po3un/si3Bbl Ha 50% —
<75%;

4) HezHaunTenpHOE yIIydIlIEHUE — YMEHBIICHUE TIOIMAIN SPO3UH/sI3BbI Ha 25%-
50%;

5) OtcyTCcTBHE TUHAMHUKU — YMEHBIIEHHUE IIJIOLAAN SPO3UN/A3Bbl MEHEE, YEM Ha
25%;

6) YxyauieHue — yBeIu4YeHUE TUIONIaAU U/ WK TIIyOuHbI 3po3un/sa3Bel (KybaHos

A. A.u 1p., 2019).

2.6. OueHka TMHAMMKHM JKCIPECCHHM CTPYKTYPHBIX 0€JIKOB 3MHIAEPMHCA U

AEPMO-3NMACPMAJIBHOTO COEJIMHEHUA B OHoNTaTrax KOXH OO0JbHBIX

BPOKIEHHbIM  Oy/UIe3HbIM  3nHMAepMOIM30M Ha 14 1geHb  mocae

BHYTPMKOKHOTO  BBeJeHHS  AJUIOTeHHbIX  (uOpo6IaCcTOB  METOAOM

HUMMYHO(}JII0O0OPECHEHTHOI0 AHTUT€HHOT0 KAPTHPOBAHMSI

JIJist OLIEHKM TWHAMUKHU SKCIPECCUU OETKOB B 00JACTH JEPMO-3IUIEPMATHLHOTO
coeuHeHus nocie BeeaeHust A®D B kpas 25 JIUTEIBHO HE 3aKUBAIOIINX IPO3UIL/A3B Ha
14-ii neHb MOBTOPHO TOJydaid OMONTAT KOXKHM M3 oOsactu uHbekiui. [locie sroro
noBTopHO npoBoauiu MAK OGuonrara K0k U COMOCTABIISIIN MOTYUYEHHBIE PE3YIbTAThI
AKCIpPECCUU OEJKOB KOXH, aCCOIMUPOBAHHBIX ¢ pa3ButueM BBD ¢ naHHbIMH,
MOJYYEHHBIMHU 10 JICUCHHUSI.

JIns OLEHKW JWHAMHUKH JKCIpPEecCMH Ha (OoHE JeYEHHUsS HCXOJHBIA YpPOBEHb
AKCTPECCUU OB YCIOBHO pacnpejiesieH Ha 4 TPYIIbl 0 CTENEHU CHUXEHUS CBEUCHUS
aQHTUTEN K CTPYKTYPHBIM O€likaM JAepMO-3IUACPMAIbHOTO coeauHeHus. CTeneHsm
CHIDKEHUSI DKCIPECCHMU ObUIM TMPUCBOCHBI YCIOBHBIC YHCIOBbIE 3HadyeHus: 0 —
OTCYTCTBUE DJKCIIPECCHHM, YTO XapaKTEPU30BAJIOCh OTCYTCTBUEM CBEYEHHUsA, | —
HE3HAUUTEITLHOE CHIKCHHE JKCIPECCHHU, TPH KOTOPOM Ha OOJBIIEM MPOTSKEHUU

JEPMO-3IIUACPMAIIBHON I'PAHULIBI CBEYEHUE COXPAHEHO B BUJIE LIMPOKOM, HEIIPEPHIBHOM
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IIOJIOCHI, 2 — 3HAYUTEINBHOE CHU)KEHHE SKCIIPECCUM, XapaKTEPU3YIOLIEeCs CBEYCHUEM Ha
E€AUHUYHBIX YYaCTKax JIE€PMO-DIUIAECPMAIBHOIO COCIMHEHUS B BHUAE EIMHUYHBIX
KOPOTKHX Y3KMX TIIOJIOC W TpaHyls, 3 — HOPMaJbHBbIM YPOBEHb JKCIIPECCHH,
COOTBETCTBYIOIIMM CIUIOIIHOM II0JIOCE CBEYEHHUS B 30HE JEPMO-dIUIAECPMAIBLHOIO
COCIMHEHHUS.

AHaNOTMYHbIE YCJIOBHBIE YHCIIOBbIE 3HAUE€HHUA ObUIM TPUCBOEHBI YPOBHIO
IOBBIIICHHS JKCIIPECCUM IIOCJIE TNPOBEACHHOW Tepamuu, rae 0 — 3TO OTCyTCTBUE
BOCCTAHOBJICHUSI JKCIPECCUU, | — HE3HAYNTENIBHOE MOBBIIMICHUE DSKCIPECCUU, 2 —

BBIPA’KCHHOC ITOBBIIMICHHUC 3KCIIPCCCHH, 3 — IIOJIHOE BOCCTAHOBJICHHE 9KCIIPCCCHUMH.

2.7. MeToabl CTATUCTHYECKOM 00PA0OTKHU JAHHBIX

[TonyuyeHnsie naHHbIE OOpabaThIBajIM C MOMOIIBIO Mporpammbl Statistica 13.0
(StatSoftInc., CHIA). Paznuuus Mexay rpynnamMu CYUTAIA CTATUCTUYECKH 3HAYUMbIMU
npu p<0,05. [Ins cpaBHEHHMs 4YacTOTBI BCTPEYAEMOCTH IIOKa3aTejaed B TIPyIIax
IPUMEHSIN KPUTEpUHA y-KBaapar. Jlis cpaBHEHMsI MOKa3aTeseil, MOJYyYEHHBIX IpU
oOcnea0BaHUM OOJIBHBIX J0 U MOCJE JEYEHUs, UCIIONIb30BaIN Kputepuii MaHHa-YUTHU
U KpUTEpUU YWIKOKCOHA. [l mpoBeneHus KOPPEISALMOHHOIO aHajdu3a MPUMEHSIIN
kpurepuii Crnupmena. [lanHele npeacrtaBimsi B Buae Mzo. Paznuuusa cuuranm

JIOCTOBEPHBIMU IIPU YPOBHE CTaTUCTUUECKOM 3HauuMoctu p<0,05.
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I'JIABA 3. PE3YJBTATHI COGCTBEHHBIX HCCJEJOBAHUIA
3.1. OuneHka pacnpoCcTPaAaHEHHOCTH W 3200/1eBA€MOCTH BPOKIEHHOTO
OyJ1e3Horo snuaepmosinia B Poccuiickoit @enepauuu B 2017-2019 rr.

[Ipoananu3upoBana wuHPoOpMaMsg O OOJBHBIX BPOXKICHHBIM  OYyJUI€3HBIM
AMUIEPMOJIU30M U IMHAMUKA MoKa3arenel pacrpoctpaneHHoctu ¢ 2017 mo 2019 rr.

[To pe3ynbraTtaM mpoBeleHHON pabOThI 1O COCTOsHUIO Ha KoHel 2017 rona Obuin
MOJIy4eHbl JaHHble U3 76 cyOwbekToB Poccuiickoit ®denepanun o 524 manmeHTax ¢
BPOXKJICHHBIM OYyJUUIE3HBIM SMUACPMOIN30M, Ha KoHel 2018 rona moiaydeHsl JaHHBIE U3
63 cyowexToB Poccutickoit @eneparuu o 511 marmenTtax, Ha koHell 2019 romga — naHHbIC
u3 68 cyowektoB Poccuiickoit ®enepanun o 458 mnanmentax ¢ BBD. Otkiauk

COOTBETCTBEHHO cocTaBmi 89%, 74% u 81% (pucyHok 2).

600

524 511

500

400

. Yyeno nauneHToB

300

—=—Uucno cybrektos Poccuiickon
®enepaLmm, U3 KOTOPbIX
Mony4YeH OTBET

200

2017 2018 2018

Pucynok 2 — Yucno cyobextoB Poccuiickoit denepanuu, U3 KOTOPBIX ObUT MOTYYEH

OTBET, U YUCJIO MAIMEHTOB C BPOXKICHHBIM OYIIJIE3HBIM dnuaepmoiuzom, 2017-2019 rr.

Campble BbICOKHE MOKa3aTenu pacnpoctpaneHHoctd BB B 2017 rogy nabmoganu
B Pecnyonmuke Mopnosus (19,79 na mummon Hacenenus), TamOoBckoit (15,38),
Tomckoit (14,83) obnactax, Pecniydnukax bamkoproctan (10,33) u Unrymerus (8,33),
u B [Ipumopckom kpae (8,32).

B 2018 rogy mnoxaszarenu pacnpoctpaHeHHoctd BBD, mnpeblmatoiue

CpPEeIHEpOCCUICKMI TOKa3areab, OTMEUYEHbl B clieqyromux cyobektax Poccuiickoit
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Oenepanuu:  Pecnmyonuka  Jlarecran  (50,26), TambGoBckass oGmacte  (15,48),
[Tpumopckwuit kpait (9,93), Tromenckas obnacts (8,67), HoBropomckast obnacts (8,24),
Pecniyonmuka Wurymerus (8,20), Kocrpomckas obnactes (7,77), YnbsiHOBcKas 001acTh
(6,42).

B 2019 romy nmoka3arenmm pacnpoctpaHeHHoctd BBD, mnpeslmarommue
CPEIHEPOCCUICKHMIM TOoKa3arelb, OTMEUECHBl B CIEAYIOIUX CcyObekTax Poccuiickoi
®denepanuu: Pecryonuka Mopaosus (20,11), Pecniyonuka Kanveikus (14,67), Tomckas
obnacte (12,07), XauTel-Mancuiickuii aBTOHOMHBIA OKpyr (9,02), AcTpaxaHckas
obnacts (8,88), SApocnasckas obmacts (7,94), Tromenckas obmacts (7,90), Koctpomckast
obnacte (7,85), a Takke B 4 peruoHax JlaapHeBOCTOUHOTO (enepanbHOro OKpyra:
[Tpumopckom kpae (12,09), Pecnybomukax bypstus (9,15) u Caxa (Sxytus) (8,27),
Marananckoit oonactu (7,08).

Ha nporsokennn niepuona 2017-2019 rr. He ObUIM 3aperHCTPUPOBAHBI ClIydyau
BPOXJIEHHOTO OyJie3HOro snuaepmoinsa B ropoge Ceacronone, PecriyOnukax Anrai

u TriBa, a Takke B EBpelickoli aBToHOMHO# objacTu (Tabnuma 4).

Tabnmuna 4 — PacnpocTpaHEHHOCTh BPOXKIEHHOTO OyJUIE3HOTO AIUIESPMOJIN3a B
cyonekrax Poccutickoit @eaepanuu B 2017-2019 rr.

Yucao ciaydaes 3a00/1eBaHUH BPOKACHHBIM 0YyJ11€3HBIM

IMHUAEPMOTU3OM
CyObexrnl Penepanuu 2017 2018 2019

BCEro Ha MUJIJIMOH BCETO Ha MUJIJIMOH BCETo Ha MUJIJIMOH

HaCCJICHUA HaCcCJICHUA HaCCJICHUA

Poccuiickas ®@enepanus 524 4,24 511 5,29 458 4,44
L 102 3,80 75 4,86 84 3,43
(denepajbHbIi OKPYT
benropojckas 061acTh 5 3,22 HJI - 6 3,88
bpsinckas o6nacth 0 0,0 HJ, -- 2 1,67
Bragumupckas o61acth 5 3,60 7 5,08 6 4,39
Boponexckas 061acTh 8 343 10 4,28 10 4,30
HBanosckas 001acTh 3 2,93 3 2,96 3 2,99
Kanyskckas 061acTh 2 1,97 5 4,94 5 4,95
KocTtpomckas 061acTh 5 7,71 5 7,77 5 7,85
Kypckas o6nacts 6 5,34 6 5,38 6 5,42
Jlnnenxkast 001acThb 3 2,59 2 1,74 1 0,87
MockoBcKkast 00J1acTh 21 2,83 HJI, -- 18 2,37
OprnoBckast 001acTh 2 2,65 2 2,68 2 2,70
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Yucso cayyaeB 3a00/1eBaHUI BPOKIEHHBIM 0YJ/LI€3HBIM

MMUAEPMOJIU30M
Cyo0bexTbl Penepaunu 2017 2018 2019

BCEro Ha MUJIJIMOH BCero Ha MUJIJIMOH BCEro Ha MUJIJIMOH

HaCCJICHUA HaCCJICHUA HaCCJICHHUA

Psizanckast o0macth 7 6,21 HJI, -- HJI --
CmorneHckas 00J1acTh 1 1,05 1 1,05 3,18
Tam0boBcKkas 00J1aCThb 16 15,38 16 15,48 1 0,98
TBepckast 001acTh 3 2,31 2,34 H/ --
Tynbckas 00J1aCTh 7 4,67 7 4,69 6 4,06
SpocnaBckasi 001aCcTh 8 6,30 8 6,32 10 7,94
ropoj1 MockBa HJT -- HJI, -- HJI --
Cepepo-3amazniit 63 4,55 57 4,09 65 4,89
(denepajbHbIi OKPYT
Pecniyonuka Kapenust HJI -- 2 3,21 2 3,24
Pecniy6nmka Komu 3 3,53 4 4,76 1 1,20
Apxanrenbckas 00J1acTh 4,46 5 4,50 5 4,54
0e3 aBTOHOMHOT'O OKpyra
Hewnenkuii aBTOHOMHBINI HJT _ 0 0.0 HT .
OKpYT
Bonoroackas 00iacThb 7 5,91 7 5,95 7 5,99
Kanmuaunarpaackas obnacte | 5 5,07 1 1,01 6 5,99
Jlenunrpajckas 00J1acTh 4 2,23 4 2,21 7 3,79
MypwmaHckas 00J1acTh 2 2,64 2 2,65 2 2,67
Hosropopckas o61actb 2 3,27 5 8,24 3 5,00
IIckoBcKas 001aCTh 0 0,0 0 0,0 HJI -
ropoxa Cankr - [lerepbypr | 35 6,63 27 5,04 32 5,94
TOKHLIH penepatbubii | 5 3,10 28 2,03 33 3,71
OKpYyT
Pecniybnuka Anpires 0 0,0 HJ -- 0 0,0
Pecny6nmnka Kanmbikus 1 3,60 H/ -- 4 14,67
Pecniybnuka Kpeim 2 1,05 H -- H/ --
KpacHogapckuii kpai 20 3,59 2 0,36 H/ --
AcTtpaxaHckas 00J1acTbh 5 491 5 491 9 8,88
Bonrorpaackas o61acth 8 3,16 8 3,17 8 3,19
PocroBckast o01acTh 15 3,54 13 3,08 12 2,86
ropoa CeBacTomnoib 0 0,0 0 0,0 0 0,0
Cenepo-Kaskascrkuii 19 3,57 175 22,10 23 4,32
(denepajbHbI OKPYT
Pecniybnuka Jlarectan HJI -- 154 50,26 HJI --
PecniyOnmka Murymerus 4 8,33 4 8,20 1 2,01
Kabapnuno-bankapckas ) 231 5 231 ) 231
PecnyOnnka
KapauaeBo-Yepkecckas 0 0.0 HIT __ 0 0.0
PecnyOnnka
Pecriyommka CeBepHast ) 2.84 4 5,70 4 5.72
Ocetus - Ananust
Yeuenckas Pecrrybnnka H/I HJI HJI -- HJI --
CraBpononbCKuil Kpai 11 3,92 11 3,93 16 5,72
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Yucso cayyaeB 3a00/1eBaHUI BPOKIEHHBIM 0YJ/LI€3HBIM

MMUAEPMOJIU30M
CyobexTbl Penepannu 2017 2018 2019
BCEro Ha MUJIJIMOH BCero Ha MUJIJIMOH BCEro Ha MUJIJIMOH
HaCCIICHUA HACCIICHUA HaCCIICHUA

IpuBoskeknii 165 5,57 57 3,07 105 | 4,95
(dhenepanbHbIii OKPYT

PecniyOnmka bamkoprocran | 42 10,33 HJI -- HJI --
Pecniy6nuka Mapuit On 5 7,30 HJ -- H/ --
Pecry6nrka MopoBus 16 19,79 HJI -- 16 20,11
Pecniybnuka TaTapcran 19 4,89 HJ -- 23 5,90
Y nmyptcekas PecriyOimka 12 7,91 HJI -- HJI --
Uysamickas Pecriybnmka 4 3,24 5 4,06 7 5,72
[Tepmckuii kpaii 9 3,42 10 3,81 10 3,83
Kuposckas 001acTh 4 3,10 3 2,34 1 0,79
Hwxeropoackas 061actb 22 6,77 16 4,95 13 4,04
OpenOyprckasi 001acTh 3 1,51 2 1,01 H/I --
Ilen3enckas o0acThb 1 0,75 1 0,75 2 1,52
Camapckas 001acTh 12 3,75 2 0,63 17 5,34
CaparoBckas 00J1aCTh 8 3,23 10 4,06 3,69
VY ipsiHOBCKas 001acThb 8 6,39 8 6,42 7 5,65
Yparbekuit 31 3,87 37 4,61 46 |573
(denepajbHbIi OKPYT

Kypranckas o61actb 4 4,68 3 3,55 3 3,59
CaepanoBckas 00J1acTh HJ1 -- H/L -- HJ --
TromeHckas obmacTs 6e3 9 6.09 13 8.67 12 7.90
ABTOHOMHOTO OKpyTa

XanTtel-Mancuiickuii AO 5 3,04 5 3,02 15 9,02
SImano-Henenkuit AO 1 1,87 0,0 0 0,0
YensiOnuckast 00J1acThb 12 3,43 16 4,58 16 4,60
Cubnpexuii 54 3,23 £ 3,68 48 | 336
(denepajbHbIi OKPYT

PecnybOnnka Anrait 0 0,0 0 0,0 0 0,0
Pecniy6imka TriBa 0 0,0 0 0,0 0 0,0
Pecnybnmka Xakacus HJI -- 1 1,86 HJI --
AnTalickuil kpait 7 2,96 HJT -- HJT --
KpacHosipckuii kpait 2 0,70 10 3,48 4 1,39
HpkyTckas 006J1acTh 3 1,25 HJ -- 3 1,25
KemepoBckast 067acTh 8 2,95 11 4,08 11 411
HoBocubupckas o0macteb 9 3,24 11 3,94 10 3,58
Owmckast 001acTh 9 4,56 9 4,59 7 3,60
Tomckast 00611acTh 16 14,83 HJI -- 13 12,07
HanLHEBOCTOHEIA 39 5,73 40 5,31 54 7,01
(denepajbHbI OKPYT

Pecny6sinka bypstus 4 4,06 4 4,06 9 9,15
PecnyOnuka Caxa (Skytus) | 4 4,15 4 4,15 8 8,27
3abaiikanbCckuii Kpait HJT - 2 1,86 2 1,88
KamyaTckuit kpait HJI - 0 0,0 0 0,0
ITpumopckuil Kpaii 16 8,32 19 9,93 23 12,09
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Yucso cayyaeB 3a00/1eBaHUI BPOKIEHHBIM 0YJ/LI€3HBIM
MMUAEPMOJIU30M
CyobexTsl ®enepanun 2017 2018 2019
Ha MUJIJIMOH Ha MUJIJIMOH Ha MUJIJIMOH
BCETrO BCETO BCETO
HaCCJICHUA HaCCJICHUA HaCCJICHHUA
XabapoBCKHM Kpai 6 4,50 7 5,27 7 5,30
AMypckast 00J1aCTh 6 7,48 4 5,01 4 5,04
Maraganckas 00J1acTb 1 6,87 HJI -- 1 7,08
CaxanuHcKas 001acTh 2 4,10 H/ -- HJI, --
EBpeiickast aBToHOMHast 0 0.0 0 0.0 0 0.0
00J1aCcTh
YyKOTCKUI aBTOHOMHBIH HIT B HIT B 0 0,00
OKPYT

*HJI — HeT naHHBIX.

Ha ocHOBaHMM TOJyYEHHBIX JaHHBIX IIOKa3arellb  PacOIpOCTPAHEHHOCTH
BPOXKJICHHOTO OyJIJIe3HOTO »niujepmoiinia B Poccuiickoit denepaiiviv, COracHO OIEHKE,
B 2017 rony - 4,24 na MrwuiMoH HacesieHus, B 2018 rogy — 5,29 Ha MUJUIMOH HaceJICHUS,
B 2019 rony - 4,44 Ha MIJITTHOH HacelieHUus (PUCYHOK 3).

6

5,29

4,24 4,44
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2017 2018 2019

Pucynok 3 — PacmpoCTpaHEHHOCTh BPOXKICHHOTO OYIIJIE3HOTO SMUACPMONIH3A

cpenu Bcero Hacenenus: Poccutickont denepanuu, 2017-2019 rr.

Cample BBICOKHE TOKa3aTenu pachpocTtpaHneHHoctd BbBD cpemu denepanbHbIx
OKpPYTOB Ha MPOTSHKEHUU TPEXJIETHETO MEPHOa PETUCTPUPOBAIA B J[aIbHEBOCTOUHOM,

VYpansckom u CeBepo-3anmagHoM (denepaibHBIX OKpyrax. BpICOkuii MOKa3areinb
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pacnpoctpanenHoctd BBD B Cesepo-Kaskasckom ¢enepanbnom okpyre B 2018 romy

00yCIIOBJICH KpaiiHe BBICOKOW pPaCHpOCTPAaHEHHOCTHIO 3aboneBaHusi B PecrmyOmmke

Jarecrtan (pucyHox 4).
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Pucynok 4 — OueHka pacnpOCTPaHEHHOCTH BpOXKJIEHHOTO OYyJIJIE3HOTO

sanuAepmonn3a B deaepanbHbix okpyrax B 2017-2019 rr. (Ha MUJUIMOH HACEICHUS)

B 2017 rony B 73 cyobekrax Poccuiickoit @enepanuu Obu1 3apeructpupoBad 31
cllydail BpPOXJIEHHOTO OyJJIE3HOTO SIUAEPMOSIN3a C JUArHO30M, YCTaHOBJIEHHBIM
BIIEPBbIE B )KU3HU, U3 HUX 14 ciydaeB (45,1%) Oblu 3aperucTpupoBaHbl Cpenu AeTei
NIEPBOTO rofia )KU3HU.

3a0051€eBa€MOCTh BPOXKACHHBIM OYIJIE3HBIM SMUAEPMOIU30M BCErO HACEJIEHUs
Poccuiickoit @enepaunu B 2017 romy, comiacHo oleHke, coctaBuia 0,25 Ha MUAJIMOH
HacesieHus. 3a00JIeBa€MOCTh BPOXKJICHHBIM OYJUIE3HBIM SMUAECPMOJIN30M Cpelnu AeTen
MIEPBOIO To/ia KU3HU cocTaBmiIa 8,93 Ha MUJUIMOH )KMBOPOXKICHHBIX.

B 2018 rogy B 63 cyObekrax PD Obut 3apeructpupoBan 21 cirydail BpoXKJI€HHOTO
OyJUJIE3HOTO SMUJEPMOJIM3a C BIEPBbIE B KM3HM YCTAaHOBJIECHHBIM JAMATHO30M, M3 HHUX
cpeau gAered nmepBoro roga ku3HU - 14, CoOOTBETCTBYIOIIME TMOKa3aTeiau

3aboneBaemocT cocraBmwin (0,22 Ha MWUIMOH BCETO HACEJCHUs, MPU pacueTe Ha
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MMJUTUOH KMBOPOXKJIEHHBIX — 12,8.

B 2019 romy B 69 cybOwekrax P® Obuio 3apeructpupoBaHo 19 cmydaes
BPOXKJICHHOTO OyJIJIE3HOTO HSMIHAEPMOJIM3a C BIEPBBIE B JKU3HU YCTAHOBJICHHBIM
JIMAarHo30M, W3 HUX Cpeaud JnaeTei mepBoro roga xku3Hu — 5 (26%). Ilokazarens
3aboneBaemoctu Obul paBeH 0,18 Ha MWIIMOH BCEro HaCENEHHUA, MPH pacyeTe Ha
MUJLTHOH KMBOPOXKIEHHBIX — 4,58 (PucyHok 5).

0,3
0,25
02 -
0,19
0,1 -
0,05

0 -

0,25

0,18

2017 2018 2019

Pucynok 5 — 3a6oneBaeMOCTh BPOXKISHHOTO OYyJIJIC3HOTO AIHUISPMOIIN3a CPEIU BCEro

Hacenenus Poccuiickon @enepanun, 2017-2019 rr.

B 2017 romy ObUIM 3aperHCTPUPOBaHBI S5 CIy4aeB CMEPTH Cpeau OOJIBHBIX
BPOXKJEHHBIM OyJie3HbIM 3nuaepmonn3oMm, B 2018 romy — oauH ciy4ail cMmepTu.

Janusie o naruentax ¢ BBD, ymepmmx B 2019 roxy, mony4deHsl He ObLTH.

3.2. AHaqu3 [JAHHBIX MO JAeMOrpauYecKMM M MeEAUKO-COUHMATbHBIM
XapaKkTepPUCTUKAM NANMEHTOB U OCHOBHBIM XapaKTepUCTHKAM 3200J1eBaHuUsl
AHanM3 TaHHBIX BBITIOJIHEH Ha BbIOOpKE U3 517 60ompHBIX B 2017 Tomy, Ha BEIOOpKE

u3 496 6onpHBIX B 2018 rony 1 Ha BeIOOpKe U3 452 GonbHbIX — B 2019 Tomy.

Ha mpotsokenun Tpex JeT HaOmofgaid MpUOIU3UTENIBHO PABHOE pacHpe/eicHHe
6onpHBIX BBD no momy: 10515 maiueHToB MykcKoro nojia coctanisiia 49%, 50% u 52%
B 2017,2018 1 2019 IT. COOTBETCTBEHHO.

Hons nereit B Bo3pacte 0-17 ner cpenu 6ompubix BBD B 2017 rogy cocraBuiia

67% (348 nereit), B 2018 roxy — 64% (319 nereii), B 2019 rogy — 64% (290 nereit).
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B 2017 romy cpennuii Bo3pact OOibHBIX (MOJHBIX JieT Ha KoHen 2017 ropa)
cocraBun 14,8+12,7 netr, meauana — 11 met, moga — 3 roga. B 2018 romy cpenuuii
BO3pacT NanueHToB coctaBui 16,5+14,0 net, Meauana Bo3pacra — 11 jet, Moga — 9 ner.
Ha xonen; 2019 roma cpennuii Bo3pact MaMeHToB cocTaBuia 16,5+13,8 ner, Menuana
BO3pacTa — 12 set, moga — 8 Jier.

Jlunamuka pacnpeneneHus namueHToB ¢ BbD no noarumy 3a0oneBaHus COTIacHO
naHHbIM 3a 2017-2019 rr. npencraBneHa Ha pucyHke 6. Bomibiioe 4uMcio ManueHToB C

OTCYTCTBYIOIITUMU JTaHHBIMU 110 TioATuy BED B 2018 romy 00ycioBI€HO OTCYTCTBHEM

JaHHBIX o nanydeHTam C BED B Pecnybnuke
JlarecraH.
100% -
90% - B HeT AaHHbIX
80% - B HeyTOYHEHHbIN
70% - NorpaHu4HbIA
60% - m npyroi
50% -
40% | B AUCTPOhMHECKUA
30% - H npocToit
20% -
10% -
0% 2017 2018 2019
HEeT AaHHbIX 26 174 25
HEYTOYHEHHbII 39 29 42
NorpaHu4HbIA 3 1 0
apyron 3 4 7
AUCTPOUHECKIA 171 100 147
npocTon 275 188 231
Pl/lcyHOK 6 - Pacnpez[eneHI/Ie MaouCHTOB C  BPOXKICHHBIM GYJ'IJ'IGBHLIM

AMUJIEPMOJIM30M T10 moATuIy 3adoneBanus, 2017-2019 rr.

VY Oosnpiieli yactu manueHToB, 216 (48%) 3aboneBanue Havanockh ¢ poxacHus. Ha
NEPBOM MeCsIlE KU3HU 3a00jeBaHue pa3BWiIoch y 25 (6%) mamuentoB. Y 74 (16%)
MaIrMeHToB Ne0l0T 3a0oyieBaHMs MPOU30IIe] B Bo3pacte or 2 mo 12 mecsueB. B
Bo3pacte 1-2 ner BBD nposiBuics y 9 (2%) nauuentos, B Bozpacte 3 - 17 netr —y 39

(9%) nanuenTta. O Hauasme BB Bo B3pocimom Bo3pacte COOOIIEHO Y 2 MalMeHTOB (B
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Bo3pacte 22 u 32 ner). JlaHHbIEe O BO3pacTe Hauyaja 3a0o0jieBaHUs OTCYTCTBYIOT aJisd 87

(19%) mareHTOB (PUCYHOK 7).

HeT AaHHbIX
87
1 9%

B Bo3pacTe 18 netu
cTapwe
2
0%

C pOXaeHus
216
48%

B Bospacte 3-17 net
39
9%

_‘—‘—-—-—._.___

B Bo3pacTe 1-2 net
8
2%
B BospacTe 2-12 Ha nepeoM MecsLle
MecsLEB }I{HSHH

74
16% 6%

PI/ICYHOK 7 — PacnpeaeneHI/Ie IMaOUCHTOB C BPOXKICHHBIM 6YJ'IJ'I€3HBIM I ACPMOJIN30M

1o Bo3pacty Hauyaja 3aboneBanusd, 2019 rox (n=452)

Jlnaruo3 BpOXKACHHOTO OYJJIE3HOTO SMUACPMOIN3a ObLT YCTAHOBIEH C POXKICHUS
122 nauuentam (27%). Kpome TOro, Ha nepBoM rogy >KM3HU IHArHO3 ObLT yCTaHOBIIEH
emte 134 (30%) nmarmenTam, Ha BTOpoM rofy xu3Hu — 28 (6%) narmentam. B Bo3pacte
2 net nguarao3 BBD Ovin yctanosnen 15 (3%) mammenTam, B Bo3pacte 3 jeT — 19 (4%)
naigenTaMm, B Bo3pacte 4 metr — 9 (2%) manmentam, B Bo3pacte S5 mer — 11 (2%)

nanueHTam (pUCyHOK 8).
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Pl/lcyHOK 8 - PaCHpeﬂCHGHI/IC IMaOUCHTOB C BPOXKICHHBIM 6y.]'IJ'I€3HBIM I ACPMOIN30M

110 BO3pACTy YCTaHOBJIEHUs Auarnosa, 2019 rox (n=452)

bonpmmmuacTBy manuentoB (379 manuentoB, 84%) AuarHo3  BPOXKIIEHHOTO
OyJUIE3HOTO ANUAEPMOIIN3a ObLT YCTAHOBIIEH C YYaCTUEM Bpada-IepMaTOBEHEPOJIOTa, U3
HUX €UHOJIMYHO BpauoM-jaepMaToBeHeposiorom — 316 (70%) manmenTaM, COBMECTHO C
Bpayamu JApyrux cnenuaibHocTeil — 63 (14%) nanuentam. BpadoMm-niequarpoM auarHos
BBD Obn1 ycranoBinen 73 (16%) nmanueHtam, B TOM yucie eauHoan4Ho — 37 (8%)
nalyMeHTaM, COBMECTHO C BpauaMu JIPyrux crenuaibHocTedt — 36 (8%) marueHTam.
[Ipu yuactum Bpaua-renetuka nuario3 BB 0wt ycranosnen 63 (14%) mauuenram, B
TOM YHUCJIE TOJBKO BpauoM-TeHEeTUKOM — 16 (4%) manmentam. Y 10 mamuenToB (2%) B
YCTaHOBJIEHMHM AuartHo3a BbBD mpuHMManu ydacTue Bpauu MHBIX CHEUUAIBHOCTEH, B
TOM 4YuCJe, HeoHarosor (4 TmanueHTa), OTOPUHOJIApUHTOJOr (4 TalueHTa),
racTpOd’HTEPOJIOT (2 marueHTa), anecre3nonor-peannmaronor (1 mamuenT). JlaHHbie 0
CHEUaIbHOCTH Bpaya, YCTAHOBUBILIETO AUArHO3, OTCYTCTBYIOT JIs 2 MAaIlMEHTOB.
B 2019 rogy nabGopaTopHOe TOATBEPXKICHHE IUArHO3a KAKUM-ITHOO METOI0M
OBLIO OCyIIeCTBICHO TOIBKO y 88 (19%) manuentoB. Y 154 (34%) manueHTOB AMarHo3
ObLJI YCTAaHOBJIEH TOJbKO HA OCHOBAaHUU KIMHUYECKUX JIAHHBIX M JAHHBIX aHaMHeE3a.

s 210 (46%) manueHToB JaHHBIE 110 Ja00opaTOpHOMY 00CIeI0BaHMIO 110 moBoay BbBD
y y
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OTCYTCTBYIOT.
N3 88 mammeHToB, WMEIIMMX J1A0OpaTOpHOE MOATBEpKIcHHE auarHo3a BBD,
METO/IOM TMCTOJIOTHYECKOTO UCCIIEIOBAHUS IUAarHo3 NoaATBepkieH 24 (5%) namnueHTam.
Meronom PU® pmmarno3 BBD mnoareepxaen 3 (1%) mamuentam. Mertoaom
TEHETUYECKOTO UCCIIEIOBAHUSI TMArHO3 MOATBEPKIEH 28 (6%) marueHTam.

Cornacao mnosydeHHbIM 3a 2017 rom naHHbBIM cpenu 517 OONBHBIX C
BPOXKJIEHHBIM OYJIJIE3HBIM 3MHIEPMOJIU30M UHBaNUAaMu Oblun npusHaHbl 262 (50,7%),
He Obutn wuHBamugamu — 214 (41,4%). Jua 41 OonbHoro (7,9%) naHHble TO
WHBAJIMTHOCTH HE OBLIN MIPEICTABIICHBI.

Cpenu neteit (348 denmoBeka) MHBAIUAHOCTH (KaTeropus peOCHOK-WHBAIH)
Obuta ycraHoBiieHa 197 manuentam (56,6%). Cpenu B3pocibix B Bo3pacte 18 jer u
ctapie (169 manyeHToB) MHBAIUAHOCTh OblIa ycTraHoBieHa 65 OonbHBIM (38,5%), B
TOM ymcie | rpynmna uHBaauaHoctd — 14 6omabHBIM (8,5%), 2 Tpynna - 21 OonbHOMY
(12,8%), 3 rpynma — 27 OGonbHbiM (16,0%). dnst 3 OOJMBHBIX C YCTaHOBJIEHHOM

HHBAJIMAHOCTBIO JAHHBIC O I'PYIIIIC HHBAJIUIHOCTHU YKAa3aHbI HC OBLIH (pI/ICYHOK 9)
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A. Ren 0-17 net B. Bspocnbie 18 net u ctapue
HeT
[aHHBIX

16 \
B 10%

2 rpynna
21
12%

HeT
MHBanuaHo
CTH
88
52%
MHBanua,
rpynna He
yKa3aHa
3
2%

Pucynoxk 9 — Hamuume uHBanMAHOCTH cpenud OOJBHBIX BPOXKIECHHBIM OyJUI€3HBIM
snuaepmonn3oM (A - metu B Bospacte 0-17 met, B — B3pocnbie 18 ner u crapiie)

(mannsbie 3a 2017 roxm)

CornmacHo gaHHpiM 3a 2018 rom weHBamumaamu Obutm TpusHaHbl 297 (60%)
MalKUeHTOB, B TOM uyucie 205 manueHTOB JIETCKOro Bo3pacTa (KaTeropusi peOeHOK-
uHBaya, 64% Bcex aereit B Bospacte 0-17 net) m 93 manmedTa B Bo3pacte 18 jeT u
crapiue (52% Bcex MalMeHTOB 3TOiM Bo3pacTHOM rpyiibl). Cpeau B3pocibsix 1 rpynna
WMHBAJMIHOCTH yCcTaHOBJIeHa 11 manuenTam, 2 rpynmna — 30 manuentam, 3 rpymnmna — 45
naryeHTaM, a i 7 MalieHTOB JaHHbIe M0 TPYIe WHBAJIMIHOCTA HE MPEICTABICHBI

(pucyHnok 10).
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A. Oletn 0-17 net
HET

JaHHbIX peBeHoK-
132 ’ MHBanWg
° 205
64%
HeT
MHBa.I'IM.EI,_/
HOCTU
84

26%

B. Bapocnkie 18 neT u ctapuwe
1 rpynna

11
HET
AaHHbIX 6% 2rpynna
35 30
20%. 17%

HeT
MHBaNWaH
OCTH
49
28%
VHBanug, 3rpynna
rpynna He 45
yKasaHa 25%

7
4%

Pucynok 10 — Hannuue ycTaHOBIEHHOM I'PYIIIBI MHBAUIMIHOCTH Yy MAMEHTOB JETCKOTO

(A) u B3pocioro (B) Bo3pacra (nanusie 3a 2018 rox)

[To manaeiM 3a 2019 ron uHBanmumamu npuszHanbel 245 (54%) nanueHta, B TOM
yucie 177 manueHToB JETCKOro Bo3pacTa (kareropusi peOeHok-uHBanmuia, 61% Bcex
neteit B Bo3pacte 0-17 net) u 68 manuenToB B Bo3pacte 18 ner u crapmie (41% Bcex
NAlMEHTOB 3TOM Bo3pacTHOl rpynmbl). Cpeau B3pocibiX | rpynmna HMHBAJIWIHOCTH

YCTaHOBJICHA 8 manueHTam, 2 rpynna — 21 nanuenry, 3 rpynna — 33 nauueHTam, s 6

NAlMEHTOB JaHHbIE TIO TPYIIE MHBAIMIHOCTH HE MpEACTaBIeHbl (PUCYHOK 11).
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HET MHBANTMAHOCTU pebeHok-uHsanua
209 177
46% 39%

WHBaNWA, AaHHbIE N0

rpynne He 5
HpenCTgBHEHbI 5%
33
10/0 70/0
Pucynoxk 11 — PacnpeneneHue NalUMEHTOB C BPOXKIECHHBIM  OYIJIE3HBIM

SIUJIEPMOJIM30M TI0 TPyNIaM WHBAIMIHOCTH (aHHbIe 3a 2019 rom)

B xauectBe INPUYXHBI HMHBAJIMAHOCTHU Yy BCCX ITAMCHTOB, 34 HCKIIOYCHHUCM 4

netei u 3 B3pocibiX, Ol ykazan BBD.

3.3. llepeBsizouHbIe CpeacTBAa, NMPUMEHsAEMble Y O0O0JBHBIX BPOKICHHBIM

OyJIe3HBIM dNMUAepMoJIn3om, B 2017-2019 rr.

[TonyyeHbsl naHHBIE O MEPEBA3OYHBIX MaTepuanax, HCIOJIb30BaBIIMXCS IS
MEPEBSI30K OOJIBHBIX BPOXKIEHHBIM OyJuTe3HbIM snuaepmonuzoM B 2017-2019 rr.
(Tabmuma 5). B 2017 r. nepessaszku npooauiuck 270 (52,2%) 6onbubix, B 2018 1. — 286
(57,7%) OGonbubix, B 2019 1. — 265 (57,9%) OONBHBIX BPOXIECHHBIM OYJIIE3HBIM

AMUAECPMOIU3OM.

Tabnuua 5 - J[anHble O TPOBEIEHUU MEPEBI30K OOJIbHBIM BPOXKJIEHHBIM OYJIJIE€3HBIM

snuaepmonn3oM B 2017-2019 rr.

IToka3arean Ton
2017 \ 2018 | 2019
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OO011ee uncito 0OJILHBIX 517 496 458
Uwcno 00JbHBIX, KOTOPHIM TIPOBOIMITUCH 270 286 259
MIEPEBA3KU (52,2%) (57,7%) (56,6%)
Yucno 60JIbHBIX, KOTOPBIM HE IPOBOMIINCH 44 71 9
MIEPEBA3KU (8,5%) (14,3%) (1,9%)
Yucio 60JIbHBIX, 0 KOTOPBIX HET TaHHBIX O 203 139 190
[IPOBEACHUU NEPEBI30K (39,3%) (28,0%) (41,5%)

Ha konen 2018 roma npoaHanu3upoBaHbl TaHHBIE O MEPEBA3OYHBIX MaTepuasax,

WCITOJIB30BABIIUXCS 17151 TIepeBs3ok 286 (57,7%) 6onpubix BED (pucyHok 12).

H NMayueHTsbl,
npumMmeHstoLLne
nepesA3oYHble
marepuanbl

B NauueHTbl, He
npumeHsowue
nepesfAsouYHble
maTtepuanbl

W JaHHble He
npeacrasneHbl

Pucynok 12 - Pacnipenenenue maireHTOB ¢ BPOKICHHBIM OYJIIIE3HBIM
SMUAIEPMOJIN30M B 3aBUCUMOCTH OT IPUMEHEHHS NIEPEBA30UHBIX MaTepralioB B 2018
roay (n=496)

Jlis mepeBsi30K OOJBHBIX BPOXKAECHHBIM OYJIJI€3HBIM SMUACPMOSIM30M Haubosee
4acTO MCHOJIB30BAIMCH MapiieBbie MOBsA3KU — 134 (46,9%) 60abHBIM. Ma3eBble MOBSA3KU
UCITIOJIB30BAIKCH JIJIsl epeBsizok 120 (42,0%) 6onpHbIX. Heaare3uBHbIN mepeBsS309HbIN
Matepuan Hcrnoib3oBasica nns  nepeBa3ok 113 (39,5%) OGonbubix. CornacHo
npeAcTaBieHHbIM  JaHHbIM, 2 (0,7%) OOJBHBIX MCHOJB30BAIA  CHEHUATBHBIN
nepeBsi30uHblii MaTepuan. He wucnonb3oBanu mnepeBs3ounblii marepuan 71 (14,3%)

oonbHbix BBD. He mpeacraBieHbl JaHHble 00 MCIOJIB30BAHUHM TEPEBSI30YHOTO
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marepuana 139 (28,0%) OonbubiMu BBD (Pucynox 13). VYkazaH HCTOYHHK
dbuHaHCUPOBAHUS ISl TIPHOOPETEHHS TIEpeBsAI30YHOr0 MaTepuana 326 (65,7%) 60IbHBIX
BB3. HcrounnkoMm (rHaHCHPOBaHUS MEPEBSI30YHOTO MaTepHalia 4Yaile BCero Obuin
coOcTBeHHbIe cpejacTBa OonbHOrOo — B 234 (71,8%) caywasx. Jns mpuoOpeTeHUs
nepeBsi3ouHoro matepuana 72 (22,1%) OONBHBIX UCHOJB30BAINCh CPEACTBA
OJlaroTBOpUTENBHBIX opraHuzanui. 27 (8,3%) O0JbHBIX MPUOOpPETANU MEPEBA30YHBIM
MaTepuan 3a cueT cpeacTB (denepanbHoro Owomkera, 24 (7,4%) OGONbHBIX — 3a CUeT
CpeAcTB peruoHanbHoro Orokera, 5 (1,5%) GonbHbiXx — 3a cuer cpencte OMC. He
yKa3aH MCTOYHUK (DMHAHCUPOBAHUSI OOECIeUeHUs TEPEeBS30YHBIM MarepuaioMm 126
(25,4%) Oonbubix BBD. CormacHo mnpeacTaBiICHHBIM JIaHHBIM, HE MpuoOpeTanu

nepeBs30uHbIi Matepuan 44 (8,9%) 6onsHbIX BBD.
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0 T T 1
Mapnesble Mazesble HeagresmsHbit  CneumnanbHbIi
NOBA3KM NOBA3KK NnepeBA30OYHLIM  MEepeBA30YHbIN
maTtepuan martepuan

Pucynok 13 — YacTora npuMeHEHHNsI pa3IM4HbIX THUIIOB MMOBSI30K MPH JICYEHUN
OOJBHBIX BPOXKIIEHHBIM OYJUIe3HBIM driepMosin3oM B 2018 romy (n=496)

Jns  nepeBsi3ok  OOJIBHBIX ~ BPOXKACHHBIM  OYJUIE3HBIM  SMUJAEPMOIU30M
WCITOJIB30BAJICSL TEPEBSI30UHbIA MaTepHall, MPEIHA3HAYCHHBINA Ui PA3JIM4YHbIX LIeJIeh

(Tabnuma 6).

Tabnuna 6 - IlepeBsi304HBIN MaTepHa, WCIOI30BABIIUNCS MJIs TEPEBI30K OOIBHBIX

BBD B 2019 T.
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IMean ucnobL30BaHMS HanMeHoBaHue MeIUIMHCKHX Kox Buna
NepeBsi30YHOI0 MaTepuasa 1763 (N 17071 MEeTUIIHHCKOI0
u3e s
MPEUMYIIIECTBEHHO 3alUTa IToBs3ka xomtareHoBas 117110
paHEBOM MOBEPXHOCTH, IToBsizka paHeBas rujaporenesas, 144790
YMEHBIIICHHE PHUCKa ee CTepuJIbHas
TPAaBMUPOBAHUS U YCKOPEHUE IloBsizka  paHeBas  HENpUIMIAOUIAs, 147420
3a)KUBIICHUS paH, B TOM YHCIIEe pOHHUIIaeMast
ITyTEM CO3JaHus [ToBsizka mMmIeHOYHAsT TpoHHULAeMas ISt 148110
COOTBETCTBYIOIIEH KHIKOCTH
OKPY’KarOIIeH CPe/Ibl TSt IToBsa3ka c OMOXMMHYECKUM 173530
JIeUCHUA BO3JICHCTBUEM
IToBsi3ka Jy1st MOJIOM paHbl 293250
[ToBsizka st abcopOumu  dKccyaara, 128790
Herenenas
[ToBsizka nmnst abcopOumu dKccynmara, C 128840
[IPEUMYIIECTBEHHO a0copOLMs | ruAPO(UIBHBIM I'elIeM, CTEPUIIbHAS
M30BITOYHOTO OKCCyI1aTa [loBsi3ka  paHeBas  HENPWIMINAKOLIAL, 147410
abcopOupymoas, CTepuiIbHas
Canderka MapJeBast TKaHasl, 223570
HECTepuJIbHas
PynoH BaTHbINM, HECTEPHIIbHBIN 241390
Canderka HEeTKaHas1, CTEPHIIbHAS 302910
[ToBsizka paHeBas rujporesneas, 144800
MIPEUMYIIECTBEHHO CTepHIIbHAs!, aHTHOAKTEpUaAIbHAS
aHTHOaKTepUaIbHOE JIEHCTBUE [ToBsizka ¢ GMOXUMHUYECKUM 173540
BO3/ICIICTBHEM, aHTHOAKTepUaIbHAasI
Canderka aHTHCENTHYECKAS 227240
[ToBsi3ka nepBoil moMoIu Ass 128800
abcopOuMu sKccyara, ¢ TuIpopUIbHBIM
rejieM, aHTHOaKTepHalibHas
abcopO1us N30BITOYHOTO [ToBsizka st abcopOIuu sKCccyaara, ¢ 128820
JKccyaaTa u TUAPOPUIBHBIM TeJIeM,
aHTHOaKTepualIbHOE AEHCTBHE aHTHOaKTepuaIbHasl, CTEpUIIbHAS
[ToBsi3ka 1151 abcopOLuM SKCcy1aTa, He 128830
reyieBas, aHTUOAaKTepuanbHas,
CTepHJIbHAS
[ToBsi3ka Ha paHy HENPUITUTIAIOIIAS, 147390
abcopOupyromas, aHTHOaKTepralIbHAS
reMOCTaTHYECKOE JEHCTBHE U CpencTBo reMoCcTaTHYecKoe 259910
abcopbupoBaHue HEOPraHUYECKOTO MPOUCXO0KIEHUS,
(U3HOIOTHYECKUX )KUJKOCTEH | CTepUIIbHOE
JlefikoracTeIpb KOKHBII 122900
TUIIOAJIEPT€HHBIN
¢buKcaiys HaJI0XKEHHOTO Ha PynoH mapreBsiii TKaHBIH, 150130
paHeBYIO MOBEPXHOCTh HECTEePIIbHBIN
[IEPEBA30YHOIO MaTepuaia bUHT MapieBbIi TKaHbIN, CTEPUIIbHBII 150140




78

IMean ucnobL30BaHMS HanMeHoBaHue MeIUIMHCKHX Kox Buna
NepeBsi30YHOI0 MaTepuasa U31e Uil MeIMLMHCKOT 0
u3e s
[ToBsi3ka ryIeHOYHAs MOJyIpOHUIIaeMast 174000
U3 CHHTETHYECKOTO MOJIMMEpa,
aJire3uBHasi, HECTEPUIIbHAS
BuHT TpyOuaThlii TPUKOTAXKHBIN 204150
Haumbonee wacto ans TepeBsi30K  OONBHBIX  BPOXKIEHHBIM  OYJUIE3HBIM

AMUACPMOJIN30M HCIOJIb30BAJICS TMEPEBSI30YHBIA MaTepuan, IMpeAHa3HaYeHHBbIN B
OCHOBHOM JIJIs1 3aIlIUThl PAHEBON MOBEPXHOCTH, YMEHBILICHUS] PUCKA €€ TPAaBMUPOBAHUS
U yckopenus 3axuieHus pan (Tabmuua 7). Yame apyrux MOBSA30K C ITOU IENbIO
UCII0JIb30BANIACh

IIOBA3Ka paHCBAd  HCIIPUIHIIAIOMIIAL,

HakaapiBam B 2017 . — 88 (32,6%) 6osnbHBIM, B 2018 1. — 69 (24,1%) OG0nbHBIM, a B

MpOHUIIAEMAasi, KOTOPYIO

2019 r. — 163 (63,0%) G0IBHBIM BPOXKICHHBIM OYJIIIE€3HBIM ITHIEPMOJIU30M.

Ta6J'II/IHa 7 - HacToTa MCIOJIBL30BaHUS IICPCBA30YHOI0 MaTcpuajia, IIPpCAHaA3HAYCHHOI'O

MIPEUMYLIECTBEHHO IS 3aIUThl PAHEBOU OBEPXHOCTH.

HanmenoBanue Kox Buaa Ywucs10 60JIbHBIX, KOTOPBIM
MeTUIIMHCKUX U31eJTui MeTUIMHCKOr 0 NPoBe/IeHbI NMePeBA3KU
U3/1eJ s
2017 r. 2018 r. 2019 r.
(n=270) (n=286) (n=259)
IToBsa3ka koTareHoBas 117110 3 2 2
(1,1%) (0,7%) (0,8%)
IToBsA3ka paneBas rugporenesas, 144790 0 1 10
CTepHIIbHAS (0%) (0,3%) (3,9%)
IToBsA3ka paneBas 147420 88 69 163
HETIPUJIMMAIONIAs, TPOHHUIIaeMast (32,6%) (24,1%) (63,0%)
[ToBsi3ka mIeHOYHAS 148110 0 3 15
MIPOHUIIAeMast ISl )KUJIKOCTH (0%) (1,0%) (5,8%)
[ToBsi3ka ¢ OMOXUMHYECKUM 173530 2 0 1
BO3JICHCTBHEM (0,7%) (0,4%)
[Tosi3ka 1151 TOI0M paHbI 293250 2 2 0
(0,7%) (0,7%) (0%)

Haunbosnee yacto ucnonb3yeMoil MOBSI3KOM, MpeAHa3HaYeHHON MPEeUMyIIECTBEHHO
JUIsi abcopOuMM M30BITOYHOTO JKCcylaTa, Obula calipeTka HeTKaHas, cTepuibHas. B
2017 r. candeTky HETKaHyI, CTepWIbHYIO TpuMmeHsun ais mepeBs3ok 30 (11,1%)

oonbubix, B 2018 1. — 20 (7,0%) GonpHbix, a B 2019 1. —42 (16,2%) OO0IBHBIX
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BPOXKACHHBIM OYJIJIE3HBIM 3nuiepmosn3om (Tabmauna §).

Ta6J'II/IHa 8 - YacToTa MCIOJIL30BaHUS MCPCBA30YHOI0 MaTcpuaiia, IMPpCAHA3HAYCHHOI'O

PEUMYILECTBEHHO 11 a0copOLny N30BITOYHOTO IKCCyAaTa.

HaunmeHoBaHue Kon Buga Yuc0 00JIbHBIX, KOTOPBIM
MeIUIIUHCKUX U31eJIui MeIUIIHHCKOI0 NPOBe/ieHbI NepPeBA3KHU
u3aeaus
2017 r. 2018 r. 2019 r.
(n=270) (n=286) (n=259)
[ToBs3ka my1s abcopOIIm 128790 1 0 13
JKCCyJiaTa, HerejaeBas (0,4%) (5,0%)
[Tossi3ka s abcopOIun 128840 0 0 3
JKCCyIaTa, ¢ THAPOPUILHBIM (0%) (1,2%)
rejieM, CTepHIIbHas
[ToBsizka paneBas 147410 1 0 4
HEeNpHINTIAIoNIasi, (0,4%) (1,5%)
abcopOupyroIIas, crepuibHas
Canderka mapiieBasi TKaHas, 223570 2 2 2
HECTepUJIbHas (0,7%) (0,7%) (0,8%)
PynoHn BaTHBIN, HECTEPUIIBHBIN 241390 8 5 1
(3,0%) (1,7%) (0,4%)
Canderka HEeTKaHas!, CTepUIIbHAS 302910 30 20 42
(11,1%) (7,0%) (16,2%)

Cpenu nepeBs30YHOTr0 MaTepuaia, 00J1aIaImnX aHTHOAKTepUaIbHbIM Y derTom,
qarie IPYruX Uil TEepPeBS30K OOJBHBIX BPOKIAECHHBIM OYJUIC3HBIM ATHACPMOIN30M
UCIIOJIb30BaIach TIOBSI3KA C OWOXMMHYECKUM BO3JICUCTBUEM, aHTHOAKTEpUATbHAS
(173540). B 2017 r. ee ucnoas3oBanu s nepessizok 3 (1,1%) 6onpHbIX, B 2018 1. — 3
(1,0%) 6ombHBIX, B 2019 1. — 11 (4,2%) 60nbHbIX (Tabnuia 9).

Tabnuna 9 - YactoTa MCNONb30BaHMs MEPEBA30YHOIO MaTepuasa MPEeuMyIIECTBEHHO

aHTUOAKTEPUATBHOTO JIEHCTBHUSI.

HauMmeHoBaHHne Kox Buaa Ymucs10 60JIbHBIX, KOTOPBIM
MeIMIMHCKUX H31eJTHii MEeIUIMHCKOT0 MPOBeIeHbI MePEeBI3KH
H3IeJInst
2017 r. 2018 r. 2019 r.
(n=270) (n=286) (n=259)
IloBsi3ka paHeBas Tuaporeienas, 144800 2 0 6 (2,3%)
CTepWJIbHAsI, aHTHOAKTepHUATbHAS (0,7%)
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HauMeHnoBanue Koxa Buga Yucno 60JbHBIX, KOTOPbIM
MeTUIIHHCKUX U3eTui MEeTHI[HHCKOT0 NpOBe/IeHbI MEPEeBI3KU
u31eust

2017 r. 2018 . 2019 r.
(n=270) (n=286) (n=259)

[loBsi3ka ¢ OMOXUMHYECKHM 173540 3 3 11 (4,2%)

BO3JICHCTBHUEM, (1,1%) (1,0%)

aHTHOAKTepUAIbHAS

Canderka aHTHCENITUYECKAS 272240 2 0 0
(0,7%)

CpGILI/I IMCPCBA30YHOIO MaTtcpuajia, MMpCaAHa3Ha4YCHHOT'O JJIA a6COP6HI/II/I

M30BITOYHOTO DKCCYAaTa U aHTUOAKTEPHUATBLHOTO BO3ICHCTBUS, IS TIEPEBA30K OOBHBIX
BPOXKJICHHBIM OYJUJIE3HBIM AMUACPMOIN30M Hanbosee 4acTo MCIOIb30Bajlach MOBS3Ka
Ha paHy HenpuwiMnaronias, abcopobupytomias, antudakrepuanbuas (147390). B 2017 r.
ee mpuMeHsu nipu niepeBsizkax 1 (0,4%) 6onwHoro, B 2018 1. — 1 (0,3%) OonpHOTO, B
2019 r. — nna mepeBsizok 55 (21,2%) OONBHBIX BPOXKACHHBIM  OYJIIIC3HBIM

snuaepmonn3oM (Tadmuna 10).

Tabmuua 10 - YacToTa ucnosib30BaHusl NEPEBA30YHOr0 MaTepuana, NpeaHa3HaYeHHOTO

1Tt abcopO1MK U30BITOYHOTO IKCCyaTa U aHTUOAKTEPUATTbHOTO BO3ICHCTBHUS.

HanmenoBanue Kox Buaa Ywuci10 60JIbHBIX, KOTOPBIM
MeTUIIHHCKUX U3aeTui METUIITHHCKOT0 NMpoBe/IeHbI MEPEBSA3KU
u3eIus
2017 r. 2018 r. 2019 r.
(n=270) (n=286) (n=259)
[ToBs3ka nepBoi MOMOIIHN IS 128800 0 0 1
abcopO1uu ’KccyaarTa, ¢ (0,4%)
TUAPOQPHUILHBIM TeJieM,
aHTHOaKTepuaIbHasl
IMoBsi3ka s abcopOuuu 128820 1 0 2
JKCCyaaTa, ¢ TUAPOOUILHBIM (0,4%) (0,8%)
reineM, aHTHOaKTepHabHasl,
CTepHIIbHAS
[ToBsi3ka s abcopOuuu 128830 0 0 1
JKCCyaTa, He rejeBas, (0,4%)
aHTHOaKTepuaIbHas, CTEpUIIbHAS
[ToBsaska Ha paHy 147390 1 1 55
HeNpHIUIaronas, (0,4%) (0,3%) (21,2%)
abcopOupyromas,
aHTHOaKTepuaTbHAS
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Oo6nanaroiiee TeMOCTaTUYECKUM JACHCTBUEM M CITIOCOOHOCTHIO K aOCOpOMPOBAHUIO
(GU3MONOTHYECKUX  JKHJIKOCTEH, CpPEACTBO TI'eMOCTAaTUYECKOE HEOPraHU4EeCKOro
MPOUCXO0XKJIEHUS, CTEPUIIBHOE (KOJ BHUJA MeAUIMHCKOro u3nenus — 259910), B 2017 r.
HE  HCHOJB30BAIOCH  JUJISi  TEPEBSI30K  OOJBHBIX  BPOXKIACHHBIM  OYJIJIC3HBIM
snuaepmonn3oM, B 2018 1. ucmomb3oBaniock mpu mnepeBsskax 1 (0,3%) GoapHOTO
BPOXKJIEHHBIM OYJUIE3HBIM »muaepMoin3oM, B 2019 1. npuMeHssoch B nepeBs3kax 7
(2,7%) GONBHBIX.

Jlnst 3aKpenieHns NepeBsi304YHOro MaTepralia COrIacHO MPEACTaBICHHBIM JAHHBIM
B 2017-2019 rr. Hanbosee 4acTO HMCHOJIB30BAIUCH OWMHT TPyOUATHIA TPUKOTAKHBIN
(204150), pynoH MapieBblid TkaHbIi, HecTepuiabHbIM (150130) u OMHT MapieBbIi
TKaHbll, cTepwiibHbIA (150140) (Tadmuua 11). bunTt TpyOuaThiii TpukoTaxHbIi B 2017
. UCTOJB30BANICA NI (ukcaruu moBs3ok y 16 (5,9%) Gonpubix, B 2018 1. — y 18
(6,3%) OonpubiX, B 2019 1. — y 117 (45,2%) OONBHBIX BPOKIACHHBIM OYIIE3HBIM
ANUAEPMOIN30M. PylioH MapiieBblil TKaHbI, HECTEPUIbHBIN B 2017 . IpUMEHsIICS NpU
nepessizkax 63 (23,3%) 6onbHBIX, B 2018 1. — 54 (18,9%) GonpHBIX, B 2019 1. — 113
(43,6%) OOJBHBIX BPOKIAECHHBIM OYJUIE3HBIM SMUAEPMOIIN30M. BUHT MapJeBblil TKaHBIH,
crepuibHbIN B 2017 1. ucnonab30Baics npu nepessizkax 66 (24,4%) 6onpHbIX, B 2018 1.
— 133 (46,5%) 6onbHbIX, B 2019 1. — 89 (34,4%) OONBHBIX BPOXKACHHBIM OYyJUIE3HBIM

AMUIEPMOIU3OM.

Tabnuma 11 - YacTtoTa MCnonb30BaHUsI IEPEBSI30YHOTO MaTepHuaia, MpeIHa3HauYeHHOTO

TUTsl QUKCAIMK MaTepuraia, HAIO)KEHHOTO Ha PAHEBYIO MMOBEPXHOCTb.

HauMmeHoBaHHne Kox Buaa Ywucs10 60JIbHBIX, KOTOPBIM
MeIMIUHCKUX H3/1eJTHii MEeINIHHCKOT 0 NpoBeeHbI MepPeBI3KU
u3aeaus
2017 r. 2018 . 2019 r.
(n=270) (n=286) (n=259)
JleKonIacThIpb KOKHBIN 122900 0 1 4
TUIO0AJNIEPTeHHBIH (0,3%) (1,5%)
Pynon mapneBslii TKaHBbI, 150130 63 54 113
HECTepUJIbHBIN (23,3%) (18,9%) (43,6%)
buHT MapiieBbIil TKaHbIN, 150140 66 133 89
CTePWIIHHBIN (24,4%) (46,5%) (34,4%)
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HauMeHnoBanue Koxa Buga Yucno 60JbHBIX, KOTOPbIM
MEAUIUHCKUX M3IeJIni MeIUITHHCKOTI 0 NPOBeIeHbI NePEeBA3KHU
U3
2017 r. 2018 r. 2019 r.
(n=270) (n=286) (n=259)
IloBs3ka mIeHOYHAsS 174000 0 1 2
MOJTYTIPOHUIIAEMAs U3 (0,3%) (0,8%)
CUHTETHYECKOTO MOJIMMEPA,
aJire3uBHasl, HECTEPUIIbHAS
BuHT TpyOUaTHIN TPUKOTAKHBIN 204150 16 18 117
(5,9%) (6,3%) (45,2%)

OTMeUeHO TakXe, 4TO OBbUIM TMPEJCTABICHBI JIaHHBIE 00 WCIIOIL30BAaHUU IS
MEPEeBS30K OONBHBIX BPOXKIACHHBIM OYJIJIC3HBIM  AMUACPMOIM30M  MEPEBI30UHBIX
cpeacTB 0e3 ux xapakrepuctuku. B 2017 r. nns nmepeBsizok 88 (32,6%) O0JBHBIX
MCIIOJIB30BAINCh Ma3eBbI€ TIEPEBSI30YHBIE Cpe/icTBA. Ma3eBbie MEPEBA30UHbBIE CPECTBA
MPUHSINACH T TiepeBs3oK 96 (33,6%) 6oabHbIX B 2018 1. JlaHHBIX 00 HMCIIOIB30BAaHUU
Ma3eBbIX NEPEBA30UHBIX cpeACTB B 2019 r. HE npencTaBieHo.

[IpencraBnensl JaHHBIE OO0 UCIIOJB30BAHUM HEAJTC3MBHBIX TEPEBS30YHBIX
MaTepuasioB 0e3 yKa3aHWsS UX XapaKTePUCTUKH, B TOM 4YHUCJIE OO0 WCIOJIb30BAaHUU
MOBSI30K C YyKa3aHWEM TOJBKO TPYINIOBOTO HAWMEHOBAHUS, HE IO3BOJISIOIIETO
ONPENIEeNUTh BUJI MEIULIMHCKOTO U3JIENUs corliacHO PeecTpy MeauuuHckux uznenuii. B
2017 r. HeaAre3UBHbIE NEPEBA30YHBIE MaTepUaibl 0€3 yKa3aHUsA UX XapaKTEPUCTUKHU
ucnoss3oBanu s nepeBszok 104 (38,5%) 6onbHbIX, B 2018 1. — 56 (19,6%) GONbHBIX,
B 2019 r. — 21 (8,1%) GOJIBbHBIX.

He npoBoaunuce nepesizku B 2017 1. 44 (8,5%) 6onbHBIM, B 2018 1. — 71 (14,3%)
60mbHBIM, B 2019 1. — 9 (1,9%) G0MBHBIM BPOKIECHHBIM OYIUIE3HBIM SITUIEPMOIU3Z0M.

He npencrapiensl JaHHbIe 00 MCIOJIB30BAHUM TIEPEBA30YHOrO MaTepuaia B 2017

r. — 203 (39,3%) GonbHbIMHU, B 2018 1. — 139 (28,0%) GoapHbiMU, B 2019 1. — 190

(41,5%) GOBHBIMU BPOKJICHHBIM OYJUIE3HBIM ITHICPMOJIU30M.



3.4. KiiuHn4yeckasi XapakTepucTHKa OOJbHBIX BPOXKIEHHBIM OYJJI€3HBIM

3MMUAEPMOJIU30M

[Ton wabmiogeHueM HaxoawiIuch 34 ManUeHTa C BPOXKACHHBIM OyIIE3HBIM
sanuaepMosin3oM B Bo3pacte ot 10 mer mo 51 roma, B cpennem — 28,32+11,85. Ha
OCHOBAaHWMH KIMHWYECKOTO OOCJICIOBaHMS W aHAIN3a aHAMHECTHUYECKHX TaHHBIX y 7
(25,8%) mamueHTOB  ObUI  YCTAHOBJIEH  JIMAarHO3  TSDKEJIOTO  PELleCCUBHOIO
nuctpoduueckoro OymiesHoro snuaepmonusa (PAbJ), y 10 (29,42%) nuarHocTupoBaH
cpeanetskensii PIIBO, v 2 (5,88%) — AJIBD, y 1 — npetubuansubiii JIbD (2,94%).
JloxanuzoBanuselii [Irpb> BeIsiBIeH B omHoM ciyuae (2,94%). Cpenu KIMHAYECKHUX
noaTunoB I1BD mpeobnanan oKaIM30BaHHBIA MOATHUI, YCTaHOBJICHHBIN & (23,53%)
nanyMeHTaM. 4-bIM OOJBHBIM YCTAHOBHWJIM T€HEpaln30BaHHBIN (2 OonbHBIX, 5,88%) u
reprieTuopMHubIil moaTunsl (2 6onbHBIX, 5,88%). Cunapom Kunanep BbictaBieH 1-i

oosbHOM (2,94%) (Pucynok 14).

0 2 4 6 8 10 12

CpeaHeTmRensiit PLEI W]— 10
JNokanuzosaHHbIii MBI 23;50%— 8
Tamenslit PABI 20,58%— 7
[OMWHaHTHBIN [163 w 2
leHepanu3oBaHHbIl MBI w 2

lrepnetmdompHblii MBI 5.90% 2

MpetnbuansbHbin 463 2 049%, 1
JlokanusosaHHbIv Mrpbd m} 1

CuHgpom KuHgnep 2 04% 1

Pucynok 14 — Knuanueckue AuarHo3sl, ycraHOBJIEHHbIE 00sbHBIM BB, n=34

Manudecranus 3abo1eBaHusg y OOJIBHBIX CO BCEMHU KIMHUYECKUMH MOJTUIIAMU
BBD nabmromanack ¢ poxkaeHHs WIM B NEpBble Mecsbl ku3HU. B wactHOCTH, y 2

MAalUEHTOB € TshKeNbIM P/IBD B mepBble THU MOcCIe pOXKIAEHUS HAa KOKE KHCTEN U CTOI
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OTMEUAJUCh TSTHA, KOTOpbIE 3aTeM TpaHCHOPMHUPOBAIUCHL B MY3bIpU. Y OJHOIO
0onbpHOTO TsKENbIM PJIBD my3bIpy M 5p0o3uK BO3HUKIIN HA KOXKE KPACHOM KalMbl ry0
Ha BTOPOM JIEHb KU3HH.

VY OonbHBIX cpenHeTskeabiM PJIBD mepBble BhICHINaHUS MOSBUIMCH Ha KOXKE
TYJOBUIIA U KOHEYHOCTEW IIOCIE MEXAHMYECKOTO0 BO3ACHMCTBHS HA IEPBBIX HEAEIAX
*u3HU. Y 1 OGOJIbHOM CpelHeTsKenbiM reHepanuzoBaHHbiM PJIBD npu poxnenun Ha
KOXE CTON MMEJIHCh OOIIMPHBIE DHPO3UH C JaJbHEUIIUM paciupoCTpaHEHUEM
NAaTOJIOTMYECKOr0 MpoLecca Ha KOKe TYJIOBUIIA U CIUM3UCTBIX 000J0YEK MOJOCTH pTa U
IUIIEBO/A.

[TanmenTka ¢ nperuOuanbHbiM PJIBD oTMeTHIa NOSIBIEHNE MEPBBIX BHICHITAHUN
Ha KOXK€ TOJICHEM C TMOCIEAYIOIHMM PACHPOCTPAHEHHEM HaA KOXYy MNpearuieduid. Y
OOJNBHBIX CPEAHETSIKENBIM TeHepain3oBaHHbIM [IrpbD cpa3y mociie poxaeHus
NOSIBUJIUCh TIEPBBIE IPO3MBHBIE AJIEMEHTHI B OOJACTH HMKHHX KOHEYHOCTEH. v
001bHOTO JIOKanu30BaHHBIM [IrpbD 3po3un BrHepBble MOSBUIUCH B 7-8 MecsAlleB Ha
KOoke mnaiblieB kucted. Ilocne ronma Hauanu MOSBIATHCS Ha CIM3UCTOM 00OJOYKE
MOJIOCTH PTa, KOrAa Hayal IpUHUMATh TBepAyto nuiy. Y OonbHbIX JIBD BbIchImanus
BIIEPBBIE TOSBWINCH NPHU POXKACHUM, HA 2 MECSLE XU3HM U B BO3pacre 2 JieT u 7
MECSILIEB.

IlepBbIe BBICBINTAHUS y MAUEHTKU ¢ CUHAPOMOM KuHIep BO3HUKIIM cpasy MocIIe
pOXJeHUsA. Y TAIMEHTOB C JIOKAJW30BaHHBIM U TeprnetudopmubiM [1BD my3wsipu u
spo3un. JlebGroT 3abosneBaHus y OOJBHBIX C JIOKAJU30BAHHBIM, T'eprneTUPOPMHBIM U
reHepanu3oBanHbiM [1BD HaGmrogancs B mepBbie AHU WM Mecslbl ku3Hu. [lepBbie
BBICBITIIAHUS JIOKAIM30BAJIMCh HA KOKE JIAJIOHEN U MOOILIB.

HacnepoBanue Bcex ciyyaeB TIeprneTUQOPMHOTO, T€HEPaTu30BAHHOIO H
nokanu3zoBanHoro I[IBD 3aboneBaHuss mMpPOCHEKHUBAIOCH B 2-5  TMOKOJCHUSX.
JloMrMHaHTHOE HaclieOBAaHUE YCTaHABIMBAJIM B Ccllydyae Haluyusi 3a00JeBaHUs Yy

pOAUTEIICH I Y IETEN.
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[TanmenTka ¢ cunapomom Kunmsiep poaunack B MHOTOJIETHOW CEMbE, B KOTOPOU
u3 10 geteit Tpoe crpanarot cuapomom Kunanep. JIBa 6pata ¢ nposisienusmu BB ¢
poxnenus ymepau B Bo3pacte 40 m 30 gHeill. HemocpencTBeHHYI0 NMPUYMHY CMEpPTH
YCTaHOBUTh HE YJIAJIOCh, BCKPBITUS HE MPOBOAWIOCH. Y POJIUTENEH NPOSIBICHUN
KOKHBIX 3a00J1€BaHMIA HE OBLIO.

VY nanueHToB C pa3IMYHBIMU KIMHUYeCKUMHU noaTunamu B3, IIrpbdD u P12
CEMEUHBIN aHaMHE3 HE OTSTOLIEH.

VY 607BpHBIX TIOKATH30BaHHBIM U repretudopmusiM [16D B kinHMUECKO# KapTHHE
npeobyiafjaivi AMHUYHBIE Iy3bIpU U 3PO3Hid, MPEUMYLIECTBEHHO JOKAIU3YIOUIHECS Ha
koxke jagoHeil (Pucynok 15 A) u nmogomB (Pucynok 15 b, B). Ha xoxe nanoneit u
MOJIOIIB  TaKXK€ BU3YaJIM3UPOBAINCH OYard THUIEPKEparo3a, AUCTPOPHUUECKHE
U3MEHEHUSI HOITEBBIX IUIACTUH KucTted u  cron. OpHako, y MalHMEHTOB C

reprietudopMubiM 153 my3sipu ObUTH CKIIOHHBI K TPYTIITAPOBKE.

A. b. B.

Pucynok 15 — bonwsuou [I., 21 rox. Jlokanuzoanusiii IIB3D. Ily3pipy Ha KoOXe
JAJJOHHOM MOBEPXHOCTU KUCTeH (A) 1 nojomBeHHON moBepxHocTH cTom (b, B)

Y OonpHbix TsKensiM PJIBD HaOmomanoch reHepaan3oBaHHOE MOpaKEHHUE

KoxHOTO TIoKpoBa (Pucynok 16 A, b) u cimm3uctoit o6osnouku nonoctu pra (Pucynox

16 B).
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A. b. B.

Pucynok 16 — bonbnoit K., 21 rox. Tsokensiit P/IBD. ['eHepain3oBaHHOE MOpa)XXKEHUE
KOXHOTO TIokpoBa (A, b) u enquHuYHBIEC BBHICHIIAHUS HA CIM3UCTON 000JI0UYKE MOJIOCTH

pra (B)

Ha xoke uMenuch MHOKECTBEHHBIC 3pO3UMBHBIC JNE€(PEKTHI W My3BbIpH, U
CIMHUYHBIC DPO3HH HA CIM3UCTONW 000J0YKE POTOBOM IMOJOCTH. DPO3UU C OJNECCTSIIAM
0JIeTHO-PO30BBIM U APKO-KPACHBIM JTHOM, C YETKUMHU TPAHUIIAMH, OKPYTJIBIX, OBAIBHBIX
Y HEMPABUIbHBIX OYEPTAHHUM PACIIOIATAINCh HA KOKE BOJIOCUCTON YaCTH TOJIOBBI, IIIEH,
TYJIOBHINIA, BEPXHUX M HIHKHUX KOHCYHOCTEH Ha (POHE 3pUTEMBI M OOMIMPHBIX OYaroB
py61oBo#t atpodun. Ha moBepxHOCTH 5p03uil BU3YATM3UPOBAJICS CEPO3HBIN, THOMHBIN
U TEMOpparnyecKWii 3KCCyaar, MPEUMYIIECTBEHHO B YMEPEHHOM WM OOMIHLHOM
KoJmuecTBe. Ha MOBEpPXHOCTH psifia 3pO3Uil UMENUCh TpaHyJsanud. Y BCeX OOIBHBIX
TsokenabiM PJIBD Obutn BhIsiBIeHBI aHOHUXHHM kucted u cron (Pucynok 17 A,b) wnun

COXpaHUBIIMECCSA CAMHUYHLBIC I[I/ICTpO(bI/I‘-IHBIe HOTI'TCBBIC ITJIACTHUHBI.
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A. b.
Pucynox 17 — bonwnoii T., 17 net. Tsxensiit PIB3. Anonuxun kucteit (A) u cron (b)

Yy OOJILHBIX CPEIHETSKEIBIM PIIBD BBICBIIIAHUS HOCHJIU MEHee
pacOpoCTpaHEHHBIM XapakTep, JIOKAJU30BaJMCh Ha KOXKE TYJOBHUINA, BEPXHUX U
HIKHUX KOHeUHOCTel. Ouarn pyOIioBoil arpoduu Ha KOXKE KHUCTEH, CTOII, TepeaHeH
MOBEPXHOCTHU TOJICHEH, TYJOBHINA. JPO3UHU JIOKAIM30BAIUCH HA CIU3UCTON 000JI0OUKE
nosioctd pra. HorreBbie MaacTUHBI KUCTEH M CTOMN JIMOO OTCYTCTBOBAJIW WM OBLIN
U3MCHEHBI TI0 THUITy OHUXOAUCTPOPuH. Y OOJBHBIX TaKKE OTMEUANIOCh KapHO3HOE
nopakeHue 3yO0OB, TUIOIUIA3UsS SMalld W pyOlloOBas ajomenusi B OJHOM cCliydae
CpPEIHETSKENIOro reuepanuzoBanHoro PJ[b0.

VY namuentku ¢ nperubuanbHbiM PJ/[BD BhIChIMaHus ObUIM OTPaHUYEHBI TOJBKO
KOXKEH pa3rn0aTeabHONM TOBEPXHOCTH TOJICHM W, B MEHBIIEH CTENEHH, MPEATUICUNi.
[1y3bIpy ¥ 3pO3UU JIOKAJIM30BAIUCh UCKIIOUUTENIBHO B oyarax pyOIoBod aTtpoduu u
sputeMbl. HorreBbie TUIACTMHKU OBLIM M3MEHEHBI MO AUCTpoduueckoMy Tumy Ha I
MaJibllax 00eux CTOII.

Y OonbHOM JIJIBD BBICHIMAHUSA TPEACTABICHBl CAMHUYHBIMU DJPO3USIMU U
My3bIPSIMHA C TEMOPPAruH4eCKUM COJIEPKUMbBIM Ha KOXKE TYJIOBUIIA U BEPXHUX U HUKHHUX
KOHEYHOCTEW, 4YacTh M3 KOTOPBIX COMPOBOXKAANACh SIBJICHUSIMA BTOPUYHOTO

I/IHCI)I/II_[I/IpOBaHI/ISI. HorteBrle m1acTUHBI CTON U3MEHEHBI 110 TUITY OHI/IXOI[I/ICTpO(i)I/II/I.



88

Y OonbHOro gokanu3oBaHHbIM [IrpbD  BbichIaHusi MPEUMYIIECTBEHHO
JOKAIN30BAJIMCh HAa KOXK€ BEPXHMX W HWKHHUX KOHE4YHOCcTeWh. Ha koxe rosieHen —
CMHUYHBIE Ty3bIPU U SPO3UH, KOTOPHIC SMUTEIUZUPYIOTCS C UCXOJ0M B aTpodUIHBIC
pyO1bl. OHUXOUCTPO(]HS HOTTEBBIX MJIACTUH KUCTEU U CTOII.

Y OonpHO# cuHApoMOM KuHmIep B KIMHMYECKOW KapTWHE Tmpeobiagana
NOMKUIIOIEPMUS, UMENNCh EIMHUYHBIE SPO3MM Ha KOXE U CIM3UCTON 000JI04Ke
POTOBOM MOJIOCTH.

3a Bech nepuop HaOmoaenus y 11 (24,4%) 6onpubix BBD, cpenu KOTOphIX OBLIO
2 OompHBIX cpeaHeTskenasiM PJBD, 4 — Taoxensim PIABD, 1 — JJABD, 3 —
cpennersbkensiM IIrpbD m 1 mamuenTtka ¢ cunapomoM Kunpsep, ObLIM BBISBIEHBI
MHO>XECTBEHHBIE 3PO3UBHO-SI3BEHHbIC JE(EKTHI KOXKH C CEPO3HBIM, CEPO3HO-
reMOpparuyecKuM, TeMOPpPAarv4yeCKUM M THOWHBIM SKCCYJaTOM B HE3HAUYUTEIIBHOM,
YMEPEHHOM U OOMIIBHOM 00BEME.

N3 Bcex nedexToB rmomans 98 spo3uil, BHIOpAHHBIX ISl JI€UEHUSI, COCTaBUIIA OT
0,5 cm? 1o 300 cM?, B cpeaem — 13,04+31,85 cm?. JITMTENBHOCT MX CYNIECTBOBAHUS —
ot 1 s no 3 ner, B cpeanem — 47,38+€149,70 cyr.

[Tnomane 52-x spo3uii 6e3 HapyIIeHUs CPOKOB 3aKHUBJICHUs cocTaBmia oT 0,5
cm? 110 300 cm?, B cpeqaeM — 15,59+42,84 ¢m?. JIIUTENBEHOCTD CYIIECTBOBAHUS dPO3HIA
Ha KOe BapbupoBajia oT 1 10 29 cyTok, B cpenHem — 8,64+7,23 cyT.

[Tnomans 46 UIMTENLHO HE 3aKUBAIOIIUX 3po3uii coctauna o 0,7 cm? 1o 45
cm?, B cpenneM — 10,15£9,56 cm?. JIIMTENBHOCTS BapbUPOBaia OT 1 Mecsana 10 3 JeT, B
cpennem — 91,02+211,14 cyr. CyObeKTUBHBIC OIIYIICHHUS B OOJACTH TAKUX DPO3HI
OTCYTCTBOBaJIM, OJHaKo y | mamueHTKu ¢ cunapomMoMm Kunanep, B obmactu 3po3uu

oTMeYaach 00JIE3HEHHOCTb.

3.4.1. Oci0xkHeHus1, BbISIBJICHHBIE Y 00/1bHBIX BBD
B xone xnuHMuYeckoro obcienoBaHusi y OOJNBHBIX OBLUTH BBISIBICHBI OCIOXHEHHUS
BBD. OcnoxxHeHHs BBISIBIEHBI TOJIBKO Y MALMEHTOB CO CPEAHETSDKENIBIM M TSHKEIIBIM

PJIB3, nomunantHeM [IB3, cpennerskensiM [Irpbd u cunapomom Kunep.
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YactuuHas/monHass afeHTUs auarHoctupoBana y 18 (52,94%) mnamueHToB.
MukpocTomusi, aHKUJIOTJIOCCHS, TICEBAOCUHAAKTIIINU U KOHTPAKTYPBI CYyCTaBOB KUCTEH
u cron Habmomamuce y 19 (55,88%) GompHBIX. KOHTpaKTYphl TOKTEBBIX U KOJECHHBIX
cycTaBoB BbIsBIEHBI ¥ 3 (8,82%) maunentoB ¢ TsokensiM PIIBD. Jlepopmanius kuctei
[0 THUILYy «BapeXKW» HMeEIHUCh TonbKo y 2 (5,88%) manmenroB c¢ TsoxensiM PJIBO.
Creno3 numeBoga BeisiBiIeH y 14 (41,17%) Oonbubix. Y 4 (11,76%) manueHToB C

TspkeabiM PJIBD nuarnoctupoBaH MmIOCKOKIETOUHBIN pak kKoxkH (PucyHok 18).

MnockokneTouHbIV pak Ko I 11,76%
Oedopmauma kucreid no Tuny «eapexxku» W2 5,88%
KoHTpaKTypblIOKTEBbLIX M KONeHHbIX cycTasos [INBEM 8,382%
KoHTpakTypbl cycTasos kuctei, cton s 5,38%
Mcespgocuugaktnany IO TS5 5,8 8%
CreHoznuwesona N 41,17%

AHkunornoccus IENCS 5,88%
Mukpoctomusa OS5 5,8 8%

YactuuHaga/nonHan agentva TS 5 2,94 %

0 5 10 15 20 25

mA6c. WOTH., %

Pucynok 18 — OcnoxHeHusl, BeIsiBIeHHbIE Y 007abHBIX P/IBD, noOMUHAHTHBIM

JB3, cpennetsikensim [IrpbdD u cuaapomom Kunmiep (n=34)

3.4.2. T1.10CKOKJIECTOYHBIN PAaK KOKH, BBISABJCHHBIA y 0OJBbHBIX THKEJIbIM

PABD

VY 4 6onbubix TsxKETBIM PIIBD B Bo3pacte 27, 31, 31 u 33 neT ObUIM BBISIBJICHBI
OyYaru IUIOCKOKJIETOYHOIO paka KOXKH, JOKAJIU3YIOIIMECSs Ha MECT€ JUIMTENIBHO HeE
32)KUBAIOLIUX IPO3UBHO-SI3BEHHBIX J€(PEKTOB KOXKHU.

VY OGonbHOM TsKenbiM P/IBD, 33 ner, Ha koke mepeaHed MOBEPXHOCTH JIEBOU
TOJICHW U B 0OJacTH MEAMAJIbHOTO Kpasi MpaBOM CTOMbI OBUIM BBISIBIEHBI 2 odara
IJIOCKOKJIETOYHOIO paka. Ha koxke mepelHell MOBEPXHOCTU JIEBOW TOJIEHU — 3pO3Us
OKPYTJIBIX OYEPTAHUN C YUCTHIM JHOM JKEJITOBATO-PO30BOrO LBETA pa3MepoM 3X3CM.

Kpass »po3un BO3BBIIIAIOTCS HAJ YPOBHEM HEMOPAXKEHHOW KOXHU. BBIPpaKeHHOCTh
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HKCCYIalliu B 00JIACTH JAHHOM 3pO3UM MUHUMAaJIbHAsA. DKCCYIaT CEPO3HOTO XapaKTepa.
[To mepudepun 3po3un MMeeTCs BEHUYHK TUIIEPEMHH CHHIOIIHOTO IIBETa B JHUAMETpPE
0,3cm. [Tampmanus nepudepudeckux Tkane 6onesnennas (Pucynok 19 A). Ha koxe B
0o0JacTu MennaIbHOro Kpasi IpaBod CTOMBI BU3YaUM3UPYETCs 00pa30BaHUE OKPYIJIBIX
ouepTaHui pazMepoM 2x3CcM, BO3BBILIAIOIIEECS HAJl YPOBHEM OKpYyKarouux TkaHeil. Ha
IOBEPXHOCTU 00pa30BaHUsI MMEETCS TBOPOXKUCTBIM HAJET C YKEJITOBATBIM OTTEHKOM,
JEerKo OoTToprarouuiics mnpu nockabnuanuu. Ilpu mnamenanum  oOpa3oBaHME

MSATKODAJIACTHYECKOW  KOHCUCTeHIMH, Oe30omnesnennoe (Pucynoxk 19 bB). O6a

O6paSOBaHH$I CYIICCTBOBAJIM HA KOKC B TCUCHHUC 6 MCCAILICB.

A. b.

Pucynoxk 19 — Ouyaru MJIOCKOKJIETOYHOTO paka KOXH Yy OOJBHOM pPEIEeCCUBHBIM
nucTpodrueckuM OyJIIIE3HBIM SIUIEPMOIIM30M Ha KOXKE MepeHel MOBEPXHOCTHU JIEBOU
rojienu (A) u MenuanbHOTO Kpast mpaBoi ctorbl (b)

VY 6onbnoit TaxensiM PJIB3, 31 roma, Ha Koxke mpaBOil CTONBI B MATOYHOU
00JacTi UMEJI0Ch OKPYTJIOE OMTyXOJICBHIHOE 00pa30BaHNEe JUAMETPOM S5 CM TECTOBATOU
KOHCHUCTEHLIIMH C BereraudsMM Ha IOBEPXHOCTH, CYLIECTBYIOIIEE B TEUYEHUE
HeckoybkuxX JieT (PucyHok 20). Mexay BOPCUHUYATBIMU pa3pacTaHUSIMU — OOPO3IbI,
3al0JIHEHHBIE THOWHBIM KEJITOBATO-0eIbIM OTJIESIEMBIM. IToBepxHOCTH
OMYXOJIEBUIHOTO 00pa30BaHUsl MOKPHITA T'YCThIM JIUIIKUM CEKPETOM CO 3JI0BOHHBIM
3anaxoM, KeJTo-KOpHUUHEBbIMU KOpKamMHu. CyObeKTUBHO 00pa30BaHUE COMPOBOKIAIOCH

BBIPXEHHOW 00JIE3HEHHOCTHIO.
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Pucynoxk 20 — bosbHas X., 31 roa. Tspkensrit P/IBD. Oyar miocKoKJIETOYHOTIO
paka KOK{ Ha KOX€e IPABOU CTOIBI.

Y 6onpHOM TspKensiM PJIB3, 31 roma, Ha KoKe CIUHBI B 00JIACTU TPYAHOTO
OT/eJIa TO3BOHOYHMKA BU3YAJIU3HPOBAJICS OYar HENMPABUIIBHBIX OYEPTAHUN C YETKUMHU
IpaHULAMU, MPUNOJHATBIMU KpassMM W HEPOBHBIM JHOM OJE€IHO-pPO30BOrO IBETa
pasmepoMm 12x7 cm. B mneHtrpe nedekra HaAOMOIATIOCh «3amalleHUuE» OKPYIJIBIX
OUEpPTAHUU KEITOBATO-0EJIOTO I[BETA C «COCYyAUCTHIM pucyHkom» (Pucynok 21 A, B).
JUIMTeNbHOCTD CYIIECTBOBAHUS ouara Ha Koxe ciuHbl — 3 mecsna. CyObeKTUBHO: 00Jb
cpenHell MHTeHCUBHOCTH. Ha Koke THUIPHOW TMOBEPXHOCTH MPABOM KHCTU B 00JacTH
MeX(}aTaHTOBBIX CyCTaBOB HMMEIOTCS DSK30(HUTHBIE pa3pacTaHus C OAPO3UBHOMN
IIOBEPXHOCTBIO  SIPKO-PO30BOTO LBETA C YMEPEHHBIM KOJWYECTBOM T'HOMHOIO
OTIIEISIEMOTO  TYyCTOM KOHCHCTEHIIMM Ha TmoBepxHocTu. [lo mepudepunm —
MHOTOuHMCJIeHHbIe THOWMHbIE KOpKU (Pucynok 22 A, b). ObpazoBanue Ha npaBoil KUCTH

cyliecTBoBaio B TeueHue 6 mecsieB. CyObeKTUBHO: BhIpaXXKEHHAs! OOJIE3HEHHOCTb.



Pucynok 21 — Odgar mIOCKOKJIETOYHOTO paka Ha KOXE CIHUHBI y OOIbHOMN
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A.

b.

PCUOCCCUBHBIM I[I/ICTpO(bPI‘IeCKI/IM 6y.]'IJ'Ie3HI>IM SIINACPMOIIN30M, 31 roaa.

TAKCIIBIM

A.

b.

Pucynok 22 — Ouar mioCKOKJIETOYHOTO paka Ha KOK€ ThbUIbHOM MOBEPXHOCTH MPaBOM
KHUCTH Y OOJIbHON PEeLIeCCUBHBIM AUCTPOPUUECKUM OYIUIE3HBIM HUIEPMOIU3IOM

Y OGonbHOU TsKenbiM PJIBD, 27 mer, Ha KOXXKe€ CHUHBI, PACIOJIOXKEHHBIM IO

CPEeIMHHOM JTMHUYU TTO3BOHOYHUKA B 00JIACTH TPYAHOIO OT/eJa, BU3yaIU3UPOBAJICS O4ar

pasmepoM 15x14 cM C YeTKMMHM TpaHMIAMH, BO3BBIIIAOIMIMMHUCS HAJX YPOBHEM
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oKkpy>karomieid koxu. Kpas oyara miotHele, OyrpucTbie, YMEPEHHO OOJIE3HEHHBIE MPU
najgbnanuu. B neHTpe ovara — ciaoucTas rHOMHas KOpPKA JKEITO-KOPUYHEBOIO LIBETA B
ctaguu paciuiaBieHusa. [lpy nagpnanuum B LEHTPAIbHOM 4YacTU ONpenessiiach
BBIp&KEHHAsT OOJE3HEHHOCTh. JIMMTENBbHOCTh CyIIECTBOBaHUS odara — 3 Mecsla

(Pucynox 23).

»

i_i)‘ : . &

PucyHnok 23 — Ouar mjiocKoKJIETOUHOTO paKka Ha KOXE CIHHBI Y 00JIbHOM pelecCUBHBIM
JUCTPO(PHUECKUM OYIUIE3HBIM 3MUIEPMOJIN30M

Jlis IOATBEpKIACHUS JUarHo3a OOJIbHBIM NPOBEJIEHAa OUOICHS KOXH W3 04aroB
MOPAKEHHUS C MOCJIEAYIOIIMM TUCTOJIOTHYECKUM HcclieloBaHueM. Y OosibHOM 33 et B
pe3yabpTaTax TMCTOJIOTMYECKOTO MCCIIEIOBAaHUS M3 Oyara nopakeHus Ha JIEBOW rOJIEHU
HalJIeH dbparmeHT W3bA3BICHHON OITYXOJIH, MIPECTABICHHON IIJIOCKUM
AMUTEHNEM C BBIPAKEHHBIM aKAHTO30M, THUIEpP- U  MapakepaTo3oM, CTpaTudUKanus
CJIOEB HapyllleHa, OTMEYaeTcs KJIETOUHBIN MOMUMOpPU3M € YKpPYIHEHUEM  siziep,
OazanmbHas MeMOpaHa HE MPOCMAaTpuBacTCs. B OMyXoJIeBBIX KOMIUIEKCAX HMEETCS
TEHJEHIUSI K OPOrOBEHUIO C (POPMHUPOBAHUEM CTPYKTYP MO THITYy POTOBBIX KEMUYKUH.
KoMIiekesl onmyxosid pacipoCTpPaHsIOTCS BO BCE CIOU JIEPMBI, B CTPOME BBIpAKEHHAs
mumpo-nelikouuTapaas uH@uibTpauus (Pucynox 24A). B Ouonrarte, B34TOM C
MEAMAIBHOTO Kpasi MpaBOW CTONBI, BBISBIEH IOBEPXHOCTHO B3STHIN ()parMeHT
U3BS3BICHHON OIyXOJIM, IPEACTABICHHON IJIOCKUM  JIUTEIUEM C  BBIPAKEHHBIM
aKaHTO30M, THUIep- W  [apakepaTo3oMm, cTpaTu(dukanus  CJIOEB  HapylIeHa,

OTMEYAeTCs KICTOYHBINA MoMuMopdu3M ¢ yKPYMHEHHEM  sSlep,  YBEIUYCHHEM
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KOJIMYeCTBAa MUTO30B. B KOoMIieKcax OIMyXOJjdu MMEETCS TEHIEHIUS K OPOTOBEHUIO C
dbopMHpOBaHUEM CTPYKTYp TO THITy POTOBBIX KEMUYKWH. bazaibHas memOpaHa Ha
3HAYUTEILHOM TPOTSDKCHUHM HE MPOCMATPHUBACTCS, B COXPAHEHHBIX YYaCTKax JCPMBbI
oTMeuaercs muMdo-neiikoruTapaas uHGUIbTpanus. OnucaHue THUCTOJIOTUYECKON
KapTUHBI B O0OMX  oOdYarax COOTBETCTBYET  BBICOKOAU(PPEPCHITMPOBAHHOMY

OpOTOBEBAIOIIEMY TUIOCKOKIIETOUHOMY paka (PucyHnok 24b).

A. b.

Pucynok 24 — ['uctonornyeckoe UCCIEAOBAHUE OYArOB INTIOCKOKIETOYHOIO PaKa KOXHU
Ha MepeaHel MTOBEPXHOCTH JIEBOM rojieHu (A) U MearallbHOM Kpae npaBoii ctorsl (b) y
OOJBLHOM PEIeCCUBHBIM TUCTPOGUUISCKUM OYIUIe3HBIM SITUAECPMOIN30M 33 JIeT

JBym narmenTkam ¢ TsoxensiM PJIBD B Bozpacte 31 roga, y olHON M3 KOTOPBIX
OTIYXOJIEBBI OYar JOKAJIU30BaJCs B MSITOYHOM 00JACTH Ha MPaBOM CTOME, a y BTOPOU
OONMBPHOM Ha TPaBOM KUCTH, JMAarHo3 IUIOCKOKJIETOYHOTO paka KOXH TakxKe
BepU(DUIIMPOBAH THCTOJIOTHUYCCKH.

B OwuonTare, B3ITOM M3 ouyara B TSATOYHOM OOJACTH, OMYXOJb MPEACTAaBJICHA
IJJACTaMH PE3KO aHAIUIa3UPOBAHHOIO IUIOCKOTO 3MUTENUS C BBIPAKEHHBIM KJIETOYHBIM
noJuMOpGU3MOM U OOJIBIIUM KOJIMYECTBOM MHUTO30B. B Touile snuTeananbHbIX
IJIAaCTOB - OYark AMCKepaTo3a ¢ OOpa30BaHUEM «POTOBBIX KEMUYKUH». KOMITIEKCHI
ONYXOJIEBBIX KIJIETOK PAaCIpPOCTPAHSAKOTCA Ha BCKO TOJUIYy AEPMbl U B IOMJICIKAILINE

TkaHu. Ilo mepudepun oOpazoBaHus oTMeHanach JUM@OUUTapHas WHEOUIBTPALUS.
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JluarHoctupoBaH BBICOKOU(D(EpEHIIMPOBAHHBIM OPOrOBEBAIOLIUN MIOCKOKJIETOUHBIN
pax.

VY OONBbHOM C y4yacTKOM OINyXOJWu B OOJIACTU MPaBOM KUCTH THUCTOJIOTHYECKOE
UCCJIEIOBAaHUE TOKa3ao ¢parMeHThl (PUOPO3HOM TKAaHW C HHBA3UBHBIM POCTOM
IJIOCKOKJIETOYHOTO paka C OpPOTOBEHHEM U CIIA00OBBIPAXKEHHYIO TEpU(POKATHHYIO
JTUM(OTUCTHOLUTAPHYIO UHPUIBTPALIHIO.

bonpHOM TskeneiMm  PJZIBD 27 7er THUCTONOTMYECKOE MCCIEAOBAaHHUE HE
npoBoaAwIock. [laruenTka noanucana MMCbMEHHBIN OTKa3 OT MPOBEAEHUS MPOLETYPHI.

3.4.3. ConyrcrByomue 3a00/1eBaHN s, BbIsIBJIeHHbIE Y 00.1bHBIX BBD

Hanuuune comyrtctByromux 3aboneBanuil ycraHoBieHo y 21 (61,8%) OOnMbHBIX.
[Ipu ob6cnenoBanuu y 14 (41,20%) G0NBHBIX CO CpeaHETSKENbIM U TsokenbiM PJIBD
BBISIBJICHA >KeJe307ieulluTHAsS aHeMUsl. XPOHUYECKUN TacTpUT JUArHOCTUPOBAH y 5
(14,70%) namuentoB ¢ BBD ¢ paznuunsiMu noarunamu. Y 3 (8,80%) o0Ociie1oBaHHBIX
OONBHBIX BBISIBIICHA amMOnuonusi. MouekaMeHHas 0O0JIe3Hb U THIEPMETPONHS ClIaboit
cTeneHu BBIABICHBI ¥ 2 (5,90%) G0onbHBIX. XPOHUYECKUN XOJEIUCTUT, XPOHUUECKAs
OOCTpYKTHBHAas OO0JIE3Hb JETKUX, MHEBMO(PUOPO3 HMKHEW [OJM MPaBOrO JIETKOTO,
MOJICIIM3KUCTAs JIEHOMUOMa MAaTKH, XPOHUYECKUNA KOJIUT, cyOaTpoduyeckuii hapuHTUT,
HavyajgbHas KaTapakTa, Y3JIOBOM 300, MpoJIalic MUTPAJIBHOrO KjamnaHa | cremneHw,
MHUOIIUSI CPEHEN CTEMEHH, BTOPUYHBINA OCTEOINOPO3, TMIIOTUPE03 JTUATHOCTUPOBAHBI B

2,94% cnyuaeB (Pucynok 25).
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Pucynok 25 — Pacnipenenenre conyTcTByromieil marojgoruu y 6onbabix BB, n=34.

3.5. Pesyabrarnl onpegeJieHHsl IKCIPECCMH CTPYKTYPHBIX  0OeJIKOB
(kepaTtunbl S u 14 Tunos, kosiarensl VII u XVII tunos, a3, 3 u y2 uenu
JamMuHuHa-332, 064 uHTerpuH, MIakopuIIuH-1, 1eCMONIAKUH, MJIEKTHH,
KMHUIMH-1) B OMomrTarax KOKM OOJBHBIX BPOKICHHBIM OYyJJIe3HBIM
snuaepmosn3zom merogom MAK

3.5.1. Pe3yabTarbl ompeaeJeHUsi JIKCIHPECCHH CTPYKTYPHBIX 0eJIKOB
(kepaTtunbl S u 14 Tunos, kostarensl VII u XVII tunos, a3, 3 u y2 uenu
JaMuHuHa-332, 064 uHTerpuH, MIakopuIuH-1, 1eCMONIAKUH, MJIEKTHH,
KHHIJIMH-1) B OMONTATAX KOXKH 0O0JBHBIX ¢ KJIMHUYECKH YCTAHOBJICHHBIM
aucTpoguyeckum 0y/1e3HbIM nuaepmoau3om Mmeroaom MAK

33 u3 34 OONBHBIM C MENBI0 TOATBEPKACHUS KIMHUYECKOTO JHAarHo3a u

OTpEJENICHUs] YPOBHSI AKCIPECCUU CTPYKTYPHBIX OenkoB (kepaTuHbl 5 u 14 TUMOB,

koutaredsl VII m XVII tunos, a3, B3 u y2 nenu namununa-332, a6pf4 uHTErpuH,
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mwiakopuUMH-1, JeCMOIJIaKUH, IJIEKTUH, KUHAJMWH-1) B oOnacTu smnujaepMuca u
JEPMO-3MHUAEPMAIIBHOTO COEIMHEHUS 10 Havalia JieueHus: nposeaeno MAK.

[To pe3ynbraram TPOBEAECHHOIO MCCIEAOBaHUSA Yy S5 U3 6 OOJBHBIX TSHKEIBIM
P/IBD BbIsIBIEHO HapyuieHwe skcnpeccun kosutareHa VII tunma B 3one [IO2C. B
Ouornrarax KOKH BBISIBJIEHO CHHKEHHUE 3Kcrpeccuu koyareHa VII tuna. B cpaBHeHun
CO CBEUCHMEM aHTUTEN K KojutareHy VII Tuma B Buae IUPOKONW HENPEPHIBHOM ITOJIOCHI
y 3JI0pOBBIX JIUII, Y 00JbHBIX TspKeNbIM PIIBD cBeuenue anturen k koyareny VII tuna
BBISIBIISIIOCH B BUJIC ITPEPBIBUCTOMN JINHUW, €AUHUYHBIX OTPE3KOB, MECTAMHU €IMHUYHBIX

WM MHOKECTBEHHBIX TpaHyll, He (OpMUPYIOUTUX HEMPEPBHIBHOM 1moi0ckl (PucyHok 26).

A b B

Pucynok 26 - Peakuus HenpsMod HMMYHO(IIOOPECHEHIUHU. IKCIPECcCus
kosutareHa VII tuma (3erneHoe cBeueHue) B 370POBOM KOXKE€ BHYTPU KEPATUHOIIUTOB U
nepuHykieapro (A), x200. Hapymenue skcnpeccuu kosutareda VII tuma B OmonTarax
HETOpaXEHHON KOXKU OOJIBHBIX TsDKENIbIM TeHepanu3oBaHHbIM PIIB3, x200 (b, B)

VY 1 GosibHOM JIOKaNMM3aLUsI U XapaKTep pacnpeesieHUus: aHTUTEN K KepaTUHaM 5 U
14 tumnos, komnareHaMm VII m XVII tunos, a3, B3 u y2 nensm mamuanHa-332, a6B4
UHTETPHUHY, TUIakoQUUIMHA- 1, TeCMOIUIaKuHY, IUIEKTUHY, KUHJIMHY-1 He HapyIlEHbI.

B Owuonrarax 8 u3z 10 GosbHbIX cpenHerskensiM PJIBD Takke oOHapyx eHO
CHIDKeHUe akcnpeccun kouiareHa VII. Ceedenue antuten k koyutareny VII tuma nu6o
OTCYTCTBOBAJIO HAa E€IWHUYHBIX YyyacTKax JEpMO-3IUJECPMATIbHON TPAHUIBI C
COXpaHEHUEM CBEYEHHUSI HAa HEKOTOPBIX YYacTKax B BHUJE HIMPOKOW HENPEpbIBHON
MOJIOCHI, JIMOO BBISBISUIOCH Ha €IUHUYHBIX y4YacTKax BAOJIb JIEPMO-3IHUAECPMATbHON
IPaHULIBl B BUJE EJAMHUYHBIX KOPOTKMX Y3KHX TMOJOC, Ha HEKOTOPBIX YYacTKax

CBEUEHHE HOCHJIO TpaHyJIApHbIN xapaktep (Pucynok 27).
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A b B

Pucynok 27 - Peaknus HenpsaMod HWMMYHO(IIOOPECICHIIMU. IKCIpeCcCus
kosutareHa VII tuma (3eneHoe cBeueHue) B 3JOPOBOM KOXKE€ BHYTPU KEPAaTUHOIUTOB U
nepunykiieapHo (A), x200. Hapymenue skcnpeccuun kosutareHa VII tuna B 6uonrartax
HETMOPAKEHHON KOXKU OOJBHBIX CpeaHEeTsKeNbIM TeHepainzoBanubiM PJIB3, x200 (b,
B)

Y 2 u3 10 6onpHbIX cpeaneTsikenbiM PJIBD skenpeccus konnarena VII Obuia B
HOpPME, OJIHAKO B 30HE 0a3aJbHOW MEMOpaHbl ObLIO BBISIBIEHO HAPYILIEHUE SKCIPECCUU
koutareHa XVII tuna u B3 namunuHa-332. CBeyeHue aHtutTen K 33 Henu JaMUHUHA
BBISIBJISIETCS TAK)K€ BIOJIb JI€PMATO-3MUAECPMATIBHON TPAaHULIBI, OJHAKO MPEACTABISAET
co001 y3KyI0, MECTAMH €/1Ba PA3THMUYUMYIO 332 CBEUEHUEM SJI€p KIETOK 0a3abHOTO CIOS
ANUJEPMHUCA, TMPEPhIBUCTYIO Tosiocy. (CBedyeHue aHtuTen K KoyuareHy XVII Tuma
BBISIBJISIETCS BJOJIb JEPMaTO-3MHUACPMAIBHON TPAaHUIBI B BUAE LIMPOKON Pa3MbITOU
MOJIOCHI, YETKON JIMHUM HE (popMupyercs. Y OAHOTro u3 OONbHBIX CBEYEHUE aHTUTEN K
koutareny XVII Tuna oTcyTcTByeT Ha OoJbllieM MPOTSKEHUU BIIOJIb JIEPMATO-
AMUJIEPMATILHON TPAHMIIBI, OYaroBO - BBISBISAETCS B BUJE PA3MBITON MOJIOCHI, YETKOM

JIMHUY TIPU 3TOM He popMupyeTtcst (pucyHok 28).
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I | E

Pucynok 28 - Peakmus HempsiMoit uMMyHOGIIOOpECICHIINKA. JKcnpeccus [33
nenu JamMuHuHA 332 u kosutareHa X VII Tuna Baosib AepMato-3nuaepMalibHON TpaHUIIbI
B Owmomrarax 3mopoBoii koxke (A, I'), x200. Hapymenue skcnpeccuu B 3 1enu
namunnHa 332 (b, B) u xomnarena XVII tuna (1, E) B Ovontarax Hemopa>KeHHOU KOXKHU
0onpHBIX TeHepanu3oBaHHbIM [1B3, x600

IIpu wuccnemoBanum OuomnTara Koxku oxHOM OonbHOM JIJIBD o0HapyxeHO
CHW)KEeHHE »skcnpeccun koyareHa VII Tuma. B OuonTare cBedyeHHE AaHTUTEN
OTMEYAJIOCh BJIOJb JIEPMO-IIUJIEPMAIBHON TPAHUIBl BU3YaJIU3UPOBAIOCH B BHJIE
HEOOJIBIIUX OTPE3KOB, HE (OPMUPYIOUTUX CIUIOUIHYIO JIMHUIO; HA HEKOTOPBIX YYacTKax
CBEYEHHE OTCYTCTBOBAJIO.

[Ipu mnpoBemennm BTOpou marmueHtke ¢ JJIBD wummyHO(IyOpecieHTHOro
KapTUPOBAHUS JIOKAIU3AIUS U UHTEHCUBHOCTh CBEUEHUs Bcex aHTuTen (K a3, B3 u 2
LernsM JlaMuHUHA, KepatuHaM S5 u 14, xomnareny VII m XVII Ttunos, B4 u a6
WHTETPUHAM, IECMOIUIAKUHY, TUIEKTUHY, KUHJIMHY -1, TIIako(QHIMHY) COOTBETCTBOBAIIN
TaKOBBIM B 3JI0POBOM KO€, YTO HE MOJATBEPAWIIO IUATHO3 BPOXKACHHOTO OYJUIE3HOIO
snuaepmonu3a (Pucynok 29). Jlns yTouHeHuss auarHosa rmpoBeneHa HPUD c
antutenamu Kk 1gG, IgA, IgM. B pesynbrate nccnenoBanus 3HaunMon ukcarnuu IgA B
CTPYKTypaxX BHUIUMO 3J0pPOBON KOXH HE ObUIO BbIsIBIEHO. OTMEUaloCh CBEUYEHHUE
antuten K 1gG BIOIb nepMo-3nuaepMaibHONW TPAHUIIBI, YTO MOXKET HaOIIOAAThCS TIPH
Oysie3HoM nemMpurouae #W MNPUOOpPETEHHOM OyJuie3HOM snujaepmonuse. [lpu
CIIOHTAHHOM pPAacHICIJICHUH KOXKHOTO JIOCKYyTa, cBeueHue aHTuTed IgG BBISBISAIOCH B
JTHE Ty3bIpsi, 9TO B OOJBINEH CTENIEHHM COOTBETCTBOBAJIO KAapTHHE MPUOOPETEHHOTO

OyJIJIE3HOTO AMUACPMOJIH3A.
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A b

Pucynok 29 - Peakiusa HenpsiMoii UMMYHOQIIIOOPECHEHIIMU. DKCIPECCUsl KOJUlareHa
VII Tuna (3ereHoe CBeYEHHE) B 370pPOBOM KOXKE BHYTPU KEPATUHOIUTOB U
nepunykiieapHo (A), x200. Hapymenue skcnpeccuu kosutarena VII tuma B Ouonrarax
HernopaxeHHon koxu 6ompHBIX [IJ1B3, X200 (b)

1 OONBHOI ¢ KIMHUYECKH YCTAaHOBJIEHHBbIM NpeTnOuanbHbiM JIBD B Ouomnrare
KOXHU OOJbHOM cBeueHHe aHTuUTen K KoymareHy XVII Tuma otcytcTBOBasio
IPAKTUYECKU Ha BCEM IMPOTSKEHUHM, HAa HEKOTOPBIX Y4acTKaXx B 00JacTU JAepMo-
ANUACPMAIIBHONM TPAHMIBI CBEYEHHE BBISBISUIOCH B BHJI€ EIWHUYHBIX KPAaCHBIX
«HHATEW». JloKanu3anus v XapakTep paclperesieHus OCTaJbHbIX aHTUTEN B MperapaTax
OO0JBLHOM COOTBETCTBOBAIU TAKOBHIM B 3/TOPOBOM KOXKE.

Takum obpazom, y 14 (73,6%) u3 19 GOABHBIX ¢ KIMHUYECKHA YCTAHOBJIECHHBIM
AbD  BeIsBIEHO HapyumieHune koiulareHa VII  Thma, 4YTO  COOTBETCTBYET
nuctpopuueckomy tunmy BBD. V 5 (26,4%) OonbHbix mocie mnpoBeneHus MAK
HaOJIIOAAJIOCh HECOOTBETCTBHE KiIMHHMUYecKoMy auarHody JbD. N3 5 OonpHBIX B
Ouorntatax 2 OOJBHBIX CHIDKEHa J3Kcrpeccusi koymareHa XVII tuma u B3 menwm
namMuHrHA 332, y 1 MalMEeHTKW BBIABICHO HW30JMPOBAHHOE HAPYUIEHUE CBEUYEHUS
kojutareHa X VII tuma, a y 2 marueHToB SKCIPECCHS BCEX CTPYKTYPHBIX OCIIKOB KOXKHU

ObLJIa COMOCTaBUMa C dKCIpeccueit B 310poBoit koxe (Pucynok 30).



101

0 2 4 6 8 10 12 14 16

e e
HapyweHue akcnpeccum konnareda Vil tuna

73,70%

HapyweHue akcnpeccun konnareda XVl tuna u B3 - 2
Lenu namMmuHuHa 332 10,50%

akcnpeccm CTPYKTYPHBIX benKkos KoMK B HOpme I]_U 50?/2
A (]

|

HapyweHue akcnpeccum konnareda XVl tmna o
5,30%

HA6c. HOTH., %

Pucynok 30 — Pacnpenenenue OosibHBIX JIBD 1m0 HapylieHHIO 3KCIpeccuu
kojutareHa VII tuma, komnarena XVII tuma m B3-nenu namuauHa 332 B OwWomnrarax

koxu nociue nposeaenus MAK, n=19

3.5.2. Pe3yabrarbl omnpeaejieHHsi JKCNPECCHN CTPYKTYPHBIX 0€JIKOB

(kepaTtunbl S u 14 Tunos, kostarensl VII u XVII tunos, a3, 3 u y2 uenu

JaMuHuHa-332, 064 uHTerpuH, MIakopuIIuH-1, 1eCMONIAKUH, MJIEKTHH,

KMHUIMH-1) B OMonrare KOXXU 0O0JbHOH € KJIMHMYECKH YCTAHOBJIEHHBIM

NOTrPAHMYHBIM OyJIe3HBIM dnMAepMOIn30M MeTogoM MAK

B OuonTaTe 601pHOM ¢ KIMHUYECKH YCcTaHOBIEHHBIM [Irpbd cBeuenue anTuTen k
komutareny XVII tuna, a3-, B3- u y2-uensm namuauHa 332, u 4 u 06 UHTErpuHAM
BU3YAJIU3UPOBAIIOCH B BHUJE CIUIONIHOM HENPEPHIBHOM JMHUM, OJTHAKO CBEYEHUE K
koJutareHy VII Tuma BBISBISAIOCH BAOJIb JAEPMO-3IUIEPMATIBLHONM TPAaHULbBI B BUJE
MOJIOCHl  CBEUEHHS OOBIYHOW  TOJIIMHBI, OJHAKO Ha HEKOTOPhIX ydacTKax
MCTOHYAIOIIECS Miau mpepbiBatoieics. OTCYyTCTBUE CBEYEHUE AHTHUTEN K KOJUIareHy
VII tuna Hanboliee OTYETIMBO OTMEYAIOCh HA y4acTKaX CIIOHTAaHHOTO (OPMUPOBAHUS
cyOanuaepMalIbHBIX IIEJICH U My3bIpel, YTO CBUACTEILCTBYET O HAIMYUM Yy OOJBbHOMU

TIBD.
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3.5.3. Pe3yabrarbl omnpeaejieHHsi JIKCHPECCHM CTPYKTYPHBIX 0€JIKOB

(kepatunbl 5 u 14 Tunos, ko/uiarensl VII nu XVII tunos, a3, B3 u y2 uenu

JamMmuHnHa-332, a6p4 unTerpuH, miakopuIMH-1, 1€CMONIAKNH, MJIEKTHH,

KMHJIMH-1) B OHonTarax KoxkH 00JbHBIX ¢ KIMHHYECKH YCTAHOBJIEHHBIM

NMPOCTHIM OY/UI€3HBIM IMUAEPMOJIU30M METOA0M HMMYHO(IHOOPECHEHTHOTO

AHTUTC€HHOI'0 KAPTUPOBAHUSA

Bcero 12 6ombabiM ¢ TIBD nmpoBeneno MAK, u3 KOTOphIX y 2 HAlMEHTOB C
KJIIMHUYECKU YCTAHOBJICHHBIM TeHepaiin3oBaHHbIM [IBD B OmonTaTax KOXHU CBEUCHHE
antuTel K KojuareHy X VII Thna BeIABIAETCA BIIOJIb AEPMO-3UICPMaIbHON I'PaHUIIBI B
BHUJIE OYCHb KOPOTKUX EIUHHYHBIX OTpe3KoB. Jlokamu3arusi OEIKOB, BOBJICUEHHBIX B
narorenes [1b3, COOTBETCTBYIOT TAKOBBIM B 3JJOPOBOM KOKE.

Y 2 OOnpHBIX C KJIMHMYECKH YCTaHOBJEHHBbIM reprietudopmusiM 116D
pesynbratel MAK npoaeMoHCTpupoBaiu HapylIeHUE SKCIPECCUU MIaKOPUIUIMHA, YTO
MPOTUBOPEUYUT KIMHUYECKOMY quartosy reprnerudopmuoro [163.

VY 4 (50%) u3 8 6OIBHBIX ¢ KIMHUYECKH YCTAaHOBJIEHHBIM JIOKAIM30BaHHBIM 116D
B pesyibratax MAK oOHapyXeHO HapylleHHe JKCIpeccuu kepaTuHa 14 B OazaiibHOM
cioe. B mpenapatax aHTHTENna K KepaTuHy |4 JOKaIM30BaINCh MNEPUHYKIEAPHO B
O0a3albHBIX W HaA0a3aIbHBIX KEPATUHOIIUTAX B BHJEC TPAHYJSAPHOIO CBEUYEHUS WU
IIPAKTUYECKNA OTCYTCTBOBAJIA B BBILICIICKAIIUX PANAX SMUAECPMUCA B OTIUYUE OT KOKHU
3I0POBBIX JIMII, T/IE CBEUCHHE AHTUTEN K KepaTuHy 14 BBIABISIETCA NEPUHYKIEAPHO,

dbopmupys Ha 0030pHBIX CHUMKAX KapTUHY «ceTku» (Pucynok 31).

A b B

Pucynok 31 - Peaknus HenpsMod HMMYHO(IIOOPECIEHIIUUA. IKCIpecCcus
UTOKepatrHa 14 Tuma (3eJIeHoe CBEYEHNE) B 3JI0POBOM KOXKE BHYTPHU KEPATUHOIIUTOB U
nepunykieapao (A), x200. Hapymenue skcrnpeccun muTokepatuHa 14 B Owomnrarax
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HEMOPa)KeHHOH K0kH 00bHBIX JIoKan3oBaHHbIM [1B3, x600 (b, B)

VY npyrux 4 OonbHBIX JIoKanu3oBaHHbIM [IBD skcnpeccust keparunoB 5 u 14
TUNIOB He HapymeHa. W3 Hux B Ouonrtatax 2 (25%) OOdbHBIX OOHApPYKEHO
MHOT00YaroBoe HapyuieHue skcrpeccuu kojutareHa XVII Tuma, oyaroBoe HapylieHue
skcnpeccun kosutareHa VII tuma u a3-uenu namuHuHa 332, cBEYEHHE KOTOPOTO
IPEJICTABICHO HE CIUIOIIHOM «JIMHUEN», a COBOKYITHOCTBIO rpaHyi. DKcmpeccus B3- u
y2-ueneil namuHuHa 332 coxpaneHa. Y 1 (12,5%) mnaunuMeHTKH BBISBICHO
M30JIMPOBAHHOE CHIDKEHHE skcnpeccu kosutareHa XVII tunma. CBedueHue aHTUTEN K
kosutareny X VII nokanusyeTcst 04aroBo B BUJAE TPAHYJSIPHOIO CBEYEHHMS BJIOJIb JIEPMO-
AMUIEPMAIBHON IpaHuLlbl 6€3 POPMUPOBAHUS CIUIOIIHOM JIMHUU CBEUYEHUS.

B oOuonrare onnoro (12,5%) w3 manueHToB ¢ Jiokanu3oBaHHbIM [IBD ObLIO
BBISIBJICHO OYaroBO€ HE3HAYUTEIBHOE YMEHBIICHHE NHTEHCHUBHOCTH CBEYCHHUsI AaHTUTEI
K KepaTuHy 14, KOTOpoe Henb3sl pacleHUBaTh KaK JUArHOCTUYECKH 3HAYUMOE.
CBeueHne aHTUTENl K JpyruM OelkaM JIepMO-3MUJIEPMAIBHOTO COEIWHEHUS HE

MIPEACTABIIICT 3HAYUMBIX ocoOeHHOocTel (PucyHok 32).

o

o5 1 1,5 2 25 3 35 4 45

4
HapylueHue akcnpeccuy KepatuHa 14
50%
HapyweHue 3xcnpeccn konnareda XVIl tTuna, KonnareHa 2
VIl Tuna v a3-uenu n1aMmuHuHa 332 25,00%
HapyweHue 3Kcnpeccun konnareda XVl tuna
12,50%
OTCyTCTBME HAPYLLIEHWA IKCMPECCU CTPYKTYPHBLIX
6€e/1KOB KoMK 12,50%

WAOc. mOTH., %

1
1



104

Pucynok 32 - Pacnpenenenue 00ibHBIX JoKanu3oBaHHbIM [1BD 1o Hapymenuto
skcnpeccuu kepatuHa 14, komarena X VII tuna u a3-nernu namuanHa 332 B Omonrarax
Koxu nociue nposeaenus MAK, n=8

Takum o6pazom, nocie nposenenus MAK ycranosieno, uro y 8 (66,6%) uz 12
0onpHBIX [IBD HaOMI01a710Ch HECOOTBETCTBUE KIMHUYECKOMY IMArHo3y, B TO BPeEMs

KaK y 4 (33,4%) kiuHuueckuil 1uarso3 Obu1 noareepxkaeH (Tabmuma 12).

Tabnuna 12 — bonpHble nokanu3oBaHHBIM [1BD ¢ M3MEHEHHBIM M MOJATBEPKICHHBIM
KJIMHUYECKUM AuarHo3om nocie nposeneHus MAK

Yucao OOJIBHBIX C Yucao OOJIBHBIX C
MTOATBEPKIECHHBIM W3MEHEHHBIM
KJINHAYECKAM KIMHAYECKUM
JIHAarHO30M JIHarHO30M
116D ) 4 4
JIOKAJIN30BaHHBIN
116D 0 5
reprneTu(opMHBIii
I16D ] 0 )
reHEPATN30BAHHBIN

3.5.4. PesyabTarsl onpeaeJeHUsi JIKCIPECCHHM CTPYKTYPHBIX Oe€JIKOB
(kepaTtunbl 5 u 14 Tunos, koiarensl VII u XVII tunos, a3, B3 u y2 uenu
JaMuHuHA-332, 064 uHTEerpuH, MIakKOPULIUH-1, 1eCMONIAKUH, MJIEKTHH,
KMHVIMH-1) B OMonrarax KoM 00JBbHOH ¢ KIMHMYECKH YCTAHOBJICHHBIM
cunapomoM Kunanep meroaoM HMMYHOQUIIOOPECHEHTHOI0 AHTHICHHOIO
KAPTHPOBAHMS
VY namuentku ¢ cuapomoM Kunanep B OHonTaTe KOXXKM CBEUEHHE AaHTHUTEN K
KUHUIMHY-1 TI0 KOHTYpY KIETOYHBIX MeMmOpaH Oa3aibHBIX M HaJg0a3aJIbHBIX
KEPAaTUHOIMTOB BHU3YaJIM3UPOBAJIOCh HA €IMHUYHBIX Y4YacTKax SIUJEPMHUCA, a BIOJb
JNEPMO-3MUAEPMAIIBHON TPAaHHULBI — B BUAE E€AMHUYHBIX KOPOTKHMX Y3KMX mojoc. B
3I0POBOM KOK€ CBEUEHHWE AaHTUTEI K KUHMJIMHY-1 BBISIBISIETCS B BHJE YETKOMH,

LIMPOKOW, HENPEPBIBHOU I10JIOCH! BJIOJb AEPMATO-INUACPMAIBHON I'DAHUILIbI, & TAKXKe
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II0 KOHTYPY KICTOYHBIX MCM6paH 0a3aJbHBIX M HaI[6a?>aJILHBIX KCPAaTUHOLIUTOB

(Pucynox 33).

A b

Pucynok 33 - Peakums Henpsmoilt ummyHodmoopecueHiuu. Hapyienue
IKCIIPECCUU KUHAJIMHA-1 B OuonTare HENOPaXEHHOW KOXKU OOJBHON CHHIPOMOM
Kunmnep, x200 (A). Okchnpeccus KuUHUIMHA-1 B 340pOBOM  KOXE BHYTpHU
KepaTtuHOIUTOB U nepunykieapHo (b), x200.

Takum 00pa3om, B CBSI3M C BBISIBICHHEM CHIDKEHHOW SKCIPECCHUU KoJUlareHa
XVII Tuna y 2 60JIbHBIX ¢ KIMHUYECKUM JIMarHO30M TeHepain3oBanHoro [163D nuarunos
m3MeHeH Ha [IIrpbD, Takke NOrpaHWYHBIA TUN BBICTAaBIECH | MAalMEHTKE C
nokanu3oBaHHbIM [1BD BBUAY aHamorWyHbIX HM3MEHEHUW B Ouonrtare. M3MeHeHue
nuarHoza Ha IIrpbD mpoBemeHa y 2 OOJBHBIX C H3HAYaJIbHO BBICTABICHHBIM
nokanu3oBaHHbIM [IBD BBUAY OOHapykeHUsI CHUKEHUs dKcrpeccuu koyareHa XVII
TUIAa, OYaroBoe HapylleHue JKcrnpeccun kostareHa VII tuma (aumarHoctudecku
He3HaunMoe) u o3-uenu JamuHuHa 332. YV oaHOoro 60ipHOTO JioKanu3oBaHHbIM [163
HKCIIPECCHUsS BCEX CTPYKTYPHBIX OCJIKOB KOXKU ObLJIa B HOPME. YUUTHIBAsT KIMHUYECKYIO
KapTUHY JiIokanu3oBaHHoro [1BD, HaOmogaemMyo y nmanueHTa, KIMHUYECKUA TUArHo3
coxpaHeH. OpanHako, OOJBHOMY  II€JIECOOOPAa3HO  MPOBEJIEHHUE  IOBTOPHOTO
UMMYHO(IIOOPECLIEHTHOTO aHTUTE€HHOTO KapTUPOBAHUS.

VY 2 maruenToB co cpennetsbkensiM PIIBD u 1 manuenTta ¢ npetudbuansubiM JbD
C BBISBJICHHBIM HapyIeHueMm skcnpeccun kojurareHa XVII tuna u 3 mamuauna-332

JUarHo3 cootercTryet [Irpho.
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1 OONMBLHOM C KIIMHUYECKU YCTAHOBJICHHBIM JIOKAJIM30BAHHBIM HFpB9 BBICTAaBJICH

muardo3 JIJIBD. YV mammentku ¢ J[J/IBD Obu1 m3MeHeH auarHo3 Ha MPHUOOPETCHHBIN

OyJe3nbii snuaepmonus (Tadmuna 13).

Ta6nuna 13 — INanuenTsl ¢ u3MeHeHHbIMU THTIaMK BB nocie npoeaenus MAK

Kannnueckuii 1uar’mos ao

JAnaruo3 nmocJie npoBeaeHus

Yucy10 00JbHBIX, 20C.

nposeaeHuss MAK HAK
IIpocToii 0y/JIe3HbIH YNUAECPMOJIN3
[15D renepanu3oBaHHBII [Torpannynsiii b9 2
[15D nokann30BaHHbBIN [Torpannyunsiii b9 3
[15D nokann30BaHHbBIN [15D nokanu30BaHHbIN? 1
[1B3 reprierndopmubIii [Ipocroii cynpabazanbHbIi
MOATUII C HAPYIICHUEM 5
AKCIIPECCUU TTAKOPUIINHA
OyJIIe3HBIN SIHACPMOITHN3?
Bcero 8
JAucrpoduueckuii 0ys1e3HbIN 3NUIEPMOJIN3
PJIBD cpenHeTshkenbli [Irpb3 cpenHeTsIKENBIM 2
JBD npetuduanbHbIi [Irpb>2 1
B2 [IpunoOpeTeHHbI OyIIIE3HbBIN 1
SIUIECPMOIH3
Bcero 4

IHorpanu4Hblil 0yJUIe3HBIN INUACPMOJIN3

JloxanusoBanubii [Irpbd

| JUTBD

1

Takum o6pazom, no pesynbraraMm MAK KIMHUYECKH YCTAaHOBJICHHBIA JUATHO3 Y

13 (39,39%) maruentoB tTun BB Obl1 u3meneH, a y 20 (60,61%) 6onbHbix TUIT BED

o1 BepudunmpoBan (Pucynok 34). Ilpu comocraBienun pesynbratoB MAK ¢

AWArHo30oM, YCTaHOBJICHHBIM KIIMHHUYCCKH MCTO/ HNAK mo3Boaun OIIpCACIINTL ITOATHIL

3aboneBanust y 30 (90,9%) marueHTOB, YTO CTATUCTUYECKH 3HAYMMO 4Yallle, 4YeM B

CJIy4dac, cCJIM JAWarHoCThKa OCHOBBIBAJIACHh JIMIOIb Ha KIMHHKO-daHAMHCCTHUYCCKUX

naHHbIX (p<0,05), 4TO CBUAETENBCTBYET O AMATHOCTUYECKON 3HAUMMOCTH 3TOTO METO/1a

B IOCTaHOBKe quarto3a BBD.
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13;39% B KnuHuyeckunin guarHos
NoATBEPXKAEH

W KnuHWyeckuii guarHos
M3MeEHeH

Pucynox 34 — Yucno 6ompHbIX BED ¢ moaTBEp K IEHHBIM U M3MEHEHHBIM KIIMHHYECKIM

JIrarHo3om mnocie nposeaeHus MAK, n=33

3.6. PesyabTaTrbl Hapy:xkHoil Tepanun ¢ npuMeHeHueM HAIIC y 00abHBIX

BBD ¢ 3po3uBHO-I3BEHHBIMH Je()eKTaMi KOKH € Pa3JIUYHBIM CPOKOM

AMUTETU3ANUH

3.6.1 DddexTuBHOCT Hapy:xkHOH Tepanuum ¢ npumeHenumem HAIIC vy

00sabHBIX BB ¢ 3p03uBHO-sI3BeHHBIMH Je()eKTaMH KOKH C JJINTEIbHOCTHIO

cyliecTBOBaHusI MeHee 1 mecsana

Ucxonnas miomans 52 3po3uil U si3B CO CPOKOM CyIIECTBOBAHUS MeHee 1 mecsia
cocrasmia ot 0,5 cm? 10 300 cM?, B cpeaneM — 15,594+42,84 cm?.

[Tnomans nedeKTOB KOXKHU, COCTABISABINAS TEpe] HadajaoM TEpanmuu B CPEIHEM
15,59442,84 c¢M?, CTATUCTMYECKH 3HAYMMO YMEHBINIWIACH K 14-My JHIO JIEUYEHHS 10

5,79+15,15 cm? (p<0,05). Jlons cOKpalieHusl IUIOIaAM COCTaBMJIa B CPEOHEM

68,2+35,5% (Pucynok 35).

Jlo neyeHus
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Pucynox 35 — I[Tamment C., 51 roa. CpenHeTspkenblid NOrpaHUYHbIN bBO.
Knunuueckas sppexrunocts npumenenns HAIIC B Buae nmomnoro 3axuBienus (A, I)

u yactuunol >nutenusaiyu (b, B, JI, E) snurenuzamuu spo3uit Ha 14-i 1eHs Tepanuu

17 u3 52 (32,7%) 3p0o3uii SMUTETU3UPOBATHMCH MTOHOCTHIO. [Lmomans 14 (26,9%)
apo3uil ymensimiack Ha 75% u 6omnee. [Inomans 6 (11,5%) sposuit cokpaTuiach Ha
50-75%, 5 (9,6%) spo3uit — Ha 25-50%. Coxpamenne miomwaan 10 (19,2%) sposuit

coctaBmiio MeHee 25% (Pucynok 36).
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100,0% BHa0-<25%

80,0% Ha 25% - <50%

60,0% Ha 50% - <75%

WHa75%-

40,0%
<100%

20,0%

0,0%

Pucynok 36 — Pacnpenenenue 3po3uBHO-SI3BEHHBIX 1€PEKTOB KOXKH C JJIUTEIbHOCTHIO
cyuiecTBoBaHus MeHee 1 mecaua y 6onapHbIXx BBD mo none cokparienus miomaan Ha
14-i1 nens Tepanuu ¢ npumenenueM HAIIC (n=52)

Ha 30-i1 neHb 3HAUEHHME IUIOLIAAN SPO3UI/A3B BapbupoBano ot 0 cM? 1o 65 cM?, B
cpenaeM — 4,6+13.43 cm?, J0NA COKpalleHHs IUIOIAJM COCTaBHMJIa B CPEIHEM
82,27+34,52%. Ilponomxenune neuenus ¢ npumeHeHnem HAIIC mo3Bonmiio moctudb
nonHo osnurenuzanuu 40 (76,92%) osposuit. Ilnomaas oxnoit 3pos3uu  (1,93%)
yMenpimmiiach Ha 75-100%, a 3-x oaposuit (5,77%) cokparumace Ha 25-50%.
OTcyTCTBUE MOJIOKUTENBHONW NUHAMHUKK HaOmonanu y 8 (15,38%) spo3uil/a3B, o yem

CBUJICTEIILCTBYET YMEHbIIICHUE IpO3uil MeHee, ueM Ha 25% (Pucynok 37).
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60%

MHa0-<25%

50% 39%

0% 1% Ha 25% - <50%
40%
’ Ha 50% - <75%

30% W Ha 75%-<100%
W Ha 100%
20%

10%

0%

Pucynok 37 — Pacnpenenenue 3po3uBHO-SI3BEHHBIX 1€PEKTOB KOXKH C JJIUTEIbHOCTHIO
cyliecTBoBaHMs MeHee 1 Mecsaua y 6oipHbIXx BBD mo none cokpamienus miomaau Ha
30-# nenn Tepanuu ¢ npumenenneM HAIIC (n=52)

Tepanust ¢ ucnonb3oBannem HAIIC mno3Bonuia JOCTUTHYTh CTATUCTHUECKU
3HAYMMOI'0 YMEHBIIEHUS MIomaau 3po3uit Ha 14-it u 30-i nuu (p<0,05). Kpome Toro,

OTMEUEHO CTATUCTUYECKU 3HAYMMOE YMEHbIIICHUE TUIoMaau Mexay 14-m u 30-M qHAMU

(Tabmuna 14).

Tabmuna 14 — JlunamMuka IUIOMIAA 3PO3UMA U SI3B C JUIMTEIBHOCTHIO CYIIECTBOBAHUS

MmeHnee 1 mecsna nocne npumeHeHust HAIIC (n=52)

Hcxonnas Ilnomann JoJs1 cokpaleHus Ilnomann HoJs cokpameHust
IJIOIAAb, cM? |Ha 14-ii neHb, cM? | miaomaan Ha 14-ii [Ha 30-ii geHb, cM?| miomaau Ha 30-i
AeHb, Yo JAeHb, %
15,60+42,84 5,80+15,15* 68,23+£35,24 4,67+13,43%, ** 82,27+34,52
(0,5-300) (0=72) (0—65)

[Ipumeuanne: * — CTATUCTUYCCKH 3HAYMMBIC OTJIMYMS OT MCXOHOM IIJIOMIAINA dPO3HH U
3B TIPU YPOBHE CTaTUCTHYECKOW 3Haummoctu p<0,05; ** — craTucTuyecku 3HAYNMbIC
OTJINYMS OT IUIOWIAJA SpO3uid U 3B Ha 14-i1 JeHb NpPU YPOBHE CTATHCTUYECKOU
3HauuMocTH p<0,05.
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3.6.2. PesyabTarsl HapykHOH Tepanuu ¢ npuMeHeHueM HAIIC y 0oabHBIX

Bb3 ¢ panTeqbHO He 32:KMBAIOIIUMHU 3PO3USIMU/A3BAMH

Ncxonnas mnomans 21 3po3un/s3Bel ¢ IITUTEIHRHOCTBIO CYIIeCTBOBaHUs Ooiee |
mecsna Bapsuposana ot 0,70 cm? o 45,00 cm?, coctaBisas B cpenneM — 10,77+11,46
cm?,

Ha 14-ii nenp Tepanmuu IJIOMIAJlb 3PO3HI/A3B 3HAYUTEIHLHO yMEHBIIWIACH IO
CpaBHEHUIO C UCXOAHOM Tmomanso 10,77£11,47 cM? B cpeanem 1o 6,99+9,32 cm?
(p<0,05). CokpailieHue TI0MAANA ITUTEIBHO HE 3aKUBAIOIIUX dPO3UM/A3B K 14-My JHIO
npumenenust HAIIC cocraBumno 52,23+42,25%.

N3 21 nautenbHO HE 3a)KUBAIOIIEH 3PO3UU/A3BBI MOTHOCTHIO 3aKuin 6 (28,6%)
sposuit. [lnomans 1 (4,7%) spo3uun cokparmnack Ha 75%-100%. Ilnomans 5 (23,8%)
nedexkToB Koxku cokpatmwiach Ha 50-75%, 3 (14,3%) spo3un cokpaTwiuch Ha 25—

<50%. 6 spo3uii (28,6%) yMEHBIIWIKCH MO IJIOIIAAN MeHee, yeM Ha 25% (PucyHnok
39).

100,00% W Ha 100%

Ha 75% - <100%
80,00%
Ha 50% - <75%
60,00% B Ha 25% - <50%

40,00% B Ha0-<25%

20,00%

0,00%

Pucynok 39 - PacrnpezgeneHue MIMTENBHO HE 3a)KMBAIOIIUX JPO3UI/A3B Yy OOIBHBIX

BBbD no pone cokpamenus miomanu Ha 14-ii nenb tepanuu ¢ npumeHenuem HAITIC
(n=21)

CnabonoaoKuTelIbHas JUHaMHUKa 3aXUBJICHHUA MJIHUTCIIBHO HE 3aXXHUBArOIIUX

Apo3uii npecTaBiieHa Ha pucyHke 40.
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J1o neyeHus

Pucynok 40 — CnabomnonoxxurenpHas guHamuka Ha Gone npumeHeruss HAIIC y

6onsHOM curapomom Kunmnep (A, I') u 6onbubix TspkensimM PIIBD (b, B, /1, E).

Ha 30-i1 nens npumenenuss HAIIC miomans spo3uii cocraBuiia ot 0 cm? 10 30,40
cM?, CTATHCTUYECKH 3HAYMMO YMEHBIUMBIIUCh KaK II0 CPABHEHHIO C MCXOIHOM
IJIONIAIbI0, TAK U 110 CPABHEHUIO C TUIOIIA/IbI0, OTMEUEHHON Ha 14-i1 e’ Tepanuu, 10
5,20+7,88 cm? (p<0,05, p<0,05 coorsercrBenHo) (Tabmuma 15). Jlons cokpamieHus

IJIOIIA/IA 110 CPABHEHUIO C UCXOHOM TUIOMIA/bI0 cocTaBuiia B cpeanemM 67,05+39,78%.

Tabnuna 15 — JluHaMuka M3MEHEHUs TUIOLIAN JAJIMTENBHO HE 3aKUBAIOIINUX 3PO3UM U
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s3B niociie npumenenuss HAIIC (n=21)

Hoast Hoas
Hcxoanas Iliomanp Ha COKpalIeHHUs Iliomanp Ha COKpaLIeHHs:
niomaab, cM? | 14-ii genb, cM? | miaomaau Ha 14-ii | 30-ii genb, cM? | muiomanu Ha 30-i
JAeHb, Yo aeHb, %
107751147 |  6,99£9,32% 5 2047 8% ¥
(ot 0,70 no (ot 0 1o 36,20) 52,23+42,25 ’ o 67,05+£39,78
45.00) (ot 0 10 30,40)

* — CTATUCTUYECKHU 3HAYMMBIC OTJIMYHUS OT BETUYMHBI UCXOTHOW TIJIOMAIN MPU YPOBHE
cTaTucThuuecko 3HauuMoctu p<0,05; ** — cTaTUCTHYECKM 3HAYMMBIC OTJIUYHUS OT

BEJINYMHBI IJIOIAIN HA 14-11 AeHp IPU YPOBHE CTAaTUCTUYECKOU 3HaunMocTu p<0,05

Ha 30-ii nenp Tepanuu 061710 OTMEUYEHO MojHOoe 3axuBieHue 8 (38,1%) spo3uii, 5
(23,8%) spo3uii ymeHbIIWINUCH B pazMmepax Ha 75—<100%. [Tmomans 5 (23,8%) spo3uit
cokparuiiack Ha 25-50%, eme 3 spo3un (14,3%) cokpaTUINCh B pa3Mepax MEHee, YeM

Ha 25% (Pucynox 41).

100,00% M Ha 100%

Ha 75% - <100%
80,00%
Ha 50% - <75%
60,00% B Ha 25% - <50%

40}00% WHa0-<25%

20,00%

0,00%

Pucynox 41 - PacnpeneneHue JIUTEIBHO HE 3aKUBAIONIUX DPO3HI/SI3B Y OOJIBHBIX
BBED no none cokpamenusa miomand Ha 30-i geHp Ttepanuu ¢ npumenenuem HAIIC
(n=21)

CpaBHEHHE UCXOTHOW TUIOMIAAN dPO3Uil 0€3 HapyIICHUS! CPOKOB 3aKHUBJICHUS U

JIUTCJIBHO HE€ 3aXHUBArOIMuXx 3p03PII>i/$I3B II0Ka3aJlo, 4YTO CTAaTUCTHYCCKH 3HaduMast
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pasHuna orcyrctByer (p>0,05), yTO CBHUAETENBCTBYET O TOM, YTO ILIOLIAAb B ITHX
rpynmnax 3po3uil He UMEET 3HAUMMBIX Pa3JIM4Hi.

Ha 14-e cyrkum tepanuu ¢ npumeHenueM HAIIC orcyTcTByeT aocTOBEpHas
pa3HULA MEXY 3HaYECHUEM IUIOIIAU SPO3UH C JUINTEIbHOCTBIO CYIIECTBOBAHUS MEHEE
1 Mecsima v ITUTENNBHO HE 3a)KUBAIOIINX dpo3uit/s3B (p>0,05).

CraTucTuecku 3HayMMas pa3HULA TaKKe OTCYTCTBYET B JI0JIE COKpAIICHMS
IUIOIIA/IM SPO3U 0€3 HapyLIEHHs] CPOKOB SMUTEIN3ALMHU U JJIUTEIBHO HE 3aKUBAOLINX
spo3uil/a3B Ha 14-ii nenp (p>0,05). Ognako, Ha 30-ii AeHb Tepanuu ¢ TPUMEHEHUEM
NIEPEBSA30YHBIX  CPEACTB  COKpAUlCHUE IUIO@AAW JPO3UA € JUIMTEIBHOCTBHIO
CYILIECTBOBAaHMSI MeHee |1 Mecsla JOCTOBEpHO O0Jiee BBIPAKEHO IO CPAaBHEHHIO C

IJIOIIA/IbIO JUTUTEBHO HE 3aKUBAIOIIUX Apo3uit/a3B (p<0,05).

3.7. IdpPpexkruBHocTh Tepanmuu OouabHbIX P/ABI, IIrpbld m cuHapoMom

Kungsiep mnociae BHYTPHKOKHOTO BBeJeHHSl CYCIEH3MHM AJJIOTE€HHBIX

(puodpodsiacToB B Kpas NJINTEJIbHO He 32:KHUBAIOIIAX 3PO3MBHO-A3BEHHBIX

ne(eKTOB KOXKH

Ncxomnas momaas 25 3po3uil U 3B ¢ IIMTEIBHOCTHIO CYIIECTBOBaHUS Ooiee 1
Mmecsna Bapeuposana ot 0,7 cm? 1o 30 cm?, B cpeqaeM — 9,6+7,8 cm?.

Ha 14-ii genp nociae BHYTPHKOXHOro BBeneHus AD B konuenrpanusx 5x10°,
10x10% u 20x10° xin/Ma 3aperucTpupoBaHO IIONHOE 3axkuBieHue 13 (52%) u3 25
JUTUTEIBHO HE 3aXUBaOMMX 3po3uit. CokpalleHue ionaan 3po3uil/sa3B Ha0II01an0Ch
B nuama3one 0-25%, 25-50%, 50-75% (Pucynoxk 42 A, B), u 75%-100% (Pucynok 42 b,
I).

Jlo neyenus
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VXL TLSERG A0

V-1 0l—6 8 L 8NGEy

PR-JB18D81 MMM

Pucynok 42 — Ilanuent C., 51 roxa. Cpeanersbkensiii [Irpbd. 3naunTensHoe
yJIy4IlIeHHE B BUJIE COKpaIIeHHs Tutomiaau spo3uit Ha 52% (A, B) u 76,8% (b, I') mocne

BHYTpPUKOKHOTO BBeieHUsI AD Ha 14-i1 nens Tepanuu

Pacnipenenenne uwmcna 3posuit Obuto paBHOMEpHbIM, T0 3 (12%) spo3uu B
kaxaon rpynne (Pucynok 43). OtpunatenbHON JUHAMHKA B BHJAE YBEIWYEHUS
UCXOJHOM TuTomaam 3po3uid mocne BBenaeHus AD Ha 14 nmeHbp He 3aUKCHPOBAHO.
[nomans spo3uii Ha 14 nens cocraBuna ot 0 cm? 1o 13 cM?, B cpennem — 3,5+4,6 cm?

(p<0,05). Jlonst coxpareHust mionaau cocTaBuiia B cpeaaeM 72,6+£35,4%.
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100%
90%

80% B yxyalieHue

70% BmHa0-<25%

60% Ha 25% - <50%

50% M Ha 50%-<75%

B Ha 75% - <100%
40%
W Ha 100%
30%

20%

10%

0%

Pucynoxk 43 — PacnpeneneHue IIMTEIBHO HE 3a)KUBAIOIIMX JPO3UIN/A3B Y OOIBHBIX
BBED no posne cokpamieHus miomanan Ha 14-i AeHb Mociie BHYTPUKOKHOTO BBEIACHUS
AD (n=25)

Ha 30-i1 nenp Tepanuu gocturnyTa nosHas snurenusauus 20 (80%) sposuid. Ilo
1 (4%) muommaap Apo3uil cokpaTuch B auamnazone 75—<100%, 50-75%. B ananazone
25 —<50% spo3un orcyTcTBOBaIU. C1abonooKuTeNbHAS IUHAMUKA C YMEHBLICHUEM
wionaad MeHee, dem Ha 25%, 3adukcupoBana co cropoHsl 3 (12%) »sposuii
YBenuueHus: UCXOAHOW Iuomaan 3po3uil mocie BBeaeHuss AD Ha 30-ii 1eHb He
sadukcuposano (Pucynok 44). Ilnomans >posuii Ha 30-i neHb cocraBuiaa oT 0 cM? 10
14,5 cm?, B cpeqem — 1,9+4.3 cm? (p<0,05). J{ons coKpalieHus IIOmany COCTaBuIa B

cpeaneM 86,44+31,5%.
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100%

90%
30% B yxyaweHue
BHa0-<25%
70%
Ha 25% - <50%
60%
Ha 50% - <75%
50%
B Ha 75% - <100%
40%
W Ha 100%

30%

20%

10%

0%

Pucynok 44 — PacnpeneneHve JUIMTEIBHO HE 3aKUBAIOIIUX APO3UI/SI3B Y OOIBHBIX
BBED no none ymenpmieHus miomaad Ha 30-i IeHb MOCIE BHYTPUKOXXHOTO BBEJCHUS
AD (n=25)

B pesynbrare nmpoBeneHHoro yieueHus Ha 14-it u 30-ii THU TTOCI€ BHYTPUKOKHOTO
BBCJCHUS  a/UIOTEHHBIX  (UOpPoOJACTOB  OTMEUEHO  CTAaTUCTHYECKH  3HAYUMOE

YMEHBIIICHUE TUIOIIAIN UIMTEIBHO HE 3a)xkuBaromux 3po3uit/sa3s (p<0,05) (Tabnwuia

16).

Tabnuma 16 — JlunaMuKa U3MEHEHHMS TUIOIIAIN JJTUTEILHO HE 3KMBAIOIIUX dPO3UMA H

3B TIOCJIC BBEJICHHSI AJJIOTEHHBIX PrOpoOIacTOB

Hcxoanas romans na Hoast cOKpameHnuﬂ oromas na 30-ii Joast COKpalIIeHl/I“ﬂ
IJIOIAAb, 14-ii enn, oM’ miomaan Ha 14-i 11eHD, em? momaan Ha 30-i
cm? ’ AeHb, % i aeHb, %
3,5+4,6 * 1,944 3% **
+ 2 D s + D 5 ) +
9,6+7,8 cM (010 10 13) 72,6+35,4 (010 10 14.5) 86,4+£31,5

* — CTATUCTUYECKU 3HAYMMBIC OTJIMYHUS OT BETUYMHBI UCXOTHOW TIJIOMIAU TPU YPOBHE
craTucTrHdeckoi 3HaunMoctu p<0,05; ** — craTUCTHYECKM 3HAYMMBIC OTIUYHUSA OT

BEJINYMHBI IJIOIIAAN HA 14-11 AeHb ITpU ypOBHE cTaTUCTUYECKOU 3HaunMoctu p<0,05
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AHaM3 pe3yJIbTaTOB II0Ka3aj, 4YTO BBEACHUE CYCIIEH3UH AaJIOTE€HHBIX
GuOpobacToB B Kaxkmoi koHueHtpanuu (5x10°, 10x10° u 20x10° k1/Mi1) nmpuBOAUT K
JIOCTOBEPHOMY YMEHBIIEHUIO miomaau Ha 14-it u 30-i1 1HU Tepanuu MO CPABHEHUIO C

ucxoaHou miomaasto (p<0,05) (Tabmauna 17).

Tabmuma 17 — JluHaMuKa TUIOMIAAXA APO3UM, B Kpas KOTOPHIX BBOJUJIM CYCIIEH3HIO

aJJTOTEHHBIX (PUOPOOIACTOB B PA3TUYHBIX KOHIEHTpALHIX, M*G.

Konuenrpanus Yucio ILnomans 3po3uit
(puodpodIacTOB | HHbEKUMI,
Hens 0, Henb 14, | BoipaxenHocts | JleHb | BblpaxkeHHOCTb
B CyCIIEH3UH
n o o YMEHBIIEHUS K 30, YMEHBILICHHUS K
14-my nH10, % o 30-my nar0, %
5 MuTH/MUIT 5 10,40+ 5,40+ 50,32+ 0+0* 100+0
5,12 3,97* 30,75
10 muH/MIn 9 4,06+ 0,67+ 94,67+ 0,50+ 96,00+
4,04 2,00%* 16,00 1,50* 12,00
20 muH/MI 11 13,86+ 4,98+ 64,76+ 3,95+ 72,50+
8,72 5,57* 40,91 5,90%* 43,51

prweqaﬂue: * — cmamucmuueckue 3HayuMble OMAUYUSL OM I’l]ZOLL!a()Z/l 3p03m7 6 Oenw (.

Ha 14-i1 nenp Tepanuu ¢ NpUMEHEHUEM AJIOTE€HHBIX (PUOPOOIACTOB BbISBIICHA
JIOCTOBEpHAs pa3HHUIIA B J0JIC YMEHBIIIEHUS TUIOMIAIN TOciie BBeeHHs (hruOpo0IacToB B
xouuenrpanuu 10x10° ki/mi (p<0,05). TTocie BBeneHMs alUIOTeHHBIX (HUOPOOIACTOB B
KOHLIEHTPAaILUU 5x10° /M u 20x10° xi/mn JIOCTOBEpHasi pa3Hula Ha 14-ii neHb
orcytctByeT (p>0,05).

CpaBHenue >(p(GEeKTUBHOCTH TpeX KOHIeHTpauui Ha 30-¢ CyTKH JICUCHHS HE
MOKa3aJ0 CTAaTUCTUYECKU 3HAYMMOM pa3HUIBI B J0JIC YMEHBIICHHS IUIOMIAIU TI0

CpPaBHEHHMIO ¢ UCXOAHOU miomaasto (p>0,05).
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CpaBuenue 3pdextuBHOCTU Tepanuu ¢ BBeaeHueM A® u npumenennem HAIIC y
OOJBHBIX C JJIUTEIHHO HE 3QKUBAIOIIMMHU dPO3USIMU/SI3BAMH MTPOIEMOHCTPUPOBAJIO, YTO
Ha 14-ii nenp nocne BBeneHust A® 13 pnurensHo He 3axkuBaromux (52%) spo3uii
MOJHOCTBIO  AnuTenu3upoBanuck. I[lmomaas 12 (48%) wu3z 25 jgiutenbHO HE
3KMABAIOIMX 3po3uid  ymeHbmmiack Ha 25-100%, 4YTO CBUAETENBCTBOBAIO O
KInHn4YeckoM yiyuiieHun (Pucynok 44 A). Ilpu stom Ha 14-if 1eHb MpUMEHEHUS
HAIIC mnonHoMy 3axkuBiieHHIO monaBepriuch 6 (28,6%) w3 21 jgiuurenbHO He
3KUBAIONICH 3po3un/s3Bbl. KIMHUUECKOE YIIy4IlIeHue B BHUJIE COKpAIEHUS MCXOJIHOU
wiomaan 9 sposuii Ha 25-99% wabmonanock B 42,8% ciyyaeB. OTCyTCTBUE TUHAMUKHU

oTMeueHo B 28,6% ciyuyaeB (Pucynok 44 b).

100%
90%
80%
70%
60%
50%
40%
30%
20%

10%

¥ Ha 100% 100% ¥ Ha 100%

Ha 75% - <100% Ha 75% - <100%
80%
Ha 50% - <75% Ha 50% - <75%

B Ha 25% - <50% 60% B Ha 25% - <50%

BHa0-<25% 20% B Ha0-<25%

20%

Pucynox 44 — Pesynbrats! npumenenus AD (A) u HAIIC (b) Ha 14-ii nenb y 6071bHBIX
BBD ¢ qiuTenbHO He 3a)KUBAIOIIMME 3PO3USIMHU/I3BaMU

CratucTuyecku 3HauYMMasi pa3HUIla OTCYTCTBOBAJIO IMPU CPAaBHEHUW 3HAYCHUM
HUCXOJHOW TUIOMIAAX JJIMTEILHO HE 3aKUBAIOUIUX HPO3UIH/A3B, HA KOTOpPBIC

HaknaaeiBam HATIC u B kotopsie BBoauaun A®D (p>0,05).
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Ha 14-ii nenp Tepanmuu OTMEYEHO CTATHUCTHYECKA 3HAYUMOE YMEHBIICHHE
TUIOMAAN JTMTEIIPHO HE 3)KMBAIONIUX DPO3HH/SA3B Kak mociie BBeAeHus AD, Tak u
nocie npumenenust HAIIC (p>0,05).

Onnako Ha 30-i JeHBb JeYEHHWE OTMEUYaeTCs JOCTOBEPHO Oojiee BBIPAKEHHOE
YMEHBIIICHUE IUIOMaau mocie BBeaeHUss AD B HE3aBUCUMOCTH OT KOHIEHTpALUU
cycnensuu B cpaBHeHuu c npumenenuem HAIIC (p<0,05). [ons cokparmieHus
wiomaan Ha 30-i geHp Takke 0osiee TOCTOBEPHO BhIpakeHA mocie npuMeHeHus: AD,
yeM nocie ucnonszoBanuss HAIIC (p<0,05).

UYepes 30 paHeil mocie BBeAEHUS aUIOTeHHBIX (GUOPOOIACTOB OTMEUYEHO
sakuBiieHne 20 (80%) (PucyHok 45A) mIMTENBHO HE 3a)KUBAIOIIMX JPO3UI/SA3B, UTO
HaOJFOIAJIOCh 3HAYUTENIBHO Yallle, YeM Yy TMalUeHTOB, KOTOPHIM HAKJIAIBIBATIH TOJIBKO

HEaJIre3UBHBIE MOBSI3KH, Y KOTOPBIX MOJTHOCTBIO AMUTEIU3UPOBAIUCH JUllb 8 (38,1%)

sposuii (Pucynok 455b).
A b
100%
90%
80% B Ha 100% 100% L00%
) MW Ha 0
70% W Ha 75% - <100% 90%
80% Ha 75% - <100%
0/ _ 0,
00% Ha SOz <T 70% W Ha 50% - <75%
50% W Ha 25% - <50% 60% 5 250% - <50%
Ha -
0% W Ha 0 - <25% 50% ’ ’
WHa0-<25%
30% H yXy4leHue 40% ’
’ 30%
20% 20%
10% 10%

0% 0%
(]

Pucynok 45 - Pesynbratel npumenenuss AD (A) u HAIIC (b) na 30-it neHb y 00JIbHBIX
BBD ¢ nnutenbHO He 3aKUBAOITUMU SPO3USIMU/SI3BaAMU
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3.8. /Inunamuka 3Kcnpeccuu CTPYKTYPHbIX 0enkoB (koJsuiarenbl VII m XVII

TUIOB, 0.3, B3 1 y2 nenu 1aMuHuHAa-332, 064 UHTErpNH, KUHAJNH-1) TepMoO-

MUAEPMAIBLHOI0 COeMHEHHUS B OMONTATAX KOXXU 00JIbHBIX BPOKIEHHBIM

OyJU1e3HBIM 3MUAEPMOJIN30M M0CJ€e BHYyTPUKOKHOTO BBeIeHHS AJJIOT€HHbIX

¢pudpodaacTon

Ha 14-e cyTku mpoBefeHO MOBTOPHOE B3ATHE OWOICHHM W3 KpaeB 24-X u3 25
JUIMTEIIbHO HE 3a)KUBAIOLIUX JPO3UI/S3B TOCJHE BHYTPUKOXKHBIX HHBEKIHN AD. B
OJHOM CITy4Yae MalKeHT MOJANKCa]l MMCbMEHHBIN 0TKa3 OT MPOBEICHUs OUOTICUH.

ITIpu nposenennn MAK 1o BBeaeHusi cycrneH3znud A®D BBISBICHO 3HAYUTEIBHOE
cHIKeHHe skcnpeccuu OenkoB (koyareHoB VII m XVII tumnos, a3-, f3- u y2-nenu
naMuHuHa-332, a6PB4 narerpun u kuuuH-1) B 20 (83,33%) ciiyyasx, He3HAUUTEIIBHOE
cHmkeHue skcrpeccun B 3 (12,5%) ciaydasx M OTCYTCTBHE JKCHPECCHH OCJIKOB B
obnactu aepmo-snuaepMaibHoi rpaHunsl B 1 (4,17%) ciyyae (Pucynok 46). YpoBeHb
HOPMaJIBHOM DKCIIPECCUU, COOTBETCTBYIOILIEH CBEYEHUIO B 3I0POBOM KOXKE, HU Y OJTHOTO

N3 IIAalIMCHTOB BLIAABJICH HC OBII.

HezHayuTeNbHOE CHMMEHWE 3KCNPECCHMA - 12,50%

OTcyTcTBUE 3KCNpEeccuu l 4,17%

0% 10% 20% 30% 40% 50% 60% 70% 80% 90%

Pucynok 46 — Crenenb CHMXKEHUSI SKCIPECCUM CTPYKTYpPHBIX OenkoB (kosareHa VII,
kowtareH XVII, B3-nenu namunwHa 332 W KUHIIAH-1) OEepMO-3IHIEPMATBHOTO
cOoeIUHEHHS B OHomTaTax Koxku 00ibpHbIX BED no BBenenus AD, n=24
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Pesynbrarel mpoBenenuss MAK Ha 14 pgeHp 1ocie BBEICHMS CYCIEH3UU
annoreHHbIX (udpobdracToB B 24-x OwonTarax KOXH OOHApYKEHO HE3HAYUTEIHHOE
noBeIeHue 3xkcnpeccun B oomact 10 (41,7%) nnuTenbHO HE 3aKUBAIOIIUX SPO3UBHO-
S3BEHHBIX J€(PEKTOB KOXKH. 3HAYUTEIBHOE TOBBIIIEHUE SKCIPECCUH OTMEYEHO B
obmactu 11 (45,8%) spo3uit. OTCYyTCTBHE NMHAMHKH DKCIPECCHU HAOIIOAAIOCH B
oomactu 3 (12,5%) sposuit, B kotopsie BBOAWIM AD. [lomHOTO BOCCTAHOBICHUS

HKCIPECCUU HE OTMEYAIOCHh HU B OTHOM U3 CIy4yaeB (PUCYHOK 47).

3Ha4yuTeNbHOE BOCCTAHOBNAEHME
I . 5, 30%
IKCNpeccun
HezHayuTenbHOe BOCCTAHOBNAEHME
I, 4 1,70%
IKCNpeccun

OTcyTcTBME AUHAMUKM - 12,50%

0% 10% 20% 30% 40% 50%

Pucynok 47 — JluHaMuKa MOBBIMIEHUST DKCIPECCUU CTPYKTYPHBIX OENKOB (KOJUlareHa
VII, xommaren XVII, B3-umenu namuuuHa 332 u kuHAIuH-1) B obiiactu niepmo-
AMUIEPMATILHOTO COCMHEHUs B OuomnTaTtax koku 0osibHBIX BBD Ha 14-i1 nenp mocie
BBeneHust AD

Takum 00pazoMm, MOJOXKUTEIbHAS JAMHAMHKA B BUJIC TOBBIIMICHUS HCXOIHOTO
YPOBHSI AKCIPECCUU CTPYKTYpHBIX OenkoB koxu (kojutaredH VII tuma, xommaren XVII
tuna u P3-uenp namuHuHA 332) mMOCIE BBEAEHUSA AJUIOTEHHBIX (huOpobi1acToB
HaOmonanace B 86,95% cnydaeB. OTCYyTCTBUE NTUHAMUKH SKCIPECCHMU OTMEYAIOCh B
13,05% nocne BBeaeHus AD (pucyHok 48). bello BBISIBICHO CTAaTUCTUUYECKU 3HAUYUMOE

YBCIIMYCHUC OKCIIPCCCUHU Ha 14-i ACHb IIOCJIC BBCIACHUHA CYCIICH3HMU aJIJIOTCHHBIX

¢budpobdnactos (p=0,049).
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OTcyTcTBUE AMHAMMKKM SKCNPeccumn . 13,05%

0% 20%  40%  60%  80%  100%
Pucynok 48 — JluHamuKa »KCIIpecCHMM CTPYKTYpPHBIX O€nkoB B OMoONTaTax KOXHU

OO0JILHBIX BPOXIACHHBIM 6YJ'IJ'IC3HBIM I ACPMOIIN30M Ha 14-i JCHDB I10CJIC BBCACHU AD

BrisBrena cinabas mosokutenbHas KoppessiiuonHas cBs3b (r=0,498, p=0,015)
MEXY BBIPAKECHHOCTBIO KIMHUYECKOro 3(deKrra, 3aKiII04aBIIErocs B YMEHBIICHUU
IJIONIAIM 3PO3UI/A3B, M BBIPAKEHHOCTHIO TOBBIIICHUS JKCIPECCUM AEDUITUTHBIX
oenkoB (komtareHa VII, xommaren XVII, B3-umenu namununa 332 u KuHIUH-1)
(Pucynox 49). KoppensilMOHHBIX CBSI3€M MEXIy J0JIEM COKpallleHus IUIoIaau
APO3UI/SI3B U BBIPAKEHHOCTHIO MOBBIIICHUS KCIIPECCUN CTPYKTYPHBIX OCJIKOB KOXKHU HE

YCTaHOBIICHO.
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35

R?=0,4986

35

Pucynox 49 — 3aBUCUMOCTh MEXIY TUIOMIAIBIO DPO3UIA/SI3B U CTEIICHBIO YBEIUUYCHUS
IKCIIpeccuu NePUIMTHBIX OETKOB B 00JaCTH JEPMO-3MUIECPMAIBHOIO COCIMHEHUS Ha
14-e cyTku Tepanuu ajuioreHHbIMU GpudpodIacTaMu

3.9. MoOHMTOPHHI  KJIMHHMYECKOI0  COCTOSAHHUSI  OOJIBHBIX  MOCJIe

BHYTPHKOKHOI'0 BBeICHUS AJVIOTeHHBbIX (pOpod1acToB

Yepes 3 mecsiua mnociie BBEIEHUS aJUIOT€HHbIX (uOpoOnacToB OOJBHBIM
IIPOBEJICHA OLIEHKA COCTOSHUS KOKH B MECTE MHBEKIU .

N3 20 3axuBmmx k 30-m cyTkam 3pos3wmii/s3B B obnactu 13 (65%) u3 Hux He
Ha0JII01AJIOCh CIIOHTAHHOTO 00pa30BaHMs HOBBIX IMy3bIpei/apo3uil. B o6nactu 7 (35%)
9PO3Hi1 HOBBIE IPO3UU U MY3bIPU MPOAOIKIIN NOSBIATECA (Pucynok 50). OOpa3zoBanue
HOBBIX MYy3bIPEW/3p03uil BCJEICTBHE MEXaHUYEeCKoW TpaBMbl oTMedeHo B 4 (57,2%)

clly4asix, a CIOHTaHHOE BO3HMKHOBEHHE HaOmonanock B 3 (42,8%) ciayyasx.
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" . 35%
MoeTopHoe obpa3osaHne Nysbipeit/apo3mii

65%

T o e e 13

0 2 4 6 8 10 12 14

OTH., % ™ AB6C.

Pucynox 50 — Pacmpeznenenue 3po3uii/s3B MO0 HAJIMYUIO MOBTOPHOTO 0Opa3OBaHUS
ApO3uii/my3sipeit yepes 3 Mecsliia Mocjie BBEJEHUS alOorTeHHbIX puopodacToB (n=25)

N3 5 sposmii, He 3axkuBmux Ha 30-e cyTku mocie BBeneHus ¢pudpodmactos, 2
APO3HH MUTETUZUPOBATUCH OJHOCTHIO Yepe3 3 MecALa, OTHAKO MOCIIE 3aKUBIICHHS Ha
WX MECTE BHOBb IMPOM3OIILIO CIIOHTAHHOE 00pa30BaHME HOBBIX DJIEMEHTOB. 3 3pO3UU
MOJIHOCTBIO HE 3MUTENU3UpOBaIuCh. Uepes 3 mecsla co CTOPOHBI MATOJIOTHMYECKOTO
npoliecca MOJIOKUTEIbHON JUHAMUKH He HaOmonaitock. OO0ObEM U XapakTep dKCCyAara,

Kpasi ¥ pazmep 3po3uit octainuch npexkuumu (Tabmuna 18).

Tabnuna 18 — JlnurenbHO He 3a)KMBAIOIIKE 3PO3UH, HE dNUTEIU3upoBaBrecs Ha 30-¢

CYTKH TIOCJIe BBEJICHUS aJUIOTeHHBIX (udpodiacToB (n=5)

JlunamMuKa 32:KMBJIeHUS Yepe3
Yucsi0 3po3uid 3 Mecsina nmocJie BBeJACHUS
aJI0oreHHbIX GudpodaIacToB

XapakrepucTuKa Mecra
HHBEKLIHUH 0c/e Tepanuu

Hammuue HOBBIX

2 [Tonnas snurenu3anus o .
ny3blpei/apo3uit

OTtcyTcTBUE AMHAMUKY (SPO3HH

3 Opo3uH HE HNUTETNUZUPOBAIUCH .
COXPaHUJIM MPEKHUNA pazmep)
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SAKJITIOYEHUE

BBD sBnsiercs rpynmnoi reHeTHYecKnx 3a00JeBaHNN KOKH, XapaKTePU3YIOMICHCS
MaTOJOTUYECKON XPYMKOCTHIO KOKHBIX MOKPOBOB, BOSHUKAIOIIEH BCIEIACTBUE MYyTallU
B T'€HaX CTPYKTYPHBIX OE€JIKOB AMUAEPMUCA U JEPMO-3IUIECPMAIBHOIO COCAUHEHUSI.
BBD otHOcuTcs K opdaHHBIM M UHBaMMAu3UpyromuM 3aboneBanusiM (Fine J.D.,
Bruckner-Tuderman L., Eady R.A. et al., 2014).

VYuuThiBas BOBJICUCHHE B TaTOreHe3 3a0oieBanus 6osee 20 CTpyKTYpHBIX OEIKOB
Kok, BBD xapakrepusyercsi MHOTO0Opa3ueM KIMHUYECKUX MPOSBICHUN U HATUIUEM
o6onee 30 KIMHUYECKUX TMOJTUIIOB, YTO CYIIECTBEHHO 3aTpPYyJHSAET JIUAarHOCTHKY.
HeoOxoaumo  MCHONB30BaHUWE METOJa HMMYHOQIIOOPECHEHTHOIO  AHTUT€HHOTO
KapTUPOBAHUS I BepU(PUKAIMK KIMHUYECKOTO JUarHo3a C 1EJbI0 BBISIBJICHUS
Ne(UIUTHOTO CTPYKTYpHOro Oejika B 30HE JEpPMO-3MUIACPMAIBHOIO COYJICHEHHUS B
ouonTaTtax koxu 00ibHBIX (Rao R., Mellerio J., Groves R. and Bhogal B., 2012). Tun
MyTallid B TeHAaX, KOJUPYIOMIMX OCNKH, U CTPYKTypa camMoro OejKa Ompeaessior
TSDKECTh KIIMHUYECKUX MPOSIBICHUM OYIIE3HOTO SMUJIEPMOJIN3a.

K k1uHuUYecKuM MpPOSBIACHUSM TSKEJIOrO MOATHUIIA PEIECCUBHOTO AUCTPO(PUUIECKOTo
OyJUIE3HOTO DJIUIAEPMOTU3a OTHOCSTCS TEHEPATH30BAHHOE TMOPAKEHHUE KOXKHOTO
MOKPOBA M CIU3UCTHIX 000JI0OUYEK BHYTPEHHHX OpPraHoB. Y TakuX OOJBHBIX B JIETCKOM
BO3pacTe OBICTPO Pa3BUBAIOTCS OCIOXHEHHS TI0 THUITY T[ICEBIOCHUHIAKTUIIUMH,
MUKPOCTOMHH, aHKUJIOTJIOCCHUHU, KOHTpakTyp cyctaBoB (Fine JD., 2010). CmepTenbHoe
OCJIO)KHEHHE PELECCUBHOTIO IUCTPOPUUECKOTO TUIMA OYJUIE3HOTO SIUAEPMOIU3A —
MJIOCKOKJIETOYHBIM PaK KOXKH, pa3BUBAIONIUICS B 00JIACTU JUIUTEITHLHO HE 32)KUBAIOIINX
sposuii/sa3e (Mellerio J.E., Robertson S.J., Bernardis C. et al, 2015). OcHOBHBIM
METOJIOM JICUCHHSI OOJBHBIX OYJUIE3HBIM AIUIAECPMOJIM30M OCTACTCSl HApyKHas Teparusl
C NMPUMEHEHUEM HEAJre3UBHBIX aTPABMATUUYECKHX IEPEBS30UYHBIX CPEACTB C IIEJIbIO
YCKOPEHHUsI 3aKUBJICHUSI 3PO3UBHO-53BEHHBIX JaedekToB koxku (KybanoB A. A. u np.,
2019 noBsizku). OnHako, 3(PGEeKTHBHOCTh JAaHHBIX CPEJACTB HEIOCTATOYHA IS

TCpaAIllnK JJIUTCIBHO HC 3aKUBAIOIIUX 3p03HfI/$I3B, B CBA3HU C YEM COBPCMCHHBIC MCTO/AbI
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TCpAIllMK HAIIPpABJICHBI HAd CTHUMYJIOWUIO JIIMTCIIM3dllMU, BOCCTAHOBJICHHUC CHHTC3a

NeUIUTHBIX CTPYKTYPHBIX OCIKOB KOXKU M KOPPEKIUIO MyTallni.

B pesymprare mnpoBenéHHON pabOTBl HAa OCHOBAHWM TIOJYYCHHBIX JAHHBIX
MOKa3aTellb  PaclpOCTPAHEHHOCTH BPOXKIECHHOTO OyJUIE3HOTO 3OUAEPMOJid3a B
Poccuiickoii ®enepanuu, corigacHo ormeHke, B 2017 roxy - 4,24 Ha MWUIMOH
Hacenenus, B 2018 romy — 5,29 na mwumon Hacenenus, B 2019 rony - 4,44 Ha
MUJUTHOH HacelieHus. 3a00J1eBaeMOCTh BPOXKIECHHBIM OYyJUIC3HBIM  AIHICPMOIU30M
Bcero HaceneHusa Poccuiickoii @enepanuu B 2017 rogy cocraBmia 0,25 HA MUUIMOH
HaceneHusd, B 2018 roay - 0,22 va mummon Bcero Hacenenus, B 2019 rogy - 0,18 Ha
MUWJUIMOH BCEro HaceseHusi. JlabopaTopHOoe MOATBEpP)KIACHUE IUarHO3a KaKUM-JIHO0
METOJIOM OBLIO OCYIIECTBICHO TOJIBKO Y 88 (19%) nanmentoB. Y 154 (34%) nanueHToB
JIMAarHo3 ObLJI YCTAHOBJIEH TOJIBKO Ha OCHOBAHMM KIMHUYECKUX JIaHHBIX M JaHHBIX
anamuesa. J{nsg 210 (46%) manueHTOB JaHHBIE IO JIAOOpPATOPHOMY OOCJIEIOBAHHUIO T10
noogy BBD orcyrctByror. W3 88 manuMeHTOB, HMEWOIMX J1A0OpaTOPHOE
NOATBEPkKAEHUE auarHo3a BBD, MeTogoM THCTOJIOrMYECKOro MCCIEeI0BaHUS IUAarHO3
noaTBepxacH 24 (5%) nanuentam. Metrogom PU® nuarno3z BBD noareepxkaen 3 (1%)
nainueHTaM. MeTooM INeHeTHYECKOTO MCCIENOBaHUs JAUArHo3 MOJATBEpkIeH 28 (6%)
MalueHTaMm.

[lo pe3ynbraTaMm NPOBEIEHHOIO HWMMYHO(MIIOOPECIIEHTHOTO aHTUT€HHOIO
kaptupoBanus y 20 (60,61%) 60mpHBIX U3 33 KIMHUYECKHUI TUArHO3 MOATBEPKIEH. 13
(39,39%) GonbHBIM OocHOBHOM TN BBD 0BT M3MeneH. Jlmarnoctnka BB mertomom
NAK no3Bonuna onpeaenuth noATtun 3adosieBanus y 30 (90,9%) manueHTOB, 4TO
CTATUCTUYECKU 3HAUYMMO 4Yalle, YeM B CIIydae, €Clid JUAarHOCTUKA OCHOBBIBAJIACH JIUIIb
Ha KJIMHUKO-aHaMHeCcTH4YecKuX aHHbIx (p<0,05).

[Ipu o6cnenoBanuu y 11 nanuentoB ¢ PIIBD u IIrpb3 BeisiBneHo 98 spo3uii, u3
KOTOPBIX 52 5p0o3uu CyIIECTBOBAIM Ha KOxke He Oosee 1 mecsna, u 46 MIUTETLHO HE
3KUBAIOIINX JPO3UBHO-I3BEHHBIX JedekToB. I[locine mnpuMeHeHHsT HeaaAre3uBHOTO
MEPEeBS30YHOTO MaTepraia Ha JpO3uu 0e3 HapyIlIeHHs Cpoka 3axkuBieHus Ha 30-e

CyTKu HaOmonanach mnojHas osmutenu3auus 40 (76,92%) ospos3uit. Tepamus ¢
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npumeHenueM HAITIC no3Bonuiia 1OCTUTHYTh CTATUCTUYECKH 3HAUUMOTO YMEHBIIICHUS
rtomaau 3po3uii Ha 30 menb (p<0,05). 3HaueHne TIoMAIN YPO3HIA/I3B BAPHUPOBAIIO OT
0 cM? 10 65 cM?, B cpennem — 4,6+13,43 cm?, 1018 COKpALIEHHs TUIOIAIU COCTABUIIA B
cpennem 82,27+34,52 cm?. Ha 30-it nesp tTepanuu ¢ ucrnonbzoBanueM HAIIC 6wu1o
oTMe4eHO ToiHoe 3axkuBieHue 8 (38,1%) u3 21 mIUTeNnbHO HE 3aKUBAIOIIEH SPO3UH.
[nomanp spo3uit cocrapisiia oT 0 cm? o 30,4 cm?, B cpennem — 5,2+7,8 cM?, J0JIS
COKpAIIlICHU IUIOIIA/IN cocTaBwiIa B cpeinem 67,05+39,77 cm2.

BHYTpUKOX)HOE€ BBEIECHHE CYCIIEH3UM AJUIOT€HHBIX (UOpoOmacTtoB B kpas 25
JUTUTEIIbHO HE 32’KHUBAIOIINX PO3UBHO-SI3BEHHBIX JE(EKTOB KOXKHU MPUBEIIO K MOTHOMY
3axkuBiieHno 20 (80%) spo3uit Ha 30-i1 neHp Tepanuu. B pesynpTaTe nmpoBEIEHHOTO
neyeHusas Ha 14-ii m 30-1 1OHM Tepanmuu OTMEYEHO CTAaTUCTHYECKH 3HAYMMOE
YMEHBIICHUE TJIOMIAIA AITUTEIBHO HE 3aXHUBaroImuX 3po3uit/sa3B (p<0,05). BeisBieHs
CTaTUCTUYECKU 3HAYUMBIE Pa3JIMuMsl B JOJIE€ COKpPAIICHUM IUTomaau »po3urd Ha 30-i
nenb nocne npuMmeneHus A® (p<0,05). Honsa cokpamenus rwiomand Ha 30-i 1eHb
Takke OoJiee JIOCTOBEPHO BbIpaXKeHa TMocjie mnpuMeHeHus AD, yeM mocie
ucnoias3oBanus HATIC (p<0,05).

[Tocne BBeAeHUS alIOTeHHBIX (UOPOOIACTOB MOJOKUTEIIbHAS JUHAMUKA B BHJIC
MOBBIIIIEHUS UCXOAHOTO YPOBHS IKCIPECCUU CTPYKTYPHBIX OKOB KOXkH (kosutareH VII
turna, koyared XVII tuna u f3-uens mamuanda 332) vabnronanock B 86,95% cinydaes.
bbIIO BBISIBJIEHO CTAaTHCTUYECKH 3HAYMMOE YBEIWYEHUE HKcnpeccuu Ha 14-i1 1eHb
MOCJIe BBEICHUS CYCIIEH3UU aluIoreHHbIX puopodaactoB (p=0,049).

Koppensimonnslii aHanu3 BBIABIII CJIA0YIO TMOJIOKHUTEIBHYIO KOPPEISIIMOHHYIO
cBsa3b (r=0,498, p=0,015) Mexay yMeHBbIIEHUEM IUIOMIAAN DSPO3U/sI3B U Oojiee
BBIPQKEHHBIM TMOBBIIIEHUEM J3Kcrpeccud aepuuuTHbix OenkoB (kojutareHa VI,
kosutareH X VII, B3-mienu namuauHa 332 v KuHAH-1).

Takum oOpa3zoM, pe3ysibTaThl MIPOBEAECHHBIX HUCCIIECIOBAHUIN CBUIACTEILCTBYIOT O
HEJI0OCTAaTOYHOM J1a00PaTOPHOUM JUATHOCTUKE BPOKIACHHOTO OYJIIIE3HOTO IMHICPMOIIH3A
Ha Teppuropun Poccuiickon denepanuu, a TAaKKE O HU3KOM IPOLEHTE MPUMECHEHHUS

HEAAT€3UBHBIX MNEPEBA30OYHBIX CpCacCTB IHarmucHTaMHMU. MGTOJI
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UMMYHO(DIIOOPECHEHTHOIO aHTUI€HHOTO KAPTUPOBAaHUS IO3BOJSET ONPEIEIUTH
neUIUTHBIN O€JOK B 30HE JEPMO-3MUACPMATBHOTO COSIUHEHUSI, YTO UMEET BBHICOKYIO
JTUArHOCTHYECKYIO 3HAYUMOCTD Il yTOYHEHHS TUTA OYJIE3HOTO 31U IEPMOIH3a.
Hcnonp30BaHne  HEAATE3MBHBIX  IEPEBSA30YHBIX  CPEICTB  MPUBOAUT K
AMUTENU3ALNN IPO3UN/A3B 0€3 HapyIICHUsS CPOKOB 3aKMBJICHHUS, B TO BpPEeMs Kak HX
IPUMEHEHUE Ha JUIMTENIbHO HE 3aXMBawollue 3po3uu Manod(pdextuBHO. BBenenue
aJIJIOTEHHBIX (pUOPOOIIACTOB CIIOCOOCTBYET SMUTENN3ALNN JATUTENBHO HE 3aKUBAIOLINX
spo3uil B 80% cilydaeB U BOCCTAHOBJIEHUIO CUHTE3a AEPUIUTHBIX CTPYKTYPHBIX OEIKOB
JNEPMO-3IUAEPMAIIBHOIO  cOoeauHEHUs . Ha OCHOBaHMM  TOJIy4EHHBIX JAHHBIX
pa3paboTaHbl MOJXOJbl K METOAAM JIMarHOCTHKU M TE€PANU BPOXKACHHOTO OYJIIIE3HOTO

AMUACPMONHN3A.
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BbIBO/IbI

[TokazaTenu 3a007€Ba€MOCTH M PACIIPOCTPAHEHHOCTH BPOXKIACHHOTO OYJUIE3HOTO
snuaepmoinn3a B Poccuiickoit ®enepaniud COMOCTaBUMBI € MEXKIYHAPOIHBIM
ypoBHeM u coctaBisoT 0,18 u 4,44 Ha MWIITMOH HAceJIeHUs] COOTBETCTBEHHO.
Cpean oOcnenoBanHbIX cyObekTOB Poccuiickoir ®deneparii BBISBIEH PETMOH
(pecniybsinka Jlarectan) ¢ aHOMaJIbHO BBICOKMM YPOBHEM PacHpOCTPaHEHHOCTH
50,26 na mwumoH HaceneHusi. B Poccuiickoir ®denepauuu HEIOCTATOYHO
UCIIOJIB3YIOTCSI METO/IbI J1a00OPATOPHOTO MOATBEPKICHUS IUATHO3a BPOXKIECHHOTO
OyJUIE3HOTO SIMUJIEPMOJIN3a, JUATHOCTUYECKHE METOJbl, OCHOBAaHHBIE Ha
OMpENICICHUH MYTAHTHOTO O€JiKa, UCIOJIB3YIOTCS JUIIL B 26% cilyyaeB. AHAJIN3
o0beMa, OKa3bIBAEMOM MEIUITMHCKON MOMOIIM OOJBHBIM, MPOJEMOHCTPUPOBAT
HU3KY0 10510 (39,5%) npuMeHeHus] HeaJAre3uBHOTO NEPEBA30YHOr0 MaTeprara.
NAK saBnsercs uWHGOPMATHUBHBIM METOJOM JIMAarHOCTHKU  BPOXKJICHHOTO
OyJUIE3HOTO AMOUAEPMON3a, TO3BOJSIONUMN BepUDUIIMPOBATH  KIMHUYECKH
YCTAHOBJICHHBIA THUI BPOXKIEHHOTO OyJUie3HOro snuaepmonusa y 60,61%
OOJIbHBIX, a TaKXKe onpeaeuTh TuI 3adoaeBanus y 90,9% nanuerTor (p<0,05).
[IpuMeHeHne Heare3uBHBIX aTPaBMATHUYECKUX TMEPEBSI30YHBIX CPENICTB Tepanuu
y OOJIbHBIX BPOKJICHHBIM OYJUIC3HBIM SIUJIEPMOIU30M C 3PO3UBHO-S3BEHHBIMU
nedekTaMu KOXKHM 0€3 HapylIeHUs HOPMAaJbHOTO CpOKAa 3aKHUBJICHHS U C
JUIUTEILHO  HE  3a)XUBAIOIIMMM  JPO3USIMU/SI3BAaMU  TIO3BOJIIET  JIOCTUYh
CTATUCTUYECKU 3HAYMMOI'O0 YMEHBIIECHHS Iomaan 3po3uid Ha 14-it u 30-i U
teparnuu (p<0,05).

BayTpukokHOE BBEACHUE CYCIEH3UU aJUIOTE€HHBIX (HOP0OJIACTOB CTUMYIUPYET
32KUBJICHUE JITUTENBHO (OoJiee 1 mecsia) He 3a)KUBAIOIINX dPO3UI/A3B KOKHU Y
OOJIbHBIX BPOXKJICHHBIM OYJUIC3HBIM JIUJEPMOIU30M, YTO TIOJTBEPKIACTCS
CTATUCTUYECKU 3HAYNMBIM YMEHBIIICHHEM HCXOIHOU TIJIOMIA N SPO3Hit/sa3B Ha 14-
it u 30-i (p<0,05) gau Teparnmu. BBeaeHue amoreHHbIX (GuOpoOIacTOB B Kpas
JUTUTEILHO HE 3a)KUBAIOUIUX JSPO3UI/SI3B MPUBOIUT K CTATUCTUUECKU Oosiee

3HQUMMOMY COKpAIIeHUI0 HMCXOAHOM Tuiomanau Ha 30-i JeHb Tepanuu B
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CpPaBHEHHHM C TIPUMEHEHHEM HEAJAre3WBHBIX aTPaBMAaTHUHBIX MEPEBA30YHBIX
cpeacts (p<0,05).

5. BBenenue cycneH3uu aoreHHBIX (UOpPOOIACTOB MPUBOIUT K MOBBIIICHUIO
IKCIPECCHH Je(PUIMTHOTO MYTAaHTHOTO O€JIKa 30HBI JE€PMO-3IUACPMAIBLHOTO
coenuHeHus B 86,95% cnyuaeB (p=0,049) na 14-i1 neHp mnocie Tepanuu
alUIoreHHeIMU ~ puOpobiacTaMu, YTO OBUIO TMOATBEPXKIACHO pe3yJbTaTaMu

IIOBTOPHOTO I/IMMYHO(bJIIOOpeCHCHTHOFO AHTUI'CHHOI'O KapTHUPOBAHUAI.
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INPAKTHYECKHUE PEKOMEH/JAIIUU

1. B cBs3u ¢ MHOTOOOpa3neM KIMHUYECKUX MPOSIBICHUN BPOXKICHHOTO OYJUIE3HOTO
AMUACPMOJIN3a, CIOKHOCTHIO MOCTAHOBKM JUArHO3a TOJHKO HA OCHOBAHWM KIMHHUKO-
AaHAMHECTUYECKUX JIAaHHBIX I YTOYHEHHUS JUArHo3a PEKOMEHIYeTCs IPUMEHECHHE
METO/1a UMMYHO(DITIOOPECIICHTHOTO aHTUTEHHOTO KapTUPOBAHMSI.

2. BBuay HamWuus MHOXXECTBEHHBIX 3PO3UBHO-SI3BEHHBIX JEPEKTOB KOXKH Y
OONBHBIX  BPOXKIEHHBIM  OYyJUIE3HBIM  OSIUACPMOJIM30M,  pUCKA  Pa3BHUTHUA
TUTOCKOKJIETOYHOTO paka KOXH JIJIsl COKPAICHHS CPOKOB SIMUTEIH3AIMH PO3Uil/sI3B
nalyMeHTaM HeoOXOJIMMO TMPOBEJEHUE PpallMOHAIBHOM HApY>KHOM Tepamuu C
MPUMEHEHUEM aTPaBMATUIHBIX HEAJATC3UBHBIX MTEPEBI30UHBIX CPEICTR.

3.  bonpHBIM BpOXIEHHBIM OYJUIC3HBIM OJHHACPMOJIN30M C JUINTEIBHO HE
3KUBAIOIIMMHU  DPO3USIMU/A3BAMU  PEKOMEHJIOBAHO  BBEJCHUE  AJUIOTCHHBIX
(¢buOpo0IacCTOB 1JI JOCTUKEHUS MUTENN3aluu Ae()EeKTOB KOXKHM U BOCCTAHOBJICHUS

9KCIIPpCCCUHU IIe(i)I/IHI/ITHBIX OCIKOB ACPMO-21IUACPMAJIBHOT'O COCANHCHU .
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CIIUCOK COKPAIIIEHUM N YCJIOBHBIX OBO3HAYEHUI

A® — annoreHHsie GpuOPoOIACTHI

BB — Bpox1eHHBIN OyJUIE3HBIN MUEPMOIIU3

JABD — nuctpoduueckuit OyUIe3HBIN SMUIEPMOIIN3

JIC — nepmo-snujiepMalibHOE COSTUHEHUE

HNAK — ummyHO(DITIOOPECIIEHTHOE AHTUTEHHOE KapTHUPOBAHUE
ulICK — uHAylIMpOBaHHBIE TUTFOPUIIOTEHTHBIE CTBOJIOBBIE KIIETKH
PJIb3 — perieccuBHBIN nUCTpOPUUECKUI OYIUIE3HBIN 3MHUIEPMOIIN3
JABD — noMUHAHTHBIN qUCTpodruecKuil OyIuIe3HbINA SMTUIECPMOIIU3
MCK — Me3eHXUMalbHbIE CTBOJIOBBIE KIIETKH

HAIIC — Heanre3uBHbIE IEPEBA30UHBIE CPEICTBA

IIrpb3J — norpaHuy4HbIf OYJUIE3HBIN MUEPMOIIN3

B3 — npocToii OyJUIE3HBII 3MHUIEPMOIIN3

TOM — TPaHCMHUCCHOHHAA SJICKTPOHHAA MUKPOCKOIINA
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