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VBakaemble Konneru, goporue apy3sbsa!

ExerogHas KoHdepeHunsa «BHYTPEHHWE BOME3HW HA JOTOCNKU-
TAJIbHOM 3TANE», opraHu3aTopoM KoTopoii aBnseTca kadenpa NonuKIu-
Huyeckol Tepanuu neyebHoro dakynsteta PHUMY um. H.W. Muporosa, B
2021 rofy nocBsleHa 3NOHUMaM — BOJIe3HAM U CUHAPOMAM, Ha3BAHHbLIM B
4eCTb BpPayei MAK yyeHbIX, BNepBble ONUCaBILNX U U3YYaBLINX UX.

INOHWUMbI 3aHUMAIOT 3HAYMMOE MEeCTO KaK B UCTOPUU MeLULMHbI, TaK U B
NPaKTUYECKON feATeNbHOCTU COBPEMEHHOro Bpaya. [pogonxas ncnonb3o-
BaTb «MMEHHbIE» Ha3BaHMA 3a00NeBaHUA, Mbl OTAAEM [aHb YBaXKeHUsA U3-
BECTHbIM BpayaM M yYeHbIM NPOLIOr0, KOTOPble BHECAN OFPOMHBIN BKNAA
B M3y4YeHMe pa3zHOOOPA3HbIX MATONOrMiA. INOHUMBI — 3TO 3HAK KIAWUHWYe-
CKOro UCKYCCTBA W MHAMBMAYaANbHOro Mactepctea. OHW ABNAIOTCA BbiCWel
thopMOW NpnU3HAHWS aBTOPCKOrO BKNaAa B MEAULMHCKOW HayKy. bonblworo
VBaXEHUA 3aCNyXKMUBAET M TOT (DAKT, YTO MHOTME BpPauu U y4yeHble, YbUMM
MMEHAMM Ha3BaHbl 3a60eBaHUA U CUHAPOMbI, paboTanu B TO BPEMS, KOraa
WHCTPYMEHTaJIbHblE U N1abOPaTOPHbIE METOLbl AUATHOCTUKW HAXOAWIUCH B
CaMOM Hayane CBOero pa3sutusa.

PaccmatpuBaembie Ha KOHGEPEHL MW 3MOHUMBI NPefCTaBAAT GObLLIO
WHTEpec AN MOJOAbIX Bpayeii, B TOM Yncie, U3-3a AUArHOCTUYECKUX TPYA-
HOCTE, BO3HMKAIOLWMX NMPU BCTPEYe C HUMU, B CBA3M C UX HE3HAYUTENbHO
pPacnpoCTPaHEHHOCTbIO B MOBCEHEBHOW PYTUHHOMN NpaKTUKe.

Lenb KOHepeHUMn — HaNOMHUTbL YYaLLMMCA, MOJIOABIM BpayaMm U yye-
HbIM O CYLLECTBOBAHWUM 3MOHUMOB B MPAKTUYECKOI paboTe Bpayei nepeuy-
HOro 3BeHa U C 60/IbLIMM YBAXEHWUEM BCMOMHUTb YYEHbIX MPOLUbIX IET, OKa-
3aBLMWX 3HAYUTENbHOE BAUAHME HA PAa3BUTUE MESULMUHCKON HayKu.

Bbipaxaem cBolo 61arofapHOCTb BCEM YYACTHUKAM KOH(EpPEHLUM 3a aK-
TUBHYI0 PaboTy M BLICOKMUI NMPOodeccuoHanbHbIil YypOBEHb NPU NMOATOTOBKE
Te3UCOB [OKNAf0B, OCHOBAHHbIX HA COBPEMEHHbIX HaYYHbIX U KNMHUYECKUX
LaHHbIX, U UMeLWMX GOoNblIOe NpaKTUYeCcKoe 3HavyeHue. Bcerga npusHa-
TeNlbHbl 33 MOMOLWb M MOAAEPXKY B NPOBEAEHUM HAyYHO-NPaKTUYECKOW
KoHdepeHuun pektopy PHUMY um. H.W. NMuporosa akagemuky PAH Jlykbs-
HoBy Cepreto AHaTONbeBMYY, NPOPEKTOPY MO CTPATErMYeckOMY pa3BUTUIO
Hapapeiiwswunu leopruto fmBuesunuy, fekaHy neyebHoro hakynbteta fi.M.H.
[IBopHukoBy AHToHy CepreeBuuy, aekaHy dakynbTeTa NoLroTOBKW KaapoB
BbiCwWel KBanuduKauum .m.H. Xopesoit MapuHe BnagumuposHe, cOTpya-
HUKaM ynpaBfeHus nNo MHHOPMALUOHHON NofaepKKe U y4ebHO-MeTOANYe-
CKOro 0oTfieNla, OpraHn3aTopam KOH(hEepeHLNM, HayYHbIM PYKOBOAUTENSM.

C Haunyywumu noxenaHuamu,
3a8. Kagedpoli nonuKauHUYeckod mepanuu
nedebHo20 pakynemema Jlapura Bepa HukonaesHa
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CUHAPOM NMUKBUKA
(cMHApOM 0XKUPEHUA—-TUNOBEHTUNALUM)

lllexoBuoBa Ennzaeeta BacunbeBHa, CTYAEHT;
Jlykawunk EkatepuHa BayecnaBoBHa, CTYAEHT,
neye6bHbint pakynbter PHUMY um. H.U. Muporoea
Hay4Heiti pykosodumens: Bapmanan Enena AnekceesHa, K.M.H.,
doyeHm Kaghedpsl NONUKAUHUYECKOU mepanuu e4yebHo20 hakynsmema
PHUMY um. H.U. Mupozosa

CuHgpom Muksuka (CM) — Taxenoe 3aboneBaHue HesCHOrO reHesa,
BblpakatoLeecs B NaTONOrMMYECKOM OXXUPEHUN 3—4 cTeneHei, AHEBHOW TU-
nepkanHun n runokcemun (PaC0, > 45 mm pt. cT. 1 Pa0, < 70 mMm pT. cT.),
HenpeoaoNMMoil Taroit Ko cHy. CuHapoM 006s3aH CBOMM HA3BaHWUEM JuTe-
paTypHomMy repoto. B «3anuckax MukBukckoro knyba» Yapnbsa AukkeHca
Obl NEPCOHAX N0 UMeHU [)KO, CTPaAaloLLNiA NUWHUM BECOM U NOCTOSHHOM
COHAMBOCTbIO. [IMKKEHC ONUCHIBAET ero Takum obpasom: «Ha Ko3nax B co-
CTOSAHUM APEMOTbI CUAEN TONCTbIA KPACHOAMULbIN NApeHb.

— [Ixo! Ixo!.. HecHocHbI manbiit! Onath 3acHyn! byabTe Tak NtobesHsl,
C3p, YWMNHUTE ero XopoLleHbKo 3a Hory. bnarogapto Bac, cap!

— Heo6blyaiiHblit Manbunk, — 3ametun muctep NMUKBUK, — OH YacTo Tak
3acbinaet?

— 3acbinaet! — BockNuKHyn muctep Yopanb. OH HUKOrLA He npockina-
eTcsA. OH cnuT Ha xoAdy, a Korga NpUCayXMUBAET 33 CTONIOM, XpPanuT».

ToyHas pacnpocTpaHeHHocTb CIT HeusBecTHa. Cpefu NALMEHTOB C OXKMU-
PEHUEM M YpE3MepHOI AHEBHOI COHNMBOCTLIO fons 6onbHbIX ¢ CIT cocTaB-
nset 10%. Yawe CI cTpagatoT Myxx4uHbl B Bo3pacTe 40-60 ner.

3Tuonorus AaHHoro 3aboneBaHus M3yyeHa HepgocTaToyHo. CyulecTByeT
runoTesa, COrnacHO KOTOpoOi Beayuyio ponb B passutum CIl otpatoT Ha-
pyleHnio yHKLMKM runoTanamyca, NpOABAAIOWEMCA NOBLIWEHHbIM anmne-
TUTOM, OXWPEHWEM, PacCTPOMCTBOM CHA, CHUXEHUEM YyBCTBUTENbHOCTU
AbIXaTeNbHOro LeHTpa K koHueHTpauum C02 B KpoBu. Take 6onblioe 3Ha-
yeHue B 3tmonoruu CI nmeeT HacneAcTBEHHAs MPeLPacnONOXEHHOCTb K
OXWpPEeHUIo No abaoMUHANBHOMY TUMY, NCUXONOrUYECKMUEe TPaBMbl, UHDEK-
uuu v 1.40. HeoaHo3HayHa M ponb OXXMPEHUs B pa3BUTUM 3TOro 3abonesa-
HMA. HecMOTps Ha TO, YTO OXMPeHUe ABAseTCA HeoTbemnemon yacTeto C,
JINWb Y HEMHOTUX CTPAJAWNX OXMUPEHUEM NofeN pa3BUBAETCA CUHAPOM
OXUPEHUA-TUNOBEHTUAALUN.

NatoreHe3 CM cBsA3aH CO CHUXEHWEM BEHTUNALMOHHON Cnoco6HOCTU
Nerkux npu oxupeHun. 06unue NoAKOKHO-KMPOBOI KNeTyaTku B 061acTm
TPYAHOMN KJIETKM, nepefHei CTEHKU XWUBOTA NMPUBOLUT K MEXaHUYeCKOMY
CAABJIEHUIO TPYAHOW KNETKU, CHUXEHUIO ee MOAaTnMBoCTM. [oBbILIEHHOE
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BHYTPUOPIOWHOE faBfeHne cnocoOCTBYET BLICOKOMY CTOSHUIO Auadparmbl
W OTpaHUYMBAET ee 3KCKypcuto. Nof BAUAHMEM U30bITOYHOrO Beca GopMu-
pyetca Kndo3 rpyAHOro otaena no3BOHOYHMKA, 4TO Takke fecdopmupyert
TPYLHYIO KNETKY, CHUXas ee 3KCKypcuio. TakKe y MaLMEHTOB C OXupe-
HUEeM CHUXaeTCA CMAa AbIXaTeNbHbIX MblL, YTO MPUBOAWUT K HapyLIeHWIO
cunbl BRoxa. Takum 06pa3om, pa3BMBaETCA anbBeoNspHas rMNOBEHTUNALUSA
(nHeBHas runepkanHusa u runokcemus, PaC02 = 45 mm pt. 1. 1 Pa02 < 70 Mm
pT. CT.), HapyLIeHWe BHELWHEro AbIXaHUSA N0 PECTPUKTUBHOMY TUTY.

B panbHeiiweM 13-3a yMEHbLIEHUA HANPAXEHWA KMCNopoja B albBeo-
NSPHOM BO3JYXe YBENUYMBAETCSA TOHYC apTepuii Manoro Kpyra KpoBoobpa-
weHus (pednekc Innepa-Siunbectpanga). Ito husnonoruyeckuin pecnekc,
HanpasfeHHblii Ha NofAepXKaHNe BEeHTUAALMOHHO-Nepthy3NOHHOIO paBHO-
BECUsl, TaK KaK B pe3ynbTaTe CHUXKAETC KPOBOCHAOXEeHMe 30H C HU3KOI
BeHTUnAumen. Ho npu Cl anbBeonsapHas runoBeHTUNALKUA 3aTparMBaeT ner-
Kue LeNMKOM, YTO MPUBOJMT K MPeKanuaapHOA runepTeH3nn Manoro Kpyra
KpoBOOOPpaLLeHMs C NoCnefyloWwumM pa3BUTUEM XPOHUYECKOTO NIErOYHOrO
CepAua M3-3a neperpyskn NpaBoro Xenypouka. lmMnokcemus ctumynupyer
BbIPAabOTKY 3pUTPONO3TUHA U Pa3BUTUIO BTOPUYHOTO IpUTpoLMTO3a. TMnep-
KanHus BAWSAET Ha reMofMHaMuKy (TaxuKappius, CUCTEMHas Ba3ojuniarta-
LMs, yBEINYEHWUE CEPAEYHOrO BbIOPOCaA), U LLEHTPANbHYIO HEPBHYIO CUCTEMY
(6eccoHHMUa, YacTble NPoOYKAEHUA HOUbIO, JHEBHASA COHMBOCTb, XJI0Na-
oL TPEMOP, KNOHWUYECKNE HENPOW3BOJbHbIE MbllIEYHbIE NMOJEPruBaHuS
(TMKM) BO BpeMs CHA B CaMblX Pa3fIUYHbIX YACTAX TENA, YTPEHHASA rONOBHasA
60/1b, TOWHOTA).

Mpu CMN BO3MOXHO pa3BnUTMe NOPOYHOro Kpyra. OxupeHue aBnseTca oa-
HUM U3 OCHOBHbIX (haKTOPOB Pa3BUTUS CUHLPOMA OOCTPYKTUBHOrO anHo3
cHa (COAC). COAC cnocobcTByeT pa3BuTHIO METabONMYECKUX HApYLWEHWH,
TaKUX KaK MHCYINHOPE3UCTEHTHOCTb, CaxapHblii AMabeT 2 Tuna, KoTopkle B
CBOI0 0Yepeb CTAHOBATCA NMPUYMHOI JanbHellwero Habopa Beca, nporpec-
cupoBaHuto runoseHTuasaLum, yeyryoneruto COAC. Ha pucyHke 1 npusepge-
Hbl OCHOBHbl€ MaToreHeTuYeckne B3anMoCBA3M Npu cuHpome MuKBMKa.

OcHoBHo *ano6oit nauneHToB ¢ ClN aBNAeTCA COHNMBOCTL HA MPOTAXE-
HUW BCEro AHA, HEPELKO Henpeogonumas, 60ibHble 3ackinalT GYKBaabHO
Ha Xo[y — BO BpeMs pa3roBopa, Npuema nuiumn, cuisa B TpaHcnopre. Takxe
XapaKTepHbl anobbl Ha NAOXOM HOYHOW COH, OALIWKY B MOKOe, KOTOpas
YCUAMBAETCA NPU MUHUMANbHOM HArpy3Ke, OTEKM HOT W TAXKECTb B NPaBOM
noppebepbe. Mpu cbope aHaMHe3a NaLUEHT MOXET OTMETUTb 3NU30A pes-
Koii NpuGaBKM Macchl Tena nociie NCUX03MOLMOHANBHOMO HAaNpsXXeHus, ne-
peHeceHHo NHdEeKLUM, BEPEMEHHOCTYU UM POSOB.

Mpn ocmoTtpe 6onbHbIX CM GpocaeTcs B rnasa ypesmepHas TYYHOCTb —
OXMpeHUe 3-4 CTeneHn W HeBbICOKMIA pOCT, KOPOTKAs TONCTas Wes, Bblpa-
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CuHapom WHcynmnHopesuncTeH

06CTPYKTUBHOTO | THOCTb, CaxapHbiit
anHOa cHa aunabet 2 Tuna
Osupetie /

YMeHbLUEeHWe paclunpaemocTym
rPYAHOW KNeTKn

!

| AnbBeONAPHaA rTMNOBEHTUNALMA |

/\

MoHukeHne pasnernns O, B MosbiweHne gasneHna CO,
aNbBEONAPHOM BO3AyXe B a/1bBEONIAPHOM BO3ayxe
| Pednekc itnepa- l
| : JlnnbectpaHpa
fmnepkanHua
| f'mnokcemma | ¢
l MpekanuanapHaa / l
neroyHas
Aunpos, nosbilleHne rMnepTeHsus COHNMNBOCTD,
BA3KOCTU KPOBU, * MblleyHas cnabocTb,
3pUTPOLUTOS, X Mbllle4yHoe ApOrXKaHue,
yBe/MUeHHe poHuueckoe LIMaHO3, CHUKEHME
MUHYTHOTO O6bema JIeroyHoe cepale YYBCTBUTE/ILHOCTU
AbIXaTe/IbHOro ueHTpa
K CO,

PucyHok 1. OcHoBHble natoreHeTu4yeckue akTopbl npu cuiapome MuKBUKa

XEHHbIA K103 rpyaHOro OTAeNa Mo3BOHOYHMKA, MOYTU FOPU3OHTANbHOE
nonoxexue pebep n 6oykoobpasHas rpyaHas knetka. [lnutenbHoe orpa-
HUYEHWE NIErOYHOr0 [blXaHUA NPUBOAUT K BO3HUKHOBEHWIO TEMOrO LEeH-
TPaNbHOro LMaHo3a 1 XONOAHOTO akpoLMaHo3a (3a cYeT NpaBoXKeNyA04Ko-
BOI HEAOCTaTOYHOCTM), yYaLeHUIO AbIXaHUA C 3aTPYAHEHHbIMU BAOXOM U
BbI[LOXOM, BO BpeMs CHa HabniofaeTcs NpepbIBUCTOE AbIXaHWe U Nepuoau-
YeCKM — OCTaHOBKMW [ibixaHWA (anHo3), xpan, paccTpoiicTa cHa. Xusot
pe3ko yBenn4eH 3a cyeT abfOMUHANBHOTO OXWUPEHUS, OTEKU HOT, B 3aTeM
1 BCEro Tena C HakoMeHUEeM XUAKOCTU B NONOCTAX W3-33 NPaBOXeNyaou-
KOBOW HeAOCTAaTOMHOCTW. ApTepuanbHas rUNepTeH3us LUarHoCTUpyeTCs
NpaKTUYecKM y BCex nauueHToB. Tak xe y nauneHToB ¢ Cl1 BbIABNAKT MeTa-
60nMYeCcKNit CUHAPOM (BUCANTUAEMUS, CHUKEHWE TOJIEPAHTHOCTY K T/THOKO-
3€ UM caxapHblil Anabet 2 Tuna).



B tabnnuax 1 v 2 npuBeaeHbl N1abOPaTOpHbLIE U MHCTPYMEHTASbHbBIE METO-
Abl 06CNe0BaHMA NaLNUEHTOB C cCUHAPOMOM MUKBMKA.

Ha pucyHKe 2 npuBefeH anropuTMm JieYeHUs NALUEHTOB C CUHAPOMOM
MnkBuMKa

Ta6nuua 1. labopatopHble MeTOAbI UCCNEeA0BAHUSA

MeTop nccnefosanusa | Pesynbrar

KnuHuueckuin aHanus | A6COMIOTHbI BTOPUYHbIA 3PUTPOLUTO3, NOBbILIEHME
KpOBU remorno6uHa u remaTokpuTa

Koarynorpamma CKNOHHOCTb K rnepKoarynaumy 3a CHeT yBenmyeHms
MpPOTPOMOGUHOBOW aKTUBHOCTU NNA3Mbl, CHUXEHUS
(hMB6PUHONUTNYECKON aKTUBHOCTU, YCUNEHNS aAre3nu
TpomM60oLMTOB

MiccnenoBaHue ra3os [10CTOAHHAsA rMnoKkcemmus (PaO2 MeHee 70 MM pT.
KpOBU CT.) M TUMEPKAMHNA Bbile 40 MM pT. CT. (CUHAPOM
anbseonspHoii runokcuu). Catypauus kposu (Sa0,) y
60MbHbIX € THXenon hopmoi CIN moxeT 6biTb <80%.

WccnepoBanme Hu3knit yposeHb TTI, BbicOKN — T3, Tk
KPOBM Ha FOPMOHbI CBUAETENbCTBYIOT O CHUXKEHUN PYHKLUK WUTOBUAHON
WMTOBMAHOW Xenesbl | Xenesbl

Ta6nuua 2. IHCTpyMeHTanbHbie MeTOAbl MCCNEeA0BaHMA

MeTopg uccnegosanus | Pesynbtar

Cnupometpus PeCTpUKTUBHDIN CUHAPOM: CHUXEHNE 06beMa
(hopCcUPOBAHHOTO BbII0Xa B TeueHne cekyHabl (ODBT),
(hOPCMPOBAHHON XN3HEHHOI emKOCTH nerkix (OXKEN),
XXWU3HEHHOW eMKOCTU Nerkux, PYHKLNOHANbHO
0CTaTOYHOW EMKOCTI N 06bEMa Pe3epBHOrO BbIAOXa.

Y nonosuHbl 60nbHbIX CM nHAEKC TNhPHO CHUKEH [0
60-70%, UTO rOBOPUT 06 yMEPEHHON BPOHXMANbHOK
o6cTpykumu. Conytcraytowwan XOB/T — Hanbonee yacto
BCTPEYaloLLAACs NaTonorus y 60MbHbIX.

CaTypauus KpoBu Y 60NbHbIX TAXKENbIMW opMammn cHApoma MukeKKa
Sa02 moxeT 6bITb < 80 %.

MonucomHorpadgum HouHble HapyweHuna abixaHua no tuny COAC.




PeHTreHorpacms FOpuU30HTaNbHOE NONOXeHNe pebep, yBennyeHne
OpraHoB rpyaHon MexpebepHbIX MPOMEXYTKOB, BbICOKOE CTOSHNE
KNeTKn Aanadparmbl, ocnadneHne CoOCyAMCToro pUcyHka,
yMeHblleHne 06bema Nerkux, paclinpexme
nonepeyHMKa cepaLa B 06e CTOPOHbI. B 6okoBoR
NpoeKLn onpeaenseTcs yCMneHHbli Kngo3 rpyaHoro
0TfeNna No3BOHOYHMKA.

IKI Mpu3Haky runepTpodun Npasbix OTAEN0B CEPALA,
MOXET 6bITb 6/10Kafia NPaBoN HOXKM N. [1ca,
XeNyAouKoBas UMM HaKenyLoukoBas IKCTPACMCTONNA.

IxoKI [lunataums Bcex kamep cepaua, runeprtpocus 06omx
XeNny40uKOB, MPU3HAKM NErOYHON rMNepTeH3UN, MOTyT
ObITb NPU3HAKYM OTHOCUTENIbHOW HEOCTAaTOYHOCTY
KnanaHoB NEeroyHoi apTepum.

Mpu neyernun CMN OCHOBHO aKLEHT CTABAT HA CHUXEHWE MacChl Tena, Tak
KaK OXMpeHue ABNSETCA OCHOBHbIM 3BEHOM NaToreHesa.

CHuxeHne Beca OKa3blBaeT NONOXKUTENbHOE BIUAHWE HA TeyeHue U TA-
KECTb CONYTCTBYlOWMX 3aboneBaHuii. JleueHne 0XUpeHUs 3 CTeneHu B
nepByl0 oyepefb 3aK/IOYAETCA B HA3HAYEHWU HU3KOKANOPUWHOW LueTbl,
KOTOpas OCHOBLIBAETCS HA yNoTpebneHUn nuLLM ¢ 6ONbWNM COAepKaHNeEM
KNeTyaTKu, BUTaMUHOB (OpEXoB, 3epHa, CanaToB, CBEXMX 0BOLei 1 hpykK-
TOB) W ManbiM KOJMYECTBOM YrNeBOAOB (caxapa, xne6GobyNouHbIX 1 MaKa-
POHHbIX n3aenuit). MapannenbHo ¢ AMETON peKoMeHAYETCS MOBbIWEHHAsA
tbum3nyeckas akTUBHOCTb, 3aHATUA cNopToM. Ecnn 3T meTofbl HE NPUHOCAT
pe3ynbraTa, Ha3Ha4yaeTCA MeJMKaMeHTO3Has Tepanus, KOTopas BKlOYaeT B
cebs NpuéM aHOpeKCUTeHHbIX npenapatos. Mpu HeadheKkTUBHOCTY Npena-
pata ero MeHSIOT Ha Apyroii. BO3MOXHO npuMeHeHMe XMPYpPruyeckux me-
TOLOB.

Xvpypruyeckoe neyeHue MOKeT MPOBOAUTLCA NMPU HedDeKTUBHOCTH
paHee MPOBOAMMBIX KOHCEPBATUBHbLIX MEPONPUATUIA (HEAOCTAaTOYHOE CHU-
)XEHWe Macchl Tena, MOBTOPHbLIA HAGOP Macchl Tela Nocie NedeHus, HeLo-
CTAaTOYHAs KOMMEHCALUMA COMYyTCTBYIOWEN NaToONOrMK) y uL, B BO3pacTe
18-60 net n UMT > 40 Kr/m2 (He3aBUCMMO OT HANMYMA COMYTCTBYHOLLUX
3aboneBaHuit), UMT > 35 Kr/M2 n Hanuuue Taxensix 3abonesaHuii, Ha Te-
YeHWe KOTOpbIX MOXHO BO3AENCTBOBATL NyTEM CHUXEHMA Macchl Tena. Ha-
NMYne conyTCTBYIOWMX 3a060NeBaHNI He ABNAETCA MPOTUBOMNOKA3aHWEM K
6apuarpuyeckoit xupyprun. OgHAKO COCTOAHME GONLHOTO AOMKHO ObITb



nevyeHue

HemeaukameHTO3HOE

Y

17 3 mecAaua

CHu»KeHue maccbl Tena >5%

v

MpogonxkeHne
HemeMKaMeHTO3HOro
neyeHUa

N

CHu»KeHne maccbl Tena <5%

v

JlekapcTBeHHaA Tepanua

v

e

Opawucrat

MauueHTbl, KoTopble He
MCMbITHIBAIOT YYBCTBA r0/104a
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MNoBTOpPHbI Habop

Beca

PucyHok 2. Anroputm neyeHus 60bHbix ¢ cuHapomom Muksuka

CT36MJ’IM3VIpOBaHO, nemy HeO6X0[J,VIMO Ha3Ha4NTb afleKBATHOE nevyeHne fo

onepauuu.

Takxe nauueHTam ¢ CIM Heo6X0AMMO MELMKAMEHTO3HOE NeYeHne XPOHH-
YeCcKoro JIero4Horo cepaua (HasHayeHue aHTaroHMCTOB KanbLus, UHTMOUTO-
pOB aHTMOTEH3UH-NpeBpaLlatoLero dbepmeHTa v gp.). Npu gekomnexcayum
XPOHUMYECKOrO /Iero4HOro Cepfla pekoMeHAoBaHbl HUTPAThl, MHIUOUTOPSI
aHrMOTeH3MH-NpeBpaLlaoLero pepmeHTa, aHTAarOHMCTLl PELLENTOPOB aHTU-
oteH3uHa II, npoctarnanpuy E1, okcug asota, npoctaumknud (Mnonpocr),
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OMYPETUKM, CepAeyHble FMMKO3MAbl, OKCUreHOTepanus, Ba3oAunaTaTopbl
(aHTaroHUCTBl KanbLms AUTUAPONMPUAMHOBOTO PALA), KOPPEKLUA remope-
0N10TUYECKUX HapYILeHMWiA.

JleyeHne fonKHO NpeaycMaTpuMBaTh BO3AeNCTBME HA BTOPOW acnekT na-
ToreHesa — runokcuio. Y nauuentos c Cl1 yawe Bcero ncnonb3yeTcs HenH-
Ba3MBHAasA BEHTUNALMNA NErKNX Yepe3 MacKy C MOCTOAHHbBIM MONOXUTENbHbIM
LaBneHnem Bo Bpems Bfoxa 1 Bbljoxa (CPAP — continuous positive airway
pressure), Npu KOTOPOI NONOXMUTENbHOE AaBneHKe (Bbile aTMOChepHOro)
YCTaHaBNMBAIOT Ha NPOTAXKEHUN BCEro AblxaTenbHOro uukna. MaymneHtam c
CN nokasaHa JIOK pns ctumynupoBaHus guadparmanbHoro abixaHus. [as
HOpPManM3aLnUm HOYHOTO CHa PeKOMEHA0BAHO CNaTh C NPUMNOAHATbIM F0O10B-
HbIM KOHLLOM KpOBaTH.

JNluteparypa

1. lnarHocTuKa, neyeHue, npoduNaKTMKa OXMPEHWA W aCCOLMMPOBAH-
HbIX C HUM 3aboneBaHWil (HaLWMOHANbHbIE KIMHWYECKWEe peKoMeHfauuu),
CankT-NeTepbypr, 2017

2. Kpyrnakosa JI.B. MMapHbiin cnyyain cuHgpoma MUKBUKA Y KEHWUH — Meau-
LMHCKas Ka3yucTuka. // bronneteHb GU3Moa0r1u U NaTonornm AbixaHus., —
2019. — N°72, — C.80-84

3. Anekceesa 0.B., WHanpep H.A., femko W.B., MetpoBa M.M., 3enénniii C.B.,
MamaeBa M.I. MpumeHeHMe COBPEMEHHbIX MeTOAO0B (YHKLMOHANbHOW Au-
arHOCTUKW C Lenblo NOATBEPXKAEHWUS CUHAPOMA O6GCTPYKTUBHOrO anHo3/
TMNOMHO3 CHA Y NauueHTa ¢ cuHapomom lukBuka // MeanunHckuin anda-
BuUT. — 2017. — N°14(131), — C. 28-31
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CUHAPOM XAMMEHA-PUYA

bywmaHoB MaBen AneKcaHApOBUY, CTYAEHT, NeYebHbIN haKkynbTeT
Pa3rMY um. U.MN. NaBnoBa
Hayunbiii pykosodumens: Pununnos EszeHuti Bnadumuposud,
0.M.H., npogheccop, 3asedyrowuii Kaghpedpol NONUKAUHUYECKOU
mepanuu u npopunakmuyeckoli MeOUYUHbI 1e4ebH020 hakynbmema
PaslMY um. WU.1. MNasnosa

Jlyn Buppxun Xammer (1877-1946) — amepuKaHcKuii Bpay. Bosrnasnsan
Ty6epKYNEe3HYI0 KAMHUKY. Bbln Npu3HaH OQHUM M3 BENMYARLIUX KNUHWLM-
CTOB CBOero BpemeHu. Ero nmeHem Ha3BaH CMHAPOM CMOHTAHHOMN 3mMdu3e-
Mbl CpefocTeHus (CMHLPOM XaMMeHa) M ayCKYIbTaTUBHbLIA NPU3HAK NHEB-
MOMEeAMACTUHYMA: NOTPECKUBAIOLLMIA 3BYK, BbICAYLWMBAEMbIA HAL nepegHei
NOBEPXHOCTbLIO FPYAHON KIETKM (CMMNTOM XaMMeHa).

ApHonbp Puy (1893-1968) — amepuKaHCKuWii natonor, paboTtan Hap
npobnemamu natoreHesa XenTyx, annepruu u UMMyHUTETa, ObI BEAYLLUM
3KcnepToMm B 0bnacTv natomopdonoruu Ty6epkynesa. Ero umeHem HazeaHbl
TyOepKynesHble rpaHynembl B ro0BHOM Mo3re (o4ar Puya).

B 1935 ropy XammeH u Puy onucanu «octpbiit fucdy3HbIA UHTEPCTULM-
anbHblit GUOPO3 NErkux» ¢ OLICTPO HapacTaloWen OAbIWKOIA, LMAHO30M U
topmupoBaHuem neroyHoro cepaua. B 1964 rogy Ckegaur (J.G. Scadding)
Ans 00603HaYeHNs 3TOro 3ab0seBaHNUA NpesioXun TepMuH «hubposmnpy-
OWMA anbBEONUT, B OOMblIEN Mepe PAcKpbIBAlOWMIA CyLIECTBO CBOEO-
Opa3HOro BOCMANUTENLHOrO MPOLECCa, Pa3BUBAIOWEroCs B MHTEPCTULUM

Jlyn Bupaxkun XammeH (coto Doris ApHonbpa Puu (kaptuna Paul Trebilcock,
Ulmann / Wikimedia Commons) 1958 / http://portraitcollection.jhmi.edu)
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nerkoro. [lonroe BpemMs nofj TepMUHOM «(h1OPO3UPYIOLLMIA aNlbBEONNUTY 00b-
enuHANM 6oNbLIYI0 TPYNNY UHTEPCTULMANbHBIX GONE3HEN NETKUX, XxapaKTe-
pU3yIOLMXCs nporpeccupyowum Gubposom.

€ 1999 roga, c MOMEHTa BbIXO[Lla COBMECTHbLIX COrNalleHnin AMEpUKAHCKO-
ro TopakanbHoro obuwecTsa u EBponeiickoro pecnupatopHoro obuectsa
Mo MHTEpPCTULMANbHEIM 3a00N€BaHUAM NETKUX NPeSNnpUHUMANnUCh NOMNbIT-
KW yNopafounTb KnaccuduKkaumio BCEX UHTEPCTULMANbHBIX 3aboneBaHuMii
nerkux. B 3tTux cornawerusx 6oinu BoifgeneHsl U AuddepeHLnpoBaHbl pas-
ANYHble POpPMbl MAMONATUYECKUX UHTEPCTULMANbHBIX MHEBMOHWUIA NpenMy-
lecTBEHHO No Mopdonoruyeckum npusHakam. CobCTBEHHO TEPMUH «UAM-
onatuyeckuit GMOPO3MpYIOLLMIA aNbBEONUT» B HACTOSLLEE BPEMS OMYLLEH.
CoBpeMeHHble peKOMEHAALMM BLIZENSAIOT KaK CaMoCcTosTenbHoe 3abonea-
HUEe MAMONATUYECKUI NeroyHbiil Gubpo3, KOTOPbI paccMaTpuBaeTcs Kak
3abonesaHune ¢ MOpPMOIOTMYECKOI KAPTUHOM 06bIYHOM MHTEPCTULMANBHOM
MHEBMOHWU U Apyrue Gopmbl MAMONATUYECKUX MHTEPCTULMANbHBIX MTHEBMO-
HuiA. pyrue GopMbl MHTEPCTULMANBHBIX MHEBMOHWUI, B UX YUCAe OCTpas
WHTEpCTULMANbHAA NHeBMOHMA (cUHAPOM XammeHa—Puya), Hecneuunduye-
CKas MHTEpCTULMaNbHAA MHEBMOHUA, AECKBAMATMBHAA UHTEPCTULMNANbHAA
MHEBMOHUS, UHTEPCTULMANbHAA GONE3Hb C pecnMpaTopHbIM GPOHXUONUTOM
W Ap. ABAAIOTCA CAMOCTOATENbHBIMU 3360N1EBAHUAMMU.

3tnonorua

CuHgpom XammeHa-Puya Bce ele ocTaetcs ojHUM U3 3a60/1€BaHWIA C He-
BbIICHEHHOI1 3TMONOrMell, TaK Kak sBneHus dhubpo3a, BCTpeyatolmecs npu
LaHHOM 3a00neBaHNK, ABNATCA HecneuudUYeckon peakuuenn NErovHoil
TKaHM Ha naTonoruyeckuii npouecc. Hambonblyio NoNyAspHOCTb B Hayy-
HOM cpefe moayyuna Teopus O TOM, 4TO 3aboNeBaHuMe Bbi3bIBAETCA ayTo-
MMMYHHbIM NPOLLECCOM, OCHOBAHHbIM Ha aniepruyecKoin peakuuu TpeTbero
TMna (MMMyHoKoMmnnekcHas). 06CyXaaloTcs BUPYCHAsA, NOAWU3TUONOMNYe-
cKas, reHeTnyeckas teopus. OQHAKO, HM OHA U3 HUX Ha LLAHHbIt MOMEHT He
noayyYuna [OKa3aTenbHOro NoaTBepxaeHua. [lBa KpynHbix ucciefoBaHus
MO M3YYeHWIO0 TeHHbIX accounaLluin NoATBEPANIN CBA3b CMHAPOMA XaMMe-
Ha—Pwnua c HykneotugHeimu Bapuantamu TERT, TERC n MUC5B, a Take apy-
TMMU HOBbIMU IOKycamu (Hanpumep, TOLLIP), HekoTopble U3 KOTOPLIX, KaK
nonararoT, y4acTBYIOT B KNETOYHO-KNeTOuHO agre3unu u penapauumn JHK.

MaroreHes

B ocHoBe natoreHesa neXuT npoLecc aHOMaNnbHOr0 3aXMUBAEHUSA B OTBET
Ha noBpexpeHue. [[pegnonaraeTcs, YT0 B UHTEPCTULMANBHON TKAHU NETKUX
CHUXXAETCA pacnag KosiareHa u noBellWaeTcs ero cuHTe3 gubpobnactamu u
anbBeonApHbiMM Makpodaramu. Komnnekcbl aHTUTeH-aHTUTENO OTKNaAblBa-
lOTCA B CTEHKAX MENKUX COCYAOB nerkux. Moa BAMAHMEM LUPKYNIUPYIOLWMUX
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MMMYHHbIX KOMMIEKCOB, 1M30COMaNbHbIX PEepPMEHTOB aNbBEONAPHbLIX MAKPO-
tharoB n HeliTpohnI0B NPOUCXOAAT NOBPEKEHNE NIEFOYHO TKAHU, YyNioT-
HeHUe, YTONWEHUE MEXaNbBEONSPHbIX NEPEropojoK, obnuTepayus ansse-
0N U KanunnapoB huOpo3HOI TkaHbio. MaTomopdonornieckne N3MEHEHUS
B JIErKUX NpW 3TOM 3a60J€BAaHUN NPOUCXOLAT B BUAE TPEX B3aUMOCBsA3aH-
HbIX MPOLLECCOB: MHTEPCTULMANBHBIA OTEK, MHTEPCTULMANbHOE BOCNaNeHne
(anbBeonuT) U MHTepCcTULMANbHBIA Gubpo3. CHuxeHne anddysnm rasos
yepes anbBeosibl MPOUCXOJMUT MO HECKONbKUM MpUYUHaM. Bo-nepBbix, 310
M3MEHeHWe TONWMHbLI MeMOpaH 1 Neperopofok, Tak Kak GUOpPUHOreH, Ha-
XofAWMACS B NNa3Me, NPONUTEIBAET 3TU YYACTKM, Aenas ux 6onee naoTHbI-
MU U KeCTKUMU. Bo-BTOPbIX, INUTENUIA, BBICTUNAIOLLUI aNbBEONbl U3HYTPU,
CTaHOBUTCA KyOUYECKUM U TepSET CBOM CBOICTBA. B-TpeTbux, HapywaeTcs
npouecc nepdy3unu razos, To eCTb BO3LYX, KOTOPbIA NONALAET B Nlerkue, He
COMPUKACAETCSA C KPOBEHOCHOM CUCTEMOII MO0 3TOT NPOLECC NPOUCXOAUT
cAnwkom 6bicTpo. Kpome Toro, 13-3a NOBLIWEHWA AABNEHUSA B MAJIOM Kpy-
re KpoBooGpalleHus HabnoaeTcs pecNneKTopHbIN CNa3mM COCYLOB NErKuX,
yTo ewe Gonblue ycyrybnset naTohuU3NoNorMyeckue MexaHu3mbl.

KnuHunyeckas kaptuHa

B knuHWMYecKoit kapTuHe 3a6oneBaHua onpefensiowas poib npuHagne-
KUT [bIXaTeNbHOM HefocTaTouHoCTH. OfblWKa — FNaBHbIA CUMATOM, Ha-
Gnoaaetcs y GONbWMHCTBA NALMEHTOB U CAYXUT Hanbonee paHHUM npu-
3HaKkom 3aboneBaHus. [pixaTeNbHas HEAOCTATOYHOCTb BHAaYaNe BO3HUKAET
WKW yCUNUBAETCA Npu GU3NYECKON Harpy3Ke, HO HEYKOHHO Nporpeccupy-
eT. Y 60NbHbIX, KaK NPaBKUI0, OTMEYAETCA KalleNb — HENPOAYKTUBHBIN UK
CO CKYAHOI CM3NCTON MOKPOTOM. LinaHo3 — MeHee NOCTOSIHHbIN U Gonee
NO3AHMI NpU3HaK 60NEe3HU, BO3HUKAET UK YCUNUBAETCA NpU HU3UYECKON
Harpy3ke. B nocnepyiowem MoXeT HabNOAATbCc YTOMWEHUE KOHLEBbIX
tanaHr nanbues no Tuny 6apabaHHbIX Nanoyek, HOrTel B JopMe YacoBbIX
ctekon («nanbupl fMnnokparay). Ha no3gHux ctagusax 3abonesaHus, Kak
NpaBuJIo, OTMEYAOTCA HapacTaHue OAblWKK, (HOPMUPOBAHME NNErOYHO-CEp-
AEYHOI HELOCTAaTOYHOCTH 33 CYET FEMOAMHAMUYECKUX HAPYLIEHUI B MaIOM
Kpyre kpoBoobpalleHus. KpaliHe BaXKHbIM ayCKyNbTaTUBHbLIM MPU3HAKOM
thubpo3upyiowero npoLecca B NETKUX ABASETCA ABYCTOPOHHAS Kpenuta-
LMA, KaK NpaBuNO, B HUXHUX OTAENax Nerkux, Kotopas He pearupyet Ha
aHTUbaKTEpUaNbHOE NeyeHue.

InarHocTuka

BaxHelWwnmMnM B AMATHOCTUKE ABNAIOTCA KOMMNblOTepHas Tomorpadus
BbICOKOTO pa3spelenus u 6uoncus. Ha paHHux cTapusx 6onesHu onpege-
NATCA NPeuMyLLecTBEHHO ycuneHne U gedopmauma NeroyHoro pUcyHka,
MOHMXEHWE NPO3PAYHOCTU JIETOYHBIX MO MO TUMY «MATOBOrO CTEKay,
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Menkooyarosble TeHW. [To mepe nporpeccupoBaHua npouecca fecdopmaums
NIErOYHOTO PUCYHKA CTAHOBUTCS GONee BbIPaXEHHOM, BLIABASIOTCA NPU3Ha-
KW MHTepCTULManbHOro gpubposa, nonocTHele 06pas3oBaHus, hopmupyeTcs
KapTMHa «COTOBOTO NIErKoro». «30/0TbiM CTAHAAPTOMY» AUArHOCTUKM 3360-
neBaHus aBAseTcs Guoncus, no3sonsiowas oGHAPYKUTb NPU3HAKM OCTPOI
WHTEpPCTULMANbHON NHEBMOHUW B UCCNIeAyEMOM MaTepuane.

JleyeHune

OCHOBHbIMW NEeKapCTBEHHbIMW CPEACTBAMU, UCMONb3YEMbIMU B Hayab-
HO/l dha3e 3aboneBaHus, ABNAITCA MIOKOKOPTUKOCTEPOUAL. Mpu oTcyT-
CTBWM OTBETA HA [IOKOKOPTUKOCTEPOUAbLI MPUMEHSAIOT UX KOMOMHaUMIO C
uuToCTaTMKaMM (asaTmonpuH, umknodocthamug). B 2020 rogy aHTUdrbpo-
TUYeCKWi i Npenapar HUHTELAHUO MONYYMA BO3MOXKHOCTb ObITb UCMOAL30-
BaHHbIM HE TONIbKO NPY MAMONATUYECKOM NIero4HOM MbPO3e, HO U NpU apy-
rMx 3aboNeBaHUAX, xapaKTepusylowuxcs nporpeccupywmm ¢Gubposom,
4YTO, BO3MOXHO, MO3BONUT HECKONbKO 3aMeAnnTb HapacTaHue ubposa u
NpoAAUTb XKU3Hb nauueHTam. OfHaKo, Ha CEroOAHAWHNIA AeHb B LOCTYMHON
AuTepaType OTCYTCTBYIOT CBEAEHMA O €ro UCMoNb30BaHWM NPU CUHAPOME
XammeHa-Puya.

MporHo3

MporHo3 vaue Bcero HebnaronpuaATHbIN. CpefHAs NPOAOIKUTENBHOCTD
XWU3HU C MOMEHTa NOsABIEHUA NepBbIX CUMNTOMOB 4—6 JieT.

Takum o6pasoM, cMHAPOM XammeHa-Puya sBnseTcs pefikum 3abonesa-
HUEM C HebnaronpuUATHLIM NPOTHO30M, B BEAEHUM KOTOPOro BaXHYK posib
WrpaeT paHHAA AMATHOCTUKA.

Jluteparypa

1. Munenkosa T.A. u ap. CuHgpom XammaHa—Puya y pebeHKka paHHero
Bo3pacTa. Poccuitckuit BeCTHUK nepuHaTonorum u neguatpuu, 2019; 64 (4).

2. Fingerlin T.E. et al. Genome-wide association study identifies
multiple susceptibility loci for pulmonary fibrosis. Nat Genet 2015; 45 (6).
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BONE3Hb BUJIbCOHA-KOHOBAJIOBA

WBaHoBa ExkaTtepuHa CepreeBHa, opauHaTop;
OBuMHHUKOBA MapuHa BayecnasoBHa, opauHatop,

Kadeapa Tepanuu, obuiein Bpaue6HON NPAKTUKK U AfEPHOI MeaAULU-
Hbl (haKyNbTeTa AONONHUTENLHOrO NPOheCcCMOHaNbHOro 06pa3oBaHma
PHUMY um. H. U. Muporosa
HayyHble pykosodumenu — Poiiméepa lpuzopuli Epumosuy, 0.M.H.,
akademuk PAH, 3asedyrowuti kagpedpoli; lWapxyH Onvza Onez08Ha, 0.M.H.,
doyeHm Kagedpsl mepanuu, o6weli 8Bpaye6Hol npakmuKu u AdepHoll
MeduyuHsl hakynosmema 00NoAHUMENbHO20 NPOPECCUOHANIbHO20
obpaszosaHus PHUMY um. H. U. Mupozosa

bonesHb BunbcoHa-KoHoBanosa (BBK) (CMHOHMMbI — «renatoneHTu-
KynsapHas fereHepauusy, «renatouepebpansHas AuCTpopusa») — 310 Ta-
)Kenoe nporpeccupylollee HacleAcTBeHHOe 3aboneBaHue, nepepatolleecs
Mo ayTOCOMHO-PeLecCMBHOMY TUMY, B OCHOBE KOTOPOTO NIEXUT HapylleHue
3KCKpeLun Meaun U3 OpraHu3ma, NnpuBoAsLLEe K U3OLITOYHOMY HAKOMNEHNIO
3TOr0 MUKPO3NIEMEHTA B TKAHAX M COYETAHHOMY MOPAXEHMNIO NapeHXMMaTO3-
HblX OPraHoB (Npex /e BCero neyeHun) u roNoBHOro Mo3ra (MpenMyLyecTBeH-

HO NOLKOPKOBbIX ALEP).

Camioensb YunbcoH (coro Carl Vandyk /
Wikimedia Commons)
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Uctopuyeckaa cnpaBka. AH-
rnuinckuin Hesposor Camioens Yu-
nbcoH (aHrn. S. Wilson) B 1912 .
B CBOEN [OKTOPCKOM pucceprauuu
onucan TWUMUYHblE ANs  renaro-
LepebpanbHOl [UCTOHUM U3MEHe-
HUA B rOJIOBHOM MO3re, YCTaHOBMN
NOCTOAHHOE Hanuuue LMppo3a ne-
YeHM W 0XapaKTepu3oBan KAuHuYe-
CKyI0 KapTUHY HOBOrO 3a60N1eBaHms,
HAa3BaHHOrO MM  MPOrPecCUBHON
JIEHTUKYNAPHOI fiereHepauueii (nart.
lenticularis—yeyeBuLe06pasHbii).

MMo3gHee B 1960 r. BbigatoWuincs
COBETCKMI HeBponatonor, npodec-
cop Hukonait BacunbeBuy KoHo-
BAJIOB Ha GONbLWOM KJIMHUYECKOM
matepuane nofpobHO onucan na-
ToMopdonornto, natopusnonoruo
n Guoxumuio 3Toro 3abonesaHus, a



TaKXe BnepBble BBeN Knaccuduka-
LMI0 pasnuyHbIX ero popm. B HacTo-
siuee BpeMs 6ONbLWIUHCTBO aBTOPOB
NCNONb3YIOT AN 0003HAYeHMUs re-
natouepebpanbHoOi  fereHepauuu
TEpMUH «6one3Hb BunbcoHa—KoHo-
Banosa» (bBK).

dnupemuonorua. BbBK oTHo-
CUTCA K pepfkum 3aboneBaHusM,
4aCTOTa BCTPEYAEMOCTU B CPefHEM
coctanser 1:25000. Haubonee
yacTo flaHHoe 3aboneBaHue BO3HMU-
KaeT B pernoHax, rge WuWpoKo pac-
npocTpaHeHbl 611M3KOPOACTBEHHbIE
Opaku. bonesHb yawe maHudecTu-
pyeTt B Bo3pacTe 8-16 net u npu
OTCYTCTBMM cneundunyeckoro ne-
YeHWUs NPUBOJMT K NeTanbHOMY WC-
xopy B Bo3pacte 30-35 ner.

3tnonorua. lMpuunHoii BBK saB-
nserca myTaums reHa ATP7B, koto-
pbiii NOKanu3oBaH Ha 13 xpomocome 1 KoJMpyeT MeAbTPaHCNOPTUPYIOLLYI0
AT®-asy P-tuna. [laHHblit 6€N10K OTBEYaeT 3a BCTpanBaHWe MEAM B Liepyio-
NNa3MKH, C MOMOLLBID KOTOPOrO MUKPO3NIEMEHT BbIBOAUTCA U3 OpraHn3ma C
Xenubto. B HOpMe 3KCKpeuus Meam C KEeNyblo COCTaBAAET 2 Mr/CyT, a npu
BBK — nuwb 0,2-0,4 mr/cyT. TfeHeTUYeCKuii aedeKT Bbi3blBAET Hapylue-
Hue dyHKUMM MeabTpaHcnopTupytoweit AT®asbl, YTo NPUBOANT K pe3KoMy
YMEHbIIEHWIO 3KCKPeLUU N30bITKA MEAMU C XKENUYbIO U CHUKEHUIO CKOPOCTH
ee BKJIOYeHUA B LiepynonnasmuH. B pesynbtate 3T0ro npomMcxonut Hako-
nieHue megu B renatoumTax u ux rubens. Megb, BeicBOGOXAAOWAACA U3
NOBPEXAEHHBIX renaTouMToB, NOCTYNaeT B KpoBb. [NOBbIWEHHbI YPOBEHb
cB06OHON MeM B KPOBM NPUBOLUT K MPOHUKHOBEHMUIO €€ YEPe3 reMaTo3H-
uedanuyeckmit 6apbep € NOCNELYIOWMUM OTN0KEHUEM B CTPYKTYPAX r0J0B-
HOro MO3ra W pagyKHoi 06004Ke rnasa.

KnuHuyeckaa kaptuHa. HapyleHue BbiBEAeHUA MeAu M3 OpraHu3ma
NPUBOLAMUT K NOCTENEHHOMY ee HaKOMIEeHWIO B OpraHax U cucTemax B onpe-
[eNeHHoi nocnegoBatenbHocTH. MNMocne poxaeHus pebeHka ¢ fedeKTHbIM
reHom ATP7B mepnb nepBOoHayanbHO HauyMHAET HAKaNAMBATbCA B MEYEHW.
Moatomy y peTeil 6one3Hb 0ObIYHO MaHUDECTUPYET OfHWUM U3 BapuaH-
TOB MOPaXeHUA NeyeHu, KOTOPOe KAWHWYECKWU MPOABAAETCA B BO3pacTe

H.B. KoHoBanoB (MCTOYHUK —
Jletonuce MocKOBCKOro yHuBepcuTeTa)
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cTapwe 4-5 net, x0TA NpaKTU4YecKku c
pOXAeHWUs nNepuopMyecKn oTMevaeTca
YMEpeHHO MOBbLIWEHHbLIA YPOBEHb TPaH-
camuHas. [leyeHouyHas MaHudecTauus
ABNSieTCA Haubonee yacToil U OTMEeYaeT-
ca y 40-50% 6onbHbIX. Mocne Toro Kak
neyeHb HachllWaeTca Meablo, YTO B psfe
- N . C/y4yaeB MpPOUCXORUT BECCUMNTOMHO,
Puc.1. Konbua Kaitsepa-@neiiwepa MeAb nepepacnpefensieTcs CUCTEMHO,
HaKanIMBasCb Npex e BCEro B LEHTPaNnbHOW HEPBHOW CUCTEME, YTO BefieT
K HeilponcuxmMyecKUm CUMNTOMaM, KOTOpble yalle BCEro pa3BMBAlOTCA BO
2-M U1 3-M pecATUneTuax Xu3Hu. Hesponornyeckas u ncuxumyeckas MaHu-
tectauun HabaopaTcs y 35 1 10% 60/bHbBIX COOTBETCTBEHHO. B porosuue
HaKonneHue Mean NPOUCXOAUT MOCNE HACLIWEHUA el0 NeYeHU NPaKTUYeCKM
OAHOBPEMEHHO C NOABNEHWEM Helponcuxuyeckoi cumntomatukn (Puc. 1).

Konbua Kaitzepa—®neituepa Ha3BaHbl B 4€CTb HEMELKMX OTaNbMONOTOB
bepHxapaa Kaiizepa n bpyHo ®neiiwepa, koTopble BNepBbie onucanu ux B
1902 1 1903 ropax. [lepBoHavyanbHO Npefnonaranoch, YT0 OHW CBA3AHbI C
HakonneHuem cepebpa, HO Bnepsble b0 NPOAEMOHCTPUPOBAHO, YTO OHU
cogepat mefb B 1934 roay. 3TO KOJbLA XENTOBATO-3€/IEHOBATOTO UK 3e-
NeH0BaTO-KOPWUYHEBOTO LiBETa, KOTOPbIe NOABAAIOTCA NO KPaaM pPOroBuLibl

Y 15% 60nbHbEIX 3a00N€BaHNE NPOABAAETCA FEMATONOTMYECKUMU CHUH-
LpOMaMu, mpexpe BCero remonuTuyeckon aHemmen. [pyrumu opraHamu
“ cuctemamu, KoTopble nopaxatotca npu BBK B pesynbrate HakonneHus
Meau, ABNAIOTCA NOYKM, KOXA, CepAaLe, KOCTHO-CYCTaBHaA U SHAOKPUHHAA
cUcTeMmbl.

Knaccudmkauma. B Haweit ctpaHe cornacHo ®epepanbHbiM KaMHUYE-
CKUM peKOoMeHAauuaM Haubonee npuHaTa knaccucukaums H.B.KoHosa-
noea (1960 r.). OcHoBHbiMM thopmamn BBK sBnsioTca abpomuHanbHas u
uepebpanbHas. A6goMuUHanbHas GopMa MOXET NPOSBAATLCA OCTPLIM U
XPOHWYECKUM renaTutom, LMppo30oM NeyeHu, a TakKe GyabMUHAHTHOM ne-
YEHOYHOI HeCOCTOATENbHOCTbI0. OCTPbIA renaTuT No KAMHUYECKON KapTuHe
1 NabopaTopHbIM NOKa3aTeNsM Mano YeM OTANYAETCA OT JPYrux renaTuTtos.
XapaKkTepHbIM ABNAETCA OTCYTCTBME B KPOBM MAapKEPOB cneuntdmryeckux re-
naTUTOB, YaCTOe COYETaHUe C reMoanUTUYecKol aHemueit (peakuus Kymbca
OTpULATENbHA), HU3KMII YPOBEHb MOYEBOW KUCIOTbI, HU3KUI YPOBEHD Lie-
py/noniasMmMHa 1 Mefu B KPOBW U MOBbIWEHHOE BblAeNeHWe Megn C MOYOIA.
NocTeneHHO renaTuT NPUHUMAET XPOHUYECKOE NAaTEHTHOE TeYeHune, OTanYa-
lolyeecs pa3HooOpa3HO HEBPOIOTMYECKOM M NCUXMATPUYECKON CUMNTOMa-
TUKOW, Hanuumem konel, Kaitzepa—®neitwepa B porosue (y 50-90% 6onb-
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HbIX), FEMONUTUYECKOW aHeMueil. Lippo3 neyeHn oGHapyKUBAETCS Y BCEX
6onbHbix ¢ BBK, yalie umeet 6eccMnMTOMHOE TeYEHME U XapaKTepusyeTcs
Ounupy6uH-TpaHcdepasHoit auccoumalmein. OynbMUHAHTHAsA NeYyeHoYHas
HECOCTOATENbHOCTb UM «BUbCOHOBCKMIA KPK3» NpeacTaBaseT coboi pes-
Kyl0 M OHOBPEMEHHO HaubGonee HebGNAronpuATHYIO B NPOrHOCTUYECKOM
nnaHe manudectaumio bBK. JletanbHoCTb npu 3TOM natonoruyeckom co-
ctoaHumn gocturaet 60-95%.

BapuaHTamu LepebpanbHoit hopMbl ABAAIOTCA: PUTUAHOAPUTMO-TUNEP-
KUHeTUYecKasn, ApoXaresbHO-pUruaHas, ApoxarenbHas u 3KcTpanupamui-
HO-KOpKoBas. [lpoxatenbHo-purugHas Gopma BCTpevaeTca yalle Apyrux
HEBPOJIOrMYECKMX PACCTPOICTB M Haubosiee TOYHO COOTBETCTBYET thopme,
onucaHHoi BunbcoHom. OHa Bo3HMKaeT B Bo3pacTe oT 15 po 25 net, Tevet
C PEMUCCUAMU U BHE3AMHbIMU YXyALWeHnamMuU. HeBponornyeckue pacctpon-
CTBa XapaKTepu3yloTCA OQGHOBPEMEHHbIM Pa3BUTUEM TAXKENOW PUTULHOCTU U
LpoxaHua. [lpoxaHue ouyeHb puTMUYHOE (2—-8 BpOXaHuii B CEKYHAY), pe3-
KO YCMNINBAETCA NPU CTAaTUYECKOM HANPSXEHUU MbllL, JBUXEHUAX U BOJI-
HEHUW, B NMOKOE M BO CHe ucyesaeT. [o mepe nporpeccupoBaHus 60ie3HK
LpOXaHue yCunnBaeTcs, CTAaHOBUTCA KPYNHOAMMIUTYAHbLIM C BbIPaXX€HHbIM
WHTEHLMOHHbIM KOMNOHEHTOM. be3 neyenus 3abonesaHue nporpeccupyer
B TeyeHue 5-6 neT U 3aKaHUYMBaeTCA NeTanbHO. PUrngHoapmMTMo-runepku-
HeTuyeckas (opma BO3HMKAeT B paHHeM Bo3pacTte oT 7 fo 15 net u npo-
ABNAETCA NONUMOPQHBIMUA  MHBANUM3UPYIOWMMU  IKCTPANMpPaMUHbIMK
rMNnepKuHe3amMu, UHTEMIEKTYanbHbIMU U TAXENbIMA BUCLEPabHbIMU pac-
CTpoiicTBaMu. [MnepKknHe3bl 0XBATbIBAIOT pa3fiMyHble rpynnbl MblWL, TyIO-
BULLA, KOHEYHOCTEN, a TaKKe MbllLbl, OTBETCTBEHHbIE 32 APTUKYNALUIO U
rNOTaHWE, YTO BbI3bIBAET AMU3APTPMIO U Ancdaruio, CYAOPOXHbLIA CMeX W
nnay, addeKTUBHbIE PaCCTPONCTBA U YMEPEHHOE CHUXEHWE WHTENNeKTa.
Mpu oTCyTCTBMM nevyeHUs NeTanbHbI MCX0[ HacTynaeT yepe3 2-3 roga.
[poxatensHas ¢opma oTanyaeTcs 6onee NO3AHUM Hayanom (B cpefHEM B
Bo3pacTe 20—30 net) u Haubonee OOPOKAYECTBEHHLIM MEANEHHbIM TEYe-
HueMm. OCHOBHbLIM KJIMHUYECKUM CUMNTOMOM ABNAETCA LpoxaHue. Purup-
HOCTb NOABNAETCA NNLLb B KOHLE 6ONE3HM, OTMEYAIOTCA aMUMUSA, MeNIEHHAs
MOHOTOHHAA PeyYb, TAXKENble U3MEHEHUA MCUXUKK, YacTble addeKTUBHbIE
BcnbiwKK. Mpu 310l hopme GonesHn Takxe HabnopalTcs anunentudop-
MHble NpunagKu. IKCTpanmpamMnaHo-KopKoBas hopma npeacTaBiseT coboi
(hnHan nepeyncneHHbix Boiwe HOPM, XapaKTepu3yeTcs NpUCOeSUHEHNEM K
UMeLWUMCA TUNUYHBIM HApYLIEHUAM OCTPO Pa3BUBAIOWMXCA NMUPAMULHbIX
nape3oB W 3NUNENTUYECKUX MAPOKCU3MOB, Yalle 04aroBOro xapakrepa.
Mpu 3TOM B rosI0BHOM MO3re hOpMUPYIOTCS OOWMPHBIE pa3MArYeHus B Kope
GoNbWKUX NOMYLWAPHIA, YTO MPUBOAUT K ObICTPO MPOrPECCUPYIOLLNM NCUXU-
YECKUM HapyleHWUsM W Tsxenomy cnaboymuto. lcuxmyeckme HapyweHus
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pa3BuBaloTcs npumepHo y 1/3 6onbHbix BBK. K Hanbonee paHHUM ncuxu-
YeCKUM CUMNTOMAM OTHOCATCA CHUXEHWEe KPAaTKOBPEMEHHOW NaMsATH, KOH-
LEeHTpaLMN BHUMAHNA, 3aTPyLHEHUE U 3aMeANEHNE MbIWNEHUS, 0befHEHME
peun, CHUXeHWe cnocobHoCTM K obyyeHunio. HabniogatoTcs Takke nocrte-
NeHHOe W3MEHEHWe MOoBefeHUs, NabUNbHOCTb HAaCTPOEHUS, MOBbLIWEHHAs
3MOLMOHANbHOCTb. BcTpeyatoTes Takke Wwu3othpeHonofobHble U3MEHEHUS.

TeyeHue 3ab0neBaHUs MOXHO Pa3fenuTb Ha 2 CTafUW: NATEHTHYIO W
CTaAMI0 KIWHUYECKUX npossaeHui. [pu nateHTHON CTafuu KNUHUYeCKue
CMMNTOMbI OTCYTCTBYIOT M NMPU3HAKW 3aboneBaHWs (HAaKOMNEHUA Meau B
OpraHu3Me) BbISBAAIOTCA TONbKO Npu nabopatopHoM obcnegosaHuu. Mpu
3 hEeKTUBHOM le4eHU AOMOHUTENbHO BbILENSAIOT CTaANI0 OTPULATENbHO-
ro 6anaHca megu. B aTom ciydae B pesynbrarte JOCTUKEHUS U BAUTENBHOMO
NofepxaHua oTpuuaTtenbHoro 6anaHca Menu HabnoaeTcs perpecc Kiu-
HUYECKMX N N1aBOPaTOpPHbIX NPOsSBAEHUI 3a60NeBaHUs.

lmarHocTukKa. Ha ctaguv renatuta v LMppoO3a NeYeHn MMeoTCA XxapaKTep-
Hble U3MKaNbHble JaHHbIE: CMYIbIA (KMELHBIAY) LIBET KOXMU, XENTYIWHOCTb
CK/Iep, He3HayuTenbHas WAKM yMepeHHas renatoMeranusa, CnaeHoMmeranus,
OTNI0XEHWe Meau B porosuLie. JlabopaTopHele faHHble NPeCTaBNEHb reMo-
JINTUYECKOW aHeMWeR, NOBbILEHNEM aMUHOTPaHCdepas, nokasaTenen xone-
cta3a. Cneunduyeckumu ABAAIOTCA NOKa3aTenu oOMeHa Meu: B CbIBOPOT-
Ke KPOBM CHUXEHWE YPOBHS Liepy/ionnasMmnHa u obuieit Meau, NoBbIlWEHUE
YPOBHsi CBOOOAHOI MefM; NOBLIWEHWE CYTOYHOI IKCKPELUU MESU C MOYOIA;
npu MOpdONOrMYECcKOM UCCNeL0BaHUM BUONTATa NeYEHU — MOBbILEHUE KO-
JIMYECTBEHHOrO CofiepaHue Meau B renatouute. [lnarHocTuyeckum cyuta-
€TCA NOBbILEHWE CYTOYHOI IKCKPELMM MeAM C MOYOii: BasansHoil — Gonee
50 mkr/cyT; B npo6e ¢ D-neHnyunnammutom (500 mMr x 2 pasa B cyTku) — 6o-
nee 1600 mkr/cyT. LlenecoobpasHbiM sBASETCA reHeTUYECKOE UCCefoBaHmne
LN BblsABNEHWs MyTauum B reHe ATP7B. OdTanbmonornyeckoe uccneposa-
Hue no3sonseT Bepuduumposats Konbla Kaitzepa—®Pneiwepa (Ha paHHUX
CTaMAX UX MOXHO BbIIBUTb TOJIbKO C MOMOLLbIO WeNeBOM 1aMMbl).

Jleuenue. OcHoBHbIMM HanpaBneHusamu nedenns bBK asnsetca npume-
HEHWE Melb3NMMUHMPYIOLWMX NpenapaTos, cobaofeHe CTPOroi aueThl co
CHUXXEHHbIM KONMYECTBOM MeJM B PaLMOHe U, MpU He06XOJUMOCTH, NPOBe-
AeHue TpaHCIaHTaLuum neyexu.

lneta. Mefb cogepXuTCsA BO BCEX NULLEBLIX MPOAYKTAX, MO3TOMY NOJHOE
UCKIOYEHME ee NOCTYNAEHNUA C NUWen HeBO3MOXHO. [inety npu bBK mox-
HO 0XapaKTepM30BaTb KaK MOIOYHO-paCTUTENbHYI0. PekomeHayeTca ncknto-
YeHWe NPOAYKTOB, COAEpIKaHME MEAM B KOTOPbIX npeBbiwaet 0,5 Mr/100 T,
TaKUX KaK rpubbl, pakoobpasHble, MOJUIIOCKU, OpPexu, WOKONAZ, NeveHsb,
6apaHuHa. KpaliHe OCTOPOXHO HYXHO OTHOCWUTbCA K MOJWUBUTAMUHHBIM
npenaparam, COLEPXALMM MUKPO3JIEMEHTHI, MULLEBbIM J06aBKaM, cpej-
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CTBaM MCKYCCTBEHHOTO NuTaHus. CnepyeT Takxke U3beraTb XpaHeHUs MULLK
B Me[lbCOAepXallei nocype.

XenatHaa Tepanua. Ha paHHbI MOMEHT B Mupe ansa neyenus BBK wnc-
noNb3yloTcs cnepyloline Komnaekcoobpasywlime npenapatsl: D-neHuumn-
NaMUH, TPUEHTUH, TeTpaToMonu6aaT u yHutnon. B Poccuiickoit ®egepaunu
3aperucTpupoBaHsl npenaparbl D -neHuunnnammua, rotoButca peructpauyms
TPUEHTUHA. D-neHuLMNNamMUH — NepBLIA U3 NpenapaToB KoMmnnekcoobpa-
30BaTenelt, KOTopbiA Havyan ucnonb3oBatbcsa npu bBBK, uMeHHO ¢ Havanom
ero npumeHenuns B 1956 rogy cBA3aHO KapAnHanbHOE U3MEHEHMe NPOrHo3a
npu gaHHom 3abonesaHuu. Npu BBELEHUN NpenapaTta B OpraH13mM Npoucxo-
AUT ObiCTpas MOBUAM3aLMUA MEAW U3 TKAHEN U 3NUMUHALMS C MOYOW B BULE
Komnnekca mefb-neHnumnnamuH. Tepanusa HaYMHaeTCa B CTaLMOHApe, Kak
npaBuo, CONPOBOXAAETCSA 6ONbLIMM KONMYECTBOM N0OOUHbIX 3P deKTOB, B
YACTHOCTU, YXYALIEHNEM HEBPONOTUYECKO CUMNTOMATUKK NauueHTa (B 10-
50% cny4aeB), aHOPEKCHEN, fuapeei, apTpantuamm, MUANrusmm, 0CTeomno-
po3om. Kpome Toro, D-neHuuunnammy cnocobeH cBA3biBaTh U BLIBOAUTL U3
OpraHu3Ma He TONbKO MefAb, HO U MHOTWE fpyrne MUKPO3NeMeHTbl — LUHK,
Kanbuuid, marHuii. MockonbKy M3BECTHO, YTO D-neHUUMNNamMuUH BbIBOLUT
NUPUAOKCUH M3 OpraHu3Ma, ero HeobxoAMMo Ha3zHayaTb JOMOJNHUTENBHO.
ApekBaTHOCTb NeyeHns, NOAGOP [O3bl ANA LAMTENLHOTO JIeYEHUS MOHUTO-
pupyeTcs MOCPeACcTBOM U3MEepeHMA CYTOYHOM IKCKpeuuu Meanm C MOYOiA.
MauueHTsl ¢ 6onesHblo BunbcoHa-KoHOBanoBa AOMKHbBI HAXOAUTLCA MOA
NOCTOSAHHBIM HabNO4EHUEM BpaYa, XKeNaTesbHO MMEIOLWEro onbiT BELEHMUS
TaKnx 6ONbHBIX.

TpaHcnnaHTauus nevyeHu npeacTaBaseT coboi paguKanbHbll MeTop e-
yeHus nauymenToB ¢ BBK. OH nokasaH npu ynbMUHAHTHON NeYeHOYHOI
HECOCTOATENBHOCTH, @ TaKKe GOJIbHBIM C JEKOMNEHCUPOBAHHBIM LLUPPO30OM
neyeHun, He OTBETUBLILMM HA MEAUKAMEHTO3HOE NeYeHne B TeyeHue 3 meca-
ueB. [loHOpcKas neyeHb He COLEPXKMUT MeTabonuyeckoro gedekTa, OTBET-
CTBEHHOTrO 3a pa3BuTWe 3ab6oneBaHus, NOITOMY NOC/IE Nepecagku neyeHu
BOCCTaHaBNMBAETCA MEXaHU3M BbiBEEHUS MEAM U3 OpraHu3ma 1 Habnoaa-
eTCs perpecc 06paTuMbix CUMNTOMOB 3aboneBaHus. Boixx1BaeMocTh B Teve-
H1e roaa nocne onepauuun konebnercs B npeaenax 79-87%, NATUAETHAS —
conocTaBKMa € rogoBoi. Bo3moxHo npoBeaeHune TPYNHOW TPaHCNIaHTaLUm
WAW nepecaska foAN NeYyeHu OT XKMBOro POACTBEHHOTO LOHOPA.

MporHo3 3aboneBaHus CBA3aH CO CTEMEHbIO JEKOMMEHCALMUN MEYEHOY-
HbIX YHKLMWIA, TAKECTbIO HEBPONOrMYECKOWM CUMNTOMATUKN U NPUBEPXKEH-
HOCTbIO Tepanuu. HopMmanu3saums neyeHoUHbIX QYHKLMIA NPOMCXOAMUT Ha 1-2
roAy Tepanuu 1 He NporpeccupyeT nNpu MOAHOM BbIMONHEHWU BCEX PEKO-
meHpauui. Tem He meHee, HECMOTPSA Ha NPOBOAMMYIO TEPANUIO, y HacTu na-
uueHtoB bBK npuobpeTtaeTt pemutupyoLmnii XxapakTep, U HeBponoruyeckas
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CMMNTOMATMKA MOXeT NPOrpeccupoBath Ha (hOHe CoMaTUYecKon CTabunu-
3auuu. K coxaneHuio, u npu coBpeMeHHoil TaKTUKe eyeHuns 1o 15% 6onb-
Hbix yMupatoT BcneacTeume bBK, a 43% cTaHoBATCA MHBanupamu.

Yo fonKeH 3HaTh Bpay NepBMYHOro 3BeHa. CornacHo flaHHbIM nuTepa-
Typbl, BBK oTmevaeTcs 3HauuTenbHo Yauwe, 4em guarHoctupyetcs. Hecmo-
TPA Ha QJIMTENbHYI0 UCTOPMIO U3Yy4YeHUs 3TOro 3ab0neBaHus, AUArHOCTMKA
BBK 3anasgbiBaeT B cpegHem Ha 3—15 neT. 370 06bACHAETCA BbIPAXKEHHbBIM
KNMHUYECKUM NONMMOPGHU3MOM, HECMELU(PUYHOCTLIO OCHOBHbLIX KAUHUYe-
CKUX CUHAPOMOB, a TaKXe TeM, YTO WWUPOKUIN Kpyr Bpayen umeet HepoCTa-
TOYHYIO HACTOPOXEHHOCTL B OTHOWeEHUM BBK.

Bpay nepBMYHOro 3BeHA MOXKET 3aNof03puTh Hanuyue y naumeHta bBK B
Cnefyiowmnx cnyyasx:

1) OTK/IOHEHME KNEeYEeHOYHbIX» NOKa3aTeNei KPOBM Y NALMEHTOB MOIOLO-
ro BO3pacTa B OTCYTCTBME MApKepOB cneundryecKkux renatutos;

2) BbISABNIEHHbIE NpW Cly4yalHOM 06CNefoBaHWM HapylleHWs obMeHa
MeAu B KpOBU;

3) BbIABNEHHbI LMPPO3 NeYeHU Yy NaLMEHTOB MOOAOr0 BO3pacTa npu
OTCYTCTBUM JPYrUX NPUYUH;

4) Hanuyne HeBPONOrMYECKON CUMNTOMATUKM U/MAKN NCUXUYECKUX Hapy-
WeHnRn;

5) reMonnTUYeCcKas aHeMMUA HesCHOI 3TUONOTUK C OTPULLATENbHOM peak-
umneit Kymoca;

6) HannyMe ceMENHOro aHamHesa.

(CBoeBpeMeHHas [MArHOCTWKA, afieKBaTHaA Tepanus, MOCTOAHHOE Ha-
Gl0aeHe Bpaya No3BONAT CTAOMAN3NPOBATL COCTOSHUE, YACTUYHO NpUBeE-
CTU K perpeccy OCHOBHbIX CUMNTOMOB, YNYYIUNTb KAYeCTBO XU3HU naLueH-
Ta, a TaK)Ke NporHo3 3abosesaHus.
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BOJIE3Hb MEHETPUE
(XpoHuueckui runepTpodmyeckuii NoNMajeHoMaTo3HbIN
racTpur)

Jlykawwnk EkatepuHa BayecnaBoBHa, CTYAEHT;
LexosuoBa Enusaseta BacunbeBHa, CTYAEHT,
neye6bHbint pakynbter PHUMY um. H.U. Muporoea
Hayunsiii pykosodumens: lonosko Munada lenHaduesHa, K.M.H.,
doyeHm Kaghedpsl NoNUKAUHUYECKOU mepanuu ne4ye6Ho20 hakynsmema
PHUMY um. H.H. Mupozosa

bonesHb Menetpue (BM) — kpaiiHe penkoe 3a6oneBaHNe HEU3BECTHOIA
3TMONOMUMN, XapaKTepPU3ytoLLeecs BbIPAXKEHHON runepTpoduren Can3ncTon
060/104KM XKeNyAKa («runepnaacTuyeckas racTponaTusy).

JnoHumom GonesHn MeHetpue sBnsetca [lbep IkeH MeHeTpue
(07.12.1859 — 22.08.1935) — natonoroaHatom u3 llapuxa, Bnepsble, B
1888 rogy, ONMCaBLIMiA NTPU3HAKK TUNepTpoduM CIU3UCTON 06004YKM fHA
W Tena xenynka c NoSMafeHOMATO3HbIMU U3MEHEHUSAMU, BbIABIEHHLIMU B
cepuu aytoncuit. lmneptpotmpoBaHHbIe CKNAfKKU CU3UCTON 060N0UKU Ke-
nyaka (COX) cpaBHMBaNMUCH C KMO3rOBbIMU U3BUAMHAMU» U, 1O HACTOALLENO
BPEMEHM, ABAAIOTCA KNACCUYECKMM NAaTOMOP(ONOrNYeCKUM NPU3HAKOM 3a-
6onesaHus. bonesHb nonyunna HaseaHue «polyadenomes en nappe». OT-
KpbiTHe ObIN0 onybinMKoBaHo B TpakTaTe «Des polyadenomes gastriques et
de leurs rapports avec le Cancer de l'estomac».

CuHOHMMBI 6one3HM MeHeTpue, BCTpeyalolwmecs B iuTepaType: «XpoHu-
YeCKWi runepTpoduyecKnin NoanafeHoMaTo3HbIN racTputy, «AgeHonanun-
J10MaTo3», «IKCCYLATUBHAA racTponatusay», «[MraHToCKNaA0uHbIA racTpuT,
«M36biITouHas causucTany, «AuddysHolil ageHomaTos», «OnyxoneBuaHbIil
racTpuT» u npoume. TepmuH «bonesHb MeHeTpue» 4acTo oWMUOOYHO MC-
nofb3yeTcs Npu onucaHuu nto6oro 3a60neBaHNUs KenyaKa C TMraHTCKUMU
cKNnagKkamu, NGO Kak CUHOHUM «[UraHTCKOro rnepTpoUYecKoro racTpu-
Ta». OgHako, guarHo3 bM cnepyet CTaBUTb TONBKO MpU COYETAHUM runep-
Tpocpun COXK, dboBeonsapHoi runepnnasum, xenesncton atpodum u runo-
anbOyMUHEMUU.

B HacToswwee Bpems onucaHo okono 300 cnyyaes 6onesHu MeneTpue.
CpeaHuii Bo3pacT AebioTa AaHHOro 3abonesaHus coctaBiseT 30-60 ner.
MyxuuHbl noasepxeHbl BM B 3 pa3a valle, YeM KeHLUHbI.

ToyHass npuunmHa GonesHum MeHeTpue HewssecTHa. CyliecTByloT pas-
JINYHBIE TUMNOTE3bl: TeHeTUYecKas [eTepMUHUPOBAHHOCTb, MHGULUPOBA-
Hue Helicobacter pylori u yutomeranoBupycom, NOBbIWEHHANA MPOAYKLUS
TpaHcdopmupyiowero daktopa pocta (TGFa), xpoHuyeckas MHTOKCMKaLMs
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(TAXenbIMU MeTannamm, NPOMbIWAEHHBIMW XMMUKATaMK, NePCUCTUPYIOLLM-
MU UHPEKLMAMU, HUKOTUHOM), HEPALMOHANbHOE NMUTaHUE, UHPEKLUOHHbIE
3aboneBaHus (BUPYCHbLIN renatut, AuseHTepus) u op. MatoreHes 3abonesa-
HUA TaKXe u3yyaerca.

YcTaHOBNEHO, YTO ANA faHHOTrO 3aboneBaHWUs TUNWYHbLI: aTpodus rnas-
HbIX W MapueTaNbHbIX KNETOK B Kene3ax Xenyaka, yMeHblleHne BbIpaboTku
CONsAHOI KUCNOTbl, GoBeoNsipHas runepnnasus, noebileHHas BblpaboTKa
MYLMHOB, pa3BuTMe NOAMafeHOMaTo3a, noBbileHne npoHuuaemoctn COX
Ans 6enka, runoanbbyMmMHeMns, pa3BUTUE TMNONPOTEUHEMUYECKNUX OTEKOB,
thopMMpOBaHME XPOHMYECKOro aTpoMyeckoro ractpura C CUMNTOMaMM
ManbgurecTuu u manbabcopbuuu. Mpu BepuduUKaLum AuarHosa yunTbiBa-
eTCA Hannume chefyiowmnx npusHakos: auddysHas runepTpopusa cknagok
CAN3MCTON 060NI0YKN B TeNe U JHE XKenyaka, hoBeonspHas runepniasus u
)enesucras aTpopua C yMEeHbLWEHHbIM KONMYECTBOM NapueTanbHbIX U raB-
HbIX KNETOK, runoanbbyMuHemus, nepudepuyeckme oTeku.

XapaKTepHbl: Tynas Howwas (BO3MOXHA 6ofnee MHTEHCUBHAA OCTpas)
60/1b U OLLYLIEHME TAXECTH B INUTAaCTPUM NOC/E NPUEMA NULLMK, YACTas pPBO-
Ta (MHOTJA C NPUMeChio KpOBU), AMAPESA, CHUKEHME anneTUTa, aHOPEKCUs,
3HauMTeNbHOE CHUXKEeHMe Macchl Tena W nepudepnyeckue runonpoTemHe-
Muyeckue oteku (noteps Genka cBs3aHa C LUapeeit U NOBTOPHOI PBOTOIA).

Mo npeobnagaHuio Tex WAKM UHBIX KNUHUYECKUX CHUMNTOMOB, BbIgENAIOT
TPW BapuaHTa TeyeHus 6onesHn MeHeTpue: gucnencuyeckuif, ncesgoony-
X0NeBblil, GeccuMnToMHbIA. KnuHWYeckue nNposiBNneHns [UCNencuyeckoro
BapuaHTa bM: abgomuHanbHas 60ab (HOKLLETO XapaKTepa, «paHHAAY), [uc-
KOMOPT U/MAN OLLYLLEHNE TAKECTU B INUracTpanbHO 061acTu, TOWHOTA,
pBoTa, Anapes. CumnTombl NceBfoONyXx0neBoro BapuaHta bM: ymeHblieHne
maccel Tena Ha 10—-20 Kr, CHUXeHue anneTuta, aHopeKcua, yxyalweHue ne-
PEHOCHMOCTU TPYAHOYCBOSEMOI NULLK, NOABNEHUE Nepudepuyecknx oTe-
koB. beccumntomHas opma BM — cnyyaitHas Haxofka B npouecce fua-
FHOCTUYECKMX UCCNef0BaHWUI NO MOBOAY APYrOi NaTtonornu.

B KNMHMYeCKOM aHanu3e KpoBM BO3MOXHbI MPU3HAKW NOCTremopparu-
yeckoit aHemun u B12-geduuyutHoit aHemuu. Mpu nabopaTopHoM uccne-
AOBaHUK CbIBOPOTKM KPOBU Haubonee 3HaYMMbIM npusHakom BM sBnsetcs
runoanbbymMuHemus, Kotopas BoisiBnsetcs y 20-100% naumeHToB. YpoBeHb
racTpuHa B nna3me KpoBW — B npepenax Hopmbl. ViccnefoBaHue cekpe-
TOPHOM (hyHKLMM XKenyaka MeToLoM HpaKLMOHHOrO 30HAUPOBAHUS CO CTH-
MynALMEeN: pe3Koe CHUXEeHMEe NEencUHO- U KUcioToobpasyolein hyHKLum
Xenyaka, BNAOTb O aXN0Prugpun.

06bl4Has peHTreHorpadus He uHboOpMaTMBHA. PeHTreHorpadus xenya-
Ka C [BOWHbIM KOHTPAaCTUpOBaHMEM BbIABAAET BblpaXKeHHOEe yTOoJleHue
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KENYAOYHbIX CKNAZOK, MX JIOKaNbHOE CKOomneHue (TUNUYHO — 6onbluas
KPWBUM3HA HANPOTUB YrNa enyAKa) uam Ha 6oblOM NpoTAKEHUM (B CBO-
Le, Tene W CUHyce Xenyaka), fedekTsl HanoNHEHWUA HenpaBubHol dop-
Mbl. [Ipn 3TOM, B aHTpanbHOM OTAeNe XenyAKa BblIBAAIOT HEU3MEHEHHbIe
CKNapku. PacnonoxeHue CKnafgok nNpyu OrpaHUYEHHOW M PacnpocTpaHeH-
HOW OopMax coxpaHaeT onpefeneHHblin nopsAok. Mpu 3anonHeHUn nono-
CTW XenyAKa KoHTpacTom nog pasnenuem, cknagku COXK pacnpasnsiotcs
(oTnnymne ot oHKonoruyeckoit naronoruun). MepuctansTka No Manoi u
00MbWOIi KPUBU3HE COXPAHEHA, CTEHKM XenyaKa anactuyHbl (Puc. 1a). KT
opraHoB OptolWwHOI nonoct — Auddy3Hoe yTONLEHNE CTEHOK XenyaKa
6e3 npu3HakoB NuMbageHonaTMu. IHAOCKONMYECKOe UCCef0BaHNE ABNS-
eTcs MEeTOAOM Bbibopa B guarHoctuke M. Mpu nposeaeHnn OTAC BbisBAA-
eTcs yTonwenune cknafok COX, npenmylecTBeHHO, B Tene v He, B BUAE
«MO3rOBbIX U3BUAMHY, KOMOUHALNA YTONLUEHHbIX CKNAZ0K C HOpPMaNbHbIMU
yyactkamu COXK «OynbixHas moctoBasy». BusyanbHo cknagku COX 6neg-
Hble, OTeYHble, MOTYT ObITb FMNEPEMUPOBAHHLIMU. BbisBNsAETCA NOBbIWEH-
Hasf KOHTAKTHAas paHMMOCTb W Hanunyume 3po3nil Ha Bepxylukax cknagok COX
(Puc. 16).

Bepyuyio ponb B guarHoctuke BM wurpaet pacwupenHas Guoncus —
«yepe3 Bcio Tonwy» COX, npu KOTOpPON BbIABNAETCA U3MEHEHUE Konunye-

Puc.1. bonesHb MeHetpue. (a) peHtre-
HoNornYecKas KapTuxa; (6) anpockonu-
yecKas KapTuHa; (B) MMKpOCKONNYeCKas
KapTuHa.



CTBEHHOTO COOTHOLIEHMA KNEeTOK 3nuTenus HoBEONSPHOro TUNA U KNEeTOoK
COOCTBEHHbIX XKEeNe3 XenyAKa, KNCTO3HAs AuUNaTalus KenyaouHbX SMOK,
BO3MOXHbI OTEYHOCTb cobCTBeHHOI nnacTuHku COXK ¢ npusHakamu WH-
TpasnuTenuanbHon NMMBOLUTAPHOA U 303UHODUABHON WHOUABTPALUM
(Puc. 18).

OuddepeHuymnansHas guarHoctuka bM npoBoguTca ¢ uenbiM pAfoOM 3a-
6oneBaHuit: CUHAPOM 30AAMHTEPa—INANCOHA U TUNEPNACTUYECKas TUnep-
CEeKpeTopHas ractponatus, NUMhOLUTapHbIA racTpuT (Lenuakus, 6aktepus
HP), nopaxeHue xenyaka npu cudunuce v Ty6epkynese, KapLuHoMa, M-
toma, capkounpos, cuHgpombl KpoHkxarita-Kanaga v lMeiitua-TypeHa-Erep-
ca, ap.

HecmoTps Ha To, uTo 6one3Hb MeHeTpue He OTHOCUTCA K LUMPOKO pacnpo-
CTpaHeHHbIM 3ab0NEBaHUAM U €€ KNMHWUYeCKas KapTUHA 3aypsAfHa, Xapak-
TepHa ans uenoro psaa 3abonesanuit XXKT, cBeieHNs 0 AaHHOMN HO30/10M MM
aKTyanbHbl AN PaHHEro BbIABNEHWUS U CBOEBPEMEHHOMN Tepanuu C LeNblo
136exaTb NporpeccupoBaHus 3a60NeBaHUA U Pa3BUTUA OCNOXKHEHUN (Ke-
JIYAOYHOE KPOBOTEYEHWE, MANUTHM3aLMA U 4p.). Ype3BblyailHas pesKocTb
BEM, pa3HouTeHue NpuynH ee BO3HUKHOBEHMA U MaToreHesa BaeyeT 3a CO-
60 TPYAHOCTb NeyeHns, pazHoobpasne HeOTPabOTaHHbLIX CXeM Tepanuu,
pas3nuyHble NOAXOAbl K BEAEHUIO NALUEHTOB, T.€., ONTUMANbHbLIA METOA fe-
yeHus bM He onpepeneH.

JleyeHne G6onbHbix BM ocyulecTenseTcs, B 60NbWUHCTBE C/ly4aes, B aM-
OyNaTopHO-NOANKAMHNYECKUX YCNIOBUAX BPaYaMU-TepPaneBTaMi COBMECTHO
C racTpo3HTEpONIOramu.

Moka3aHus gns onepaTMBHOIO NiedeHus (racTPIKTOMUM): TAKENOE Teye-
HUE; BblpaXKeHHbI 60NeBOI CUHAPOM C TEHAEHUMEN K YXYyALWEHUIO COCTO-
AHUA nauueHTa; HedthheKTUBHOCTb KOHCEPBAaTMBHOW Tepanuu; pa3Butue
OTE@YHOro CUHAPOMA; NOABNEHNE CKPBITbIX MW MAaCCUBHbBIX KPOBOTEUYEHUIA;
pa3BuUTUE aHEMWUU W BbIPAXKEHHOW rMNONPOTEMHEMUM; NOJO3PEHME HA 3N10-
KayeCcTBEHHOE nepepoxieHue.

06wme MeponpuaTUA: aKTUBHOE BhisiBNeHWe 6onbHbIX BM 1 ux ageksar-
Has HeMeAWKAMEHTO3Has U MeAUKAMEeHTO3Has Tepanus; 6opbba ¢ KypeHu-
€M, 3710ynoTpebieHneM anKoronem; npu HEOOXOAUMOCTU — TPYLOYCTPOiA-
CTBO; pallMOHaNbHOE NWUTaHWE; CaHaLMsa 0YaroB XPOHWUYECKON UHDeKLun;
JIOK, aspobHble Harpysku.

Ha paHHbIil MOMEHT 06CyKAaeTcs Tepanus MOHOKJIOHANbHbIMU aHTUTe-
namun (UueTykcumab) B CBA3M C BO3MOXHOW 3HAYMMOW NaTOreHeTUYeCcKoll
ponbto runepnpoaykumu TGFa.

MepukameHTo3Has Tepanus BM B nepuop obocTpeHus. Jluksupauus
6oneBoro cuHgpoma: Bsxylwue n obsonakusatowme JIC. Koppekuus Ha-
pYWeHU KUIWEYHOTO nuleBapeHus (racTpo-KuLWEeYHO-NaHKpeaTuyeckoro
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CMHApOMA): nonudepMeHTHble NEeKapCTBEHHbIE npenapaTtbl. JleueHue co-
nyTcTBYIOILEr0o AMCOM03a KULWEYHMKA: aHTUOUOTUKM, NPEOMOTUKM, NTPOBMO-
TUKN (6UULO-, NaKTO- W Konucopepxawue). JleueHue conyTcTBylOWeil
aHemuun. KoppeKuus MOTOPHbIX HapylUeHWit Xenyaka U AyofeHoracTpanb-
HOro pedloKCca: NPOKUHETUKM, CNA3MONUTUKKU, OGUAUTHUH, XEHOAEOKCHUXO-
neBas kucnota. Ipagukauua HP npu koHTammuHaumm COX.

MepukameHTo3Has Tepanua bM B cTagun pemuccun. Koppekums xeny-
LOYHOM CeKpeLumn (Npu CHUKEHHOW CEKPETOPHOI hyHKLMUN XenyaKa): CTU-
MYNATOPbI CEKPETOPHOI (YHKUMW Kenyaka (rMcTaMuH/MMMYHOrNOGYNUH
YenoBeKa HOPManbHbli, HEOCTUTMUHA MeTUNCYNbhAT, aMUHODUANUH W Ap).
Koppekuus xenyno4Hoii cekpeuun (npu BelpaxeHHoit atpodun COX ¢ ru-
CTaMWH/NeHTaracTpuH pedpakTepHON axunmeit): cpeAcTa 3aMecTUTENbHOM
Tepanuu (HaTypanbHbIN XKeNyaoUHbIA COK, GeTauHa rMAPOXI0pUL/MENCUH,
consiHas kucnota 3%, nencuH). CTUMynAuMA penapaTuBHbIX NPOLECCOB
COX: nentaractpuH. Koppekuusa geuuuta BATAaMUHOB N MUKPO3IEMEHTOB.
aHTUOKCUAAHTHAA Tepanua: NpupoaHbie (Macno 06aennxm); CUHTETUYECKHE
(suTamuHbl E, A). UMmyHOMOZenupylowas Tepanusa: npenapatsl TMMyca.
Koppekuus HapylweHUil KUWeYHOro nuileBapeHus (racTpo-KuleyHo-naH-
KpeaTuyeckoro CMHApoMa): noandepmeHTHbIe npenaparsl. JleyeHue conyT-
CTBYtOLEro AMcOM103a KULWIEYHNKA: KUILEYHbIE AHTUCENTUKN (OKCUXUHONUH,
HUTPOKCONMH, TUIUXUHON/TUANXUHONA NAypUNCynbdaT/TunbpoxuHon);
Ouonornyeckue npenapatbl, NoAyyeHHble U3 BGaKTepuil — HOPMaNbHbIX
npeacraBuTenei KuweyHoi mukpodnopsl. Koppekumsa MOTOPHbIX Hapylue-
HUM KenyaKa: NpoKMHeTUKN. Ipaaukauus HP: UMM, aHTuxenukobaktepHblie
cpeacTBa. KynupoBaHue 601€BOro CMHAPOMA: MUOTPOMHbLIE CNA3MONUTUKM.
JleyeHue conyTcTByIOLLEN aHEMUN.
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CUHAPOM PENHO
(nepudepryecknin aHrnocnacTMYeCKUi CUHAPOM Y 60NbHBIX C
npoceccmoHanbHbIMK 3a60neBaHNUAMM)

ABetucsaH lNoap PomnkoBHa, opanHaTop, Kadeapa akynbrert-
CKoW Tepanuu uM. akag. A.U. Hecteposa neye6Horo akynbteTa
PHUMY um. H.WU. Muporoea
Hay4Heii pykosodumens: Tkayesa Bepa HukonaesHa, K.M.H., doyeHm
Kaghedps! pakynememckoli mepanuu um. akad. A.U. Hecmeposa
neyebHoz0 pakynbmema PHUMY um. H.N. Mupozosa

CuHppom PeiiHo (theHoMeH PellHO) — CMHAPOM, XapaKTepu3sylolmiics
nepuchepuyeckum aHrnocnasmMomM 1 Bbi3biBatoWMUit 06paTuMblii auckombopTt
U U3MEHEHWe LBeTa KoM (6N1eAHOCTb, LMAHO3, IpUTEMA WU UX KOMOUHA-
ums). CuHapom Bnepsbie onucaH B 1862 r. Mopucom PeiiHo Kak «noKanbHas
acuKkcua KoHeuyHocTel», a B 1929 r. Tomac Jiblouc BBen pasgeneHue CuH-
ApoMa PeiliHo Ha nepBUYHYIO 60/1€3Hb PeiiHO 1 BTOPUYHBIN heHoMeH PeiiHo.

Mopuc Orioct Tabpuans Peitho (dp.
Maurice Auguste Gabriel Raynaud, 10 aB-
rycta 1834, Mapux, ®paHuns — 29 unioHs
1881, Mapwmx, ®PpaHumsa) — dpaHuy3CKuit
Bpauy, mejaror u y4yéHslit. Poguncs B cembe
npodeccopa yHusepcuteta. OKOHUMN Me-
AMUMHCKMIA  dakynbTeT [lapuKCKOro yHU-
Bepcuteta. B 1862 romy nocne 3awwuthl
JuccepTaumMm MoayyYun CTeneHb JOKTOpa
meauumHel. B 1865 rogy cTtan cneuuanu-
CTOM NO rOCMUTaNbHON MefULMHE 33 PaboThl
«MNoBblweHWe Temnepatypbl 6e3 Bocnane-
Hus» 1 «06 oTBNeYeHUM». B 1869 rogy nonyyun omKHOCTb NpenoaBaTens
Ha MeguunMHcKom dakynbeteTe. Bo3eenéH B opuuepbl OpaeHa MouétHoro ne-
rmoHa B 1871 rogy. B 1879 rogy n36paH yneHom MeguUMHCKON akagemum.
Ymep 29 uioHsa 1881 rofa ot 3aboneBaHus cepaua.

KnuHuyeckn cnHOpoM NposBNAETCA YETKO OTrPaHUYEHHBIMU YYaCTKaAMM
nocnegoBaTeibHOrO U3MEHEHUS OKPACKM KOXMW nanblieB: 6nefHas — cU-
HAS — KpacHas. lNepsble aBe ha3bl U3MEHEHUA OKPACKU KOXMW OTpaxaloT
COCTOAHME Ba30Cna3Ma M rMnoKCUM, a Mocsie OKOHYAHMS aTaku Ba3ocnas-
Ma BCNELCTBME PEAKTUBHOM rnepemMun Koxa npuobpeTaeT spKo-KpacHyio
OKpacKky. Knaccuueckue TpexdasHble aTaku PeliHO 0TMeYaloTCA TONAbKO Y
15% 60MbHbIX, TOTAA Kak B 60NbWMHCTBE Cly4aeB HabnogaoTcs aByxdas-
Hble M3MEHEHUs OKpACKW. 3HauuTeNbHAasA YacTb BOJbHbBIX TAKXKE NpeabsB-
NISIET }anobbl Ha CEHCOPHble HapyleHUs (OHEMEHWe, NoKanbiBaHue, 60b).
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KnnHuyecknme ocobeHHOCTM CMHApOMA: a) Haubonee YacTo WU3MEHEHUs
OKpacku HabAanTCA Ha Nanbuax KUCTel; 6) U3MEHEHNS HAYMHAIOTCA Ha
0JHOM Nasnblie, B aNbHeiilleM pacnpoCcTPaHAIOTCA Ha fApyrue nanblbl 1 CTa-
HOBSITCA CMMMETPUYHBIMU Ha 00euUX KUCTAX; B) Haubonee 4acTo BOB/EKA-
torcs II-IV nanbubl KucTen, 60nbLWON Nanew, 06bIYHO OCTaeTCA HEU3MEHEH-
HbIM; I) U3MEHEHUSA OKPACKM KOXW MOTYT OTMEeYaTbCA U HA APYruX yyacTKax:
YLWHbIE PAKOBMHbI, KOHYMK HOCA, NINLLO, HAJ KONEHAMW; L) BO BpeMs aTak
PeilHO BO3MOXHO NOsABAEHMWE CETYATOrO IMBEAO HA KOHEYHOCTAX, KOTOpOe
NPOXOAMT NoC/e 3aBepLIeHIUs Ba30Cna3Ma; €) B pefKux ciydasx Habnoaa-
eTCsA Nopa)KeHue A3blKa, YTO NPOABNAETCA €r0 OHEMEHUEM W NPEXOAALLNMU
HapyLlWeHUAMU peyn (peyb CTAHOBUTCA HEBHATHOM, CMa3aHHOM).
Baszocnasm 06blYHO gutcs 15-20 MUH M 3aBepliaeTcs ObICTPbIM BOC-
CTAHOBNIEHWEM KPOBOTOKA, O YEM CBUAETENbCTBYET MHTEHCUBHO PO30Bas
OKpacKa KOXM (peakTWBHas runepemus). B 1o e Bpems yactota u npo-
LOJKUTENBHOCTb 3MM3040B Ba30CMa3Ma MOryT BapbMpPOBaTh KaK Y pa3HbIX
60/IbHbIX, TaK M Y OHUX U TeX 3e NalWeHTOB B pa3HOe BpeMs roaa.
MpuynHbl pa3suTua nepucdepuyeckoro Bazocnasma npencrasneHsl B Ta-
6auue 1. MatoreHes 3aboneBaHuns 40 KOHLA HEACEH W ABIAETCA MHOTOKOM-
NOHEHTHbIM. CYMTAETCA, YTO NPUYUHON YPE3MEPHO BbIPAXEHHOTO Ba30Cnas-
Ma B OTBET Ha NMpPOBOLMPYOLWME CTUMYALI ABNAETCH Ae(EKT LEeHTPaNbHbIX
MEXaHW3MOB PEryNAaLMU U AYTOPerynaLum cCoCyancToro ToHyca.

Ta6nuua 1. 3a6oneBanus u hakTopbl, ACCOLUNPOBAHHDIE C CUHAPOMOM PeilHO

AyTOMMMYHHbIe *  CUCTEMHAA CKnepogepmms

3aboneBaHus: +  CUCTEMHAf KpacHas BoNuaHka

*  CMellaHHOe 3a60MeBaHNe COefUHNTENbHON TKAHU
*  [1epMaTtoMno3nT/nonnmMnosnT

*  PEeBMaTOUAHbINA apTPUT

+ cugpom WerpeHa

+  BaCKyNuThl

* MepBUYHAA NErovyHas runepreHsuns

Heonnactuueckne |+ numdoma

CUHLPOMbI: +  Neliko3

© Muenoma

+  MakpornobynuHemus BanbaeHctpema

*  KpMOrNoGynnHeMNUst MOHOKOHANbHAs UK 1-ro Tuna
*  Q[IeHOKapLMHOMA Nerknx

* paK AUYHUKA

*  @HrMoueHTpuyeckas numdgoma

+  Apyrue napaHeonnactuyeckue 3abonesaHus
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NHDEKLNOHHbIE + renatut B n C (0c06@HHO accoLMMpoBaHHbIi C KPUOMO-

3aboneBaHus: 6ynuHemmeil 3-ro Tuna)

+ MuKonnasmeHHas nHdeKuua (C XoNnodoBbIMU armTH-
HUHaMK)

MeTa6onuueckue/ |+ akpomeranus
3HAOKPUHHbIE ©  MUKceaema
CUHAPOMDI: *  CaxapHbli anabet
+ (hbeoxpomoumToma
+ 6onesHb Qabpm

femaTonormyeckne |+ nNapoKCM3MasibHas HOUHas reMornobuHypus
CUHAPOMDI: *  KpuodubpuHoreHemus
©  noAnLmMTEMUS

JK30reHHble hak- |+ MpuUem nekapCTBEHHbIX NpenapaTos

TOpbI +  BMOGPaLMOHHOE NMOBpPEeXaeHne

*  BO3AENCTBUE BUHUAXIOPUAA

+  06MOpOXeHNe

* BO3ENCTBNE CBMHLA UMM MbILIbAKA

* OpanbHble KOHTPALENTNBbI

*ankanomibl CopbIHbY

+  OGPOMOKPUNTUH

+ beTa-agpeHobnokaTopbl

*  MpOTMBOOMNYXOJEBble Mpenaparsl (uucnnaruy, 6aeomu-
LLMH, BUHONACTUH)

* LMKIOCMOPUH

*  NHTepdepoH anbga

©  meTucerng

B pamkax npodeccuoHanbHoW natonorun cMHApomM PeiHo Bbi3biBaeTcA
BUOpaLmMeil pasnnyHbIX YacToT (nokanbHas dopma BuOpaumoHHoi Gones-
HUW), NepeTpyXnuBaH1eM, paboToN C BUHUAXJOPUAOM U HU3KUMU TeMNepa-
Typamu.

Mpu BubpaumoHHoN Gone3Hu nepucepuyeckuit aHrMocnasm sBNAETCSH
OAHUM U3 BeAylMX CMMNTOMOB. [psiMmoe Bo3aeicTBME BUOPALUY HA HEPB-
Hble OKOHYaHMA Bbi3biBaeT fehopMaLMI0 U JereHepaTUBHbIE U3MEHEHUA
Teney, ®arepa-MaynHu, B pesynbrate Yero NPOrpeccMBHO CHUXKAeTCH BU-
OpaunoHHoe BocnpusaTMe. PasBuBaeTcs cToikoe BO30yK[eHME LEHTPOB
BUOPALMOHHON YyBCTBUTENBHOCTU M MPpafMaLms Bo30YXaeHUs Ha cocef-
HUWe LLeHTPbI, B TOM Y1C/e COCYAOABUTaTeNbHbINA. Kak cnecTeue, HapyllaeT-
CA LeHTpaNnbHaa perynauma ToHyca COCyA0B MUKPOLMKYAATOPHOrO pycha.
MomMMMO 3TOro, BbICOKOYACTOTHAs BUOPALMA Bbi3blBAE€T MPSAMOE MexaHu-
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Yeckoe NOBPeXAeHUe UHTUMbI COCYAOB U 06N3afaeT COCYAOCYKMBAIOWNUM
feiictenem. Bce 3Tn hakTOpbl NPUBOAST K Pa3BUTHIO aHTMOAUCTOHUYECKOTO
CUHAPOMA, B TOM Yyucne CUHApOMaA PeiiHo. BbipaxeHHOCTb aHrnocnactuye-
CKOTO CUHAPOMA CYXUT OAHWUM U3 KPUTEPUEB CTEMEHU BbIPAXKEHHOCTYU BU-
OpauunoHHoit 6onesnu (Tabnuua 2).

Mpu 6one3HsX NepeTpyKnBaHus nepudepuyecknit aHrMocnasm BTOpu-
yeH. Ha nepeblil nnaH BbIXOAUT pa3BUTUE BereToMuodacymuTa: nocTosHHas
Harpyska BefeT K nepeHanpsKeH1io oNopHO-ABUraTeIbHOTO annapara, Tak
Ha3bIBAaEMOMY NepeTpyKUBAHMIO MbllLL, haCLUi, CYXOXKUANIA, HApyLaeTCs
WX MHHepBaums. Wl 3T M3MeHeHUs BefyT K Pa3BUTUIO Cra3mMa KPOBOCHAG-
AIOWMX UX COCYAOB.

MpodeccuoHanbHoe BO3LeHCTBME NIOKANU30BaHHbIX BUOpauuii B oC-
HOBHOM CBSi3aHO C AEATENbHOCTbIO C WUCMOJIb30BAHWEM MOTOPM30BAHHbIX
WHCTPYMEHTOB (HanpuMep, MONOTKM, APOOGUAKM, MOAUPOBLYMKHM, WAUO-
Ba/ibHble CTAHKM, APENU, ra30HOKOCUIIKU, 3€HKePbl, GEH30MMUIIbI) U TAXKENOH
CTPOUTENIbHOM TEXHWUKW. B CBA3M C 3TUM CTOMT paccMaTpuBaTh COYETaHUe
BUOPALMOHHOW 6oNnesHu 1 6onesHeil nepeTpyKmMBaHus.

KnuHuueckunin cayyai. bonbHoit ®. 28 net, paboTawowmiti B KOHTaKTe C
BbICOKOYACTOTHOM BUBPpauueil (06py6LLMK METANNIUYECKOTO TUThS Ha MALLK-
HOCTPOMTENIbHOM 3aBOAE), @ TAKIKE UMEIOLMI KOHTAKT C NepeTpyKuBaHuem
ONMOPHO-ABUIaTeNIbHOTO annapara BePXHEero njeyesoro nosca (pyounbHbIi
NHEBMATUYECKUI MONIOTOK BECUT 6,5 Kr). Kpome 3T0ro, MONOTOK reHepupy-
eT LWyM, NpeBbIWaWMUi HOPMbI BbICOKOYACTOTHOM YacTu cnekTpa. Mepep
npueMom Ha paboTy Obln NPOBeAEH NpefBapUTENbHbIA MEAULMUHCKUA OC-

Ta6nuua 2. CreneHn BU6PaLUOHHON 60/1€3HU, Bbi3BaHHbIE AeCTBUEM
NoKanbHoI Bubpauuu

CreneHb | NposBneHus

1 CEHCOpHas NONNHeNPonaTs BEPXHUX KOHEYHOCTEN, CUHAPOM Kap-
CTeneHb | ManbHOTO KaHana, nepudepuyuecknii aHrmoANCTOHNYECKINIA CUHAPOM
BEPXHUX KOHEUYHOCTEN C peakummn npuctynamm geHomeHa PeiiHo

2 CeHCOpHasi NONINHeNPONaTMs BEPXHUX KOHEUHOCTEN C BereTaTus-
CcTeneHb | HO-TPO(MUECKUMUN PACCTPONCTBAMU U lereHepaTUBHbIM MOPAKEHUEM
KOCTHO-MbILIEYHON CUCTEMBI, CUHAPOM KapnasbHOTO KaHana, nepu-
(hepuueckni aHrMOLUCTOHUUECKUI CUHAPOM BEPXHUX KOHEUHOCTEN C
yacTbIMK NpUCTynamu eHomeHa PeitHo

3 MOTOCEHCOPHAs MONNHENPONATUs BEPXHUX KOHEUHOCTeN, nepudepu-
CTEMEHb | YeCKN aHTMOANCTOHNYECKUIA CUHLPOM C YaCTbIMKU NPUCTyNamm eHo-
mMeHa PeitHo ¢ pa3BuTeM TPOMYECKNX HAPYLWEHUI B NanbLax pyK
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motp (MMO): npoTuBONOKa3aHuii Kk paboTe B KOHTaKTe C BUGpauueil, ne-
PETPYKMBAHMEM, LIYMOM 0OHAPYKEHO HE BbII0 — ObIN AONYLIEH K paborTe.

N3 aHamMHe3a M3BeCTHO, YTO CNyCTA 5 feT nocie Hadyana paboTel nauu-
eHTa cTanu 6ecnokoutb 60K B Npefnneyse, YTo, NO-BULMMOMY, CBA3aHO
C nepucepuyYeckUM aHrMOCNacTUYECKUM CHHAPOMOM. Take y 60MbHOTO
NOABMANCH CUMNTOMbI BeretoMmodacuuta (CHUMKEHUE MbIEYHON CUNbI B
pyKax, YTo ABNAETCA CNefCTBUEM HANUYNUA Y HETO NEPETPYIKMUBAHUA OMOp-
HO-[BUraTENIbHOrO annapara BepxHero MnjeyeBoro nosca), CUMNTOMbI AUC-
(YHKLUMM BEreTaTMBHOW HEPBHOM cucTeMmbl (KoneGaHWe apTepuanbHOro
LaBNEHWA, TUNEPruapo3 NafloHel 1 CTon, NapecTe3un KOHYMKOB NasblieB
PYK), @ TaKXe CMMNTOMbl HeBpPACTEHUM (HAPYLWWUICA PUTM CHA, NOABUIACh
NOBbILWEHHAsA Pa3ApPaXKUTENbHOCTb U YTOMIAEMOCTb).

06BLEKTUBHO: KUCTM BNAXHbIE CO CTOPOHbI IAAOHHbIX MOBEPXHOCTE, CO
Clerka LMaHoOTUYHBIM OTTEHKOM. Xon0f0Bas npoba oTpuuartensHas; Bubpa-
LMOHHAsA YYBCTBUTENBHOCTL He HApYLWEHA; [MHAMOMETPUSA cnpaBa — 32 Kr,
cneBa — 28 Kr; KanuaiApoCKONNsA — TeHLEHLMA K BEHO3HOMY 3acToto. [pu
ayanomeTpun 0OTMEYEHO CHMKeHMe cyxa go 60 ob B yactotax 4000 Iy,

Mpu nanbnaumm MellWL, Nae4ya oTMeyeHa 601e3HEHHOCTb, YYaCTKM YNaoT-
HEHUI B HUX Gonblie cnpaBa (Muarenossl LWage). Co cTOpoHbI BHYTPEHHMX
OpraHoB OTKJIOHEHUI OT HOPMbI He 0GHAPYXEHO.

N3 Bcero BbIWEN3NOXEHHOTO MOXHO CAENaTh BbIBOA O TOM, 4TO Y 60Mb-
Horo ®. 28 neT umeetcs BuOpaLMoHHAs 6onesHb I cTeneHW C pa3BUTUEM
HEpe3Ko BbIpaXKeHHOro nepudepryeckoro aHrMocnacTUYeCcKoro CUHLPOMaA,
a TaK)xe BeretomnodacLmt BEpXHUX KOHEYHOCTEN cnpasa 1 cnesa. MomMumo
3T0ro0, y 6ONLHOTO UMEIOTCA NMPU3HAKK WYMOBOW BONE3HM, IKCNepTU3a KO-
TOpoii 6yAeT NPOBOAMTCA CYPAOIOTOM.

bonbHoMy pekomeHpoBaHO: (1) MELMKAMEHTO3HasA Tepanus, HanpaBieH-
Has Ha ylydleHne MUKPOLMPKYAALMK, TPODUKM 1 MeTabonn3Ma (NEHTOK-
cudunnun 50 mr 1 pa3 B feHb B TedeHne 1 mecsua, Butamunel B1, B6, B12,
npenapatel Maruusa); (2) dusunotepanus (YBY-tepanus, uHpykTOoTEpPMUS,
anekTpoope3 MarHWs, KanblMs, HOBOKAMHA, CEPOBOAOPOAHbLIE BaHHbI);
(3) NOK; (4) maccax nneyeBoro nosca. Takke He06X0AMMO PellnTb BOMPOC
0 TPYLOYCTPOiiCTBE 6ONBHOTO BHE KOHTAKTa C BUOpaLMei, nepeTpyKnBaHu-
€M, WYMOM U NepeoxnaxaeHuem 6e3 notepu 3apaboTHOI nnathbl.

Jlutepatypa

1. MpodeccroHanbHblie 6onesHu; yuebHuk / H. A. Myxuu [u gp.]. — 2-e u3g..
nepepab. u gon. — M.; I30TAP-Meawna, 2016.

2. Cordeiro, Rafael Alves, & Andrade, Rogério Muniz de. (2019). Raynaud’s
phenomenon in the occupational context. Revista da Associacdo Médica
Brasileira, 65(10), 1314-1320. Epub November 07, 2019.https://doi.
org/10.1590/1806-9282.65.10.1314
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HEBYC CAJIbHbIX JENE3 AJACCOHA

CunuH Anekceit AnNeKcaHApOBUY, CTYAEHT, Nne4yebHblii pakynbTeT
PHUMY um. H.WU. Muporosa
HayyHble pykosodumenu: Fatiduna TameAaHa AHAMONbEBHA, K.M.H.,
doyeHm Kagedpbl depmamoseHeposo2uu ne4ebHo20 hakynmema
PHUMY um. H.U. Mupozosa;
CxkpunkuHxa lMonuHa AnekcaHoposHa, K.M.H., 0oyeHm Kagheopsl
depmamoseHepono2uu ne4ebHo2o paxkynsmema PHUMY um. H.U. Mupozosa

B ucTopuu mepuumHbl 6epexkHO XpaHAaT-
CA MMeHa BbIJAIOLMXCA YYEHbIX, BCELENo
NocBATMBLLIMX Ce6s npodeccuu u HaBceraa
VYBEKOBEYMBLUMX CBOW TPyA B NaMATW no-
TOMKOB. OfIHUM U3 TaKnX yueHbix 6bin Mo-
3ed AlpaccoH — HeMmeLKuW [epmaTonor,
YYEHBIA, Npoheccop KAMHUKU KOXHbIX U
BEHepUyeckux OonesHeil yHUBEpPCUTETA
B bepHe ¢ 1904 rofa, [UPEKTOpP KAUHUKK
yHuBepcuteta B bpecnay ¢ 1917 roga no
1931 rop.

VMosed fnaccoH 6bin BeayumMM fepmaro-
JIOrOM CBOEro BpeMeHW, HOBAaTOpPOM, KOTO-
pblii NOBIMAN HA CTAHOBJIEHWE AepMaTONo-
TMW KaK CMeunanbHOCTY B LENIOM, a Takxke
nepebiM 06paTua BHUMaHWE Ha OTAENbHbIE
Mosed Apaccou / British Journal of Y3KMe HanpasJieHUs B pa6OTe KNNHULUn-
Dermatology vol. XLVIII (1937) cToB. OfHMM M3 OCHOBHbIX HanpaBneHuii

€ro HayyHoil [esaTenbHOCTU Oblno U3yye-
Hue annepruu npu 6onesHsax Koxu. OH pas3paboTan annepruyeckyto Teopuio
natoreHesa 3k3embl, BBen Patch-TecT pns BbiABNEHUA peakumit runepyys-
CTBUTEILHOCTH, NPEANIOXMUN KOXKHble NPobbI A5 BbIABAEHUS CeHCMbUnM3a-
LMW, YCTAHOBUJ MOBbILEHHYIO YYBCTBUTENLHOCTb K MOfY Y 60NbHbIX fepMa-
TMTOM [lI0pUHTa, Y4TO A0 CUX MOP NPUMeHsAeTCA ANA AUArHOCTUKU AAHHOro
3aboneBaHus. B Hawwu gHu ogHas npoba fgaccoHa WKMPOKO Ucnonb3yeTcs
[AepMaTonoraMmm B NOBCEAHEBHOMN KIMHWYECKON MpaKTUKe, He Tepsas CBOIO
aKTYaIbHOCTb B YCNIOBUAX HAYYHO-TEXHUYECKOTo nporpecca. flnaccoH 6bin
pefakTopoM KHUMM «PyKOBOACTBO MO KOXKHbIM GonesHam u 3MMM», camoro
NofHOro y4yeGHMKA NO AEpMaToNoruu, Korga-nubo ony6aukoBaHHoro. OH
OCHOBAJ1 HAy4YHY!O WKONY U OCTAaBMA Nocie cebs nnesany BblAAOWUXCA yye-
HUKoB, BKAtoyas ®. Jlesanposckoro, B. Jlytua, M. MeccHepa, I. Bubepuwreit-
Ha, I. Munkyca n M.b. 3ynbubeprep.
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B 1895 r. Mlozed fpaccoH Bnepsble onucan raMapToMy CabHbIX Xenes, B
nocneacTBMN Ha3BaHHYIO €ro MMEeHeM.

Hesyc canbHbix xene3 igaccoHa (HCXKA) — BpoXAEHHbIA OpraHoOMAHbIN
HEBYC, NOKaNuU3yloWmniics NpenMylLecTBEHHO Ha KOXe Auua uan BOAOCU-
CTOI YacTu ronoBbl, 06ycNoBAEHHBI Npoandepaunein u manbdopmalmei
CanbHbIX Xenes u ABNAIOWMNIACA pe3ynbTatoM AnddepeHLMpPOBKM NAOPUNO-
TEHTHbIX KJI€TOK B CTOPOHY 3PeNbiX CabHbIX M aNOKPUHOBBIX CTPYKTYP.

HeByc flpaccoHa ogMHaKoOBO YacTo BCTPEYAETCA Yy NaLMEHTOB KaK JKeH-
CKOro nona, Tak U MyXcKoro. B 2/3 cnyyaes HeByC ABNAETCA BPOXKAEHHbIM,
HO MOXET BO3HUMKATb B TPyAHOM UK Goslee No3gHEM AETCKOM BO3pacTe.

Knuunueckn HCXKA npepcraBneH 6eCCMMNTOMHOW CONWUTAPHON, Msr-
KOi1, 31aCTUYHON, GnecTsilen, cierka NpUNOgHATON Haj YPOBHEM KOXM
ONAWKON, UMEIOLLEN OKPYIYIO UKW NNHENHYI0 popMy pa3mepoM Ao 10 cM,
¥ MMeeT MefiKue NoJyLWapoBUAHbIE Nanyabl PO30BOTO, XENTOro UAKU KOpUY-
HEBOrO LBeTa C M1afKoW WMAM NanuaioMaTo3HON NMOBEPXHOCTbIO. Y AeTei
paHHero Bo3pacTa HeBYC NINLIEH BONOC, Mano3aMeTeH 1 UMeeT MafKylo uim
cnaboBblpaXeHHY0 COCOYKOBYIO NOBEPXHOCTb. B nepuog nonosoro cospe-
BaHWA HEBYC CTAHOBMUTCA G0Mee BbINYKIbIM, MOKPLIBAETCA TECHO NpUeraio-
WMMKU APYT K APYry nanynamu, LBET KOTOPbIX BapbUpYeTCs OT CBETIO-Ke-
TOr0 4,0 TEMHO-KOPUYHEBOTO.

B 3penom Bo3pacte Ha hoHe HCXKSA moryT paseuTbcs A0OpPOKAYECTBEH-
Hble M 3/10KaYeCTBEHHbIE ONYXONU NPULATKOB KOXM, TaKue, Kak TpuUxob-
nactoma, COCOYKOBAA CUPUHTOLMCTaAeHOMa, y3n0BaTas rugpageHoma, cu-
PUHTOMa, XOHLPOMAHASA CUPUHIOMaA, TpUxXunemMmoma, npoaudepupyroLas
TpUXUNEMMAnbHas KUCTa, KepaToaKkaHToMa, UHQYHANOYNoMa, 6a3anuoma,
MeTaTUNMYeCKMit paK, NIOCKOKNETOUHbIA paK KOXM.

Knaccudumkauna no MKb-10

C00-D48 HoBoobpa3oBaHus

D10-D36 [lobpokayecTBeHHble HOBOOOPA30BaHMUS

D23 [lpyrue pobpokayecTBEHHbIE HOBOOOPA30BaHUSA KOXM

D23.0 Koxu ry6ei

D23.1 Koxu Beka, BK/tOYas Cnanky BeK

D23.2 Koxu yxa 1 HapyKHOro CiyxoBoro npoxofa

D23.3 Koxu fpyrux u HeyTOUYHeHHbIX YacTen anua

D23.4 Koxu BONOCMCTON 4aCTW FrON0BbI U LWEeK

D23.5 Koxu Tynosuwa

D23.6 Ko BepxHeil KOHEYHOCTH, BK/II0Yas 06nacTb NieYeBoro Cyctasa
D23.7 KoXu HWXHell KOHeYHOCTH, BKNoYas obnacTb Ta3obefpeHHOro
CyCTaBa

D23.9 Koxu HeyTOYHEHHON NoKanm3awmm
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Ounarno3 HCXKA ycTtaHaBnuBaeTcs KJAMHUYECKW C UCNONb30BAHMEM Liep-
MaTOCKOMWU, B COMHUTENbHBIX CIy4asnX NOATBEPIKAAETCSH rMCTONOTMYECKH.

Mpu ructonornyeckom nccnegosaHum HCXA y naymeHToB cTapwero Bo3-
pacta MOXHO 0OGHapyXuTb HenpaBuibHOE OPMUPOBAHWE 3NUAEPMUCA U
AOJIEK 3PENbIX CaNbHO-BONOCAHBIX ONANKYNOB, HONbILOE KONNYECTBO pa3-
JIMYHBIX 3NMUTENUANbHbIX CTPYKTYP. Y N1l NOLPOCTKOBOro BO3pacTa BCTpe-
4alTCcA cKonneHus HeauddepeHUNPOBaHHbIX KNETOK, HanoMuHawolwme
oyaru 6asanmomsi.

YynTbiBas PUCK 3710KaYeCTBEHHON TpaHCOpPMaL MK, a TaKKe Hanuume y
nauueHToB Npobnem 3cTeTuyeckoro xapakrepa ynanerue HCXKA cuutaetcs
Aepmartonoramu LienecoobpasHbiM y naLuMeHToB MONOAOr0 Bo3pacTa. Mpu-
MEHAIT Ceayiolime MeTofbl YAaneHus:

KlopeTax,

® KayTepusauus,

® KpuoTepanus,

® (oToanMHamnyeckas Tepanus,

® jaszepHas abnauus,

® XUpypruyeckoe ucceyeHue.

YnoBnetBopuTenbHble 3cTETUYECKMe pe3ynbTathl yaanedusa HCOKA y
nauMeHTOB MONOAOr0 BO3pacTa MOXHO MONYYMTb METOAOM [LEeCTpYKLUK
C02-nasepom. [laHHbIA MeTOL XapaKTepu3yeTcs BbICOKOW 3(deKTUBHO-
CTbl0, MEHBLIWNM MOBPEXAEHNEM HOPMaNbHBIX TKaHei 1 XOPOLW UM KOCMeTH-
yecKuM pesynbtatoM. Y nauueHTos ctapwe 50 net ypanenune HCXKA cnepgyet
NPOBOAMTL pajuKabHbIM XUPYPruyeckum cnoco6om. Mpu HEBO3MOXKHOCTU
NPOBECTU yfaneHue, NOKa3aHO MOCTOAHHOE JMHAMMUYECKOe HabntogeHue
nalumeHTa BpayoMm AepMaTOBEHEPOIOTOM.

JNlutepartypa

1. lanpmHa T.A., [OeopHukoB A.C., CkpunkuHa M.A., ApyTioHsH [.B. AkTy-
anbHOCTb yAaneHus Heeyca SIAaccoHa y nuL, MOJOAOro Bo3pacTta. BecTHuk
Poccuitckoro rocypapCTBEHHOr0 MeAMUMHCKOro yHuBepcuteta. 2018;(3):
80-83.

2. NoHomapes W.B., Tonuuit C.b., Angpycenko H0.H., Wakuna JI.[L. JleyeHue
HeByCa CalbHbIX Xene3 flpaccoHa ¢ nomMolblo nasepa Ha napax meau. Becr-
HUK AepmaTonoruu u seHeponoruun. 2020; 96(4): 43-48.

3. Xyukos M. B., bonbwakosa E. E., Connn [i. b., Pognonosa C. A. [lepma-
TOCKOMMYecKas AMArHOCTMKA HEBYCOB CanbHbIX Xene3 flpaccoHa. BecTHuk
Lepmaronoruu n seHeponoruu. 2018;94(3):39-44.

4. Falto-Aizpurua LA, Griffith RD, Nouri K. Josef Jadassohn: a dermatologic
pioneer. JAMA Dermatol. 2015;151(1):41.

Weyers W. Josef Jadassohn — an appreciation on the occasion of his 150th
birthday. Am J Dermatopathol. 2013;35(7):742-751
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KOCTHAA BOJIE3Hb NEAXKETA
(nedopmupyiowmii oCcTUT)
Akcenbpop Mapusa MuxainnoBHa, CTYAEHTKa, neyebHbli hakynbTet
BIMY um. H.H. byppeHko

HayyHele pykosodumenu: 3yiikosa AHHa AneKcaHOposHa 0.M.H.,
npogpeccop, 3asedyrouias kagedpol; Komosa 0Onua AnekcanoposHa,

K.M.H., doyeHm Kagedpsl noNUKAUHUYECKOU mepanuu ne4ebHo20

¢axkynemema BrMY um. H.H. bypderko.

Cap Ixeiimc Mepxer (1814-1899) —
OpWUTAHCKMIA XWUPYPTr M NATONIOrOAHATOM.
Cuutaetca Hapsagy ¢ Pyponbdom Bupxo-
BbIM OJHAM 13 OCHOBOMONOXHWUKOB NaTo-
JI0roaHaToMum.

Doxenmc lMepxet pogunca B Benuko-
OpuTaHuM, B ceMbe CyfoOBnafenbua, M
LOMKEH Obln cTaTb MOPCKUM OduLEpPOM.
OpHaKo, OH YyBNeKCcA MeauuuHON U B
1834 rogy Obln NPUHAT CTYLEHTOM Npw
noHpoHckom rocnutane Ceatoro Bapdo-
nomes. CBoe nepBoe OTKPLITUE OH CAenan
Ve B y4yebHble rofbl: MeKeT OTKpbIA
BO30yAMTENs 3a00M€BaHUA TPUXMHENe-
3a. Co BpemeHem [lepxeT 3aBoeBbIBaET
aBTOPMUTET U CTAHOBUTCA NOCTOAHHBIM XM~
pyprom npuHua Y3nbCKoro, a nosxe no-
JIy4aeT NOYETHYIO AOJIKHOCTb Npe3naeHTa
Koponesckoro konnega Xupypros.

B NNonpoxe XIX Beka [xeimc MegxeT ObN U3BECTHLIM BPAYOM C 06LWIMND-
HbIM NPAKTUYECKUM OMbITOM, MO3TOMY K HEMY YACTO HANPaBAANM NALUEHTOB
CO CNIOXKHbIMWU HEOLHO3HAYHBIMU AMArHO3aMK. 3TO CTano0 OAHOW U3 MPUYMH
TOro, 4TO 33 CBOK Kapbepy Bpayy yAanoCb ONMCaTb HECKOBKO pefKux 3a-
GoneBaHuii, KoTopble ceiyac HoCAT ero ums. CBO posib B HayyHoii paboTe
CbIrpano 1 yBieyeHue natosoroaHatomumeit. Hemano BpemeHu Bpay yaensn
TMCTONOTMYECKOMY UCCEA0BAHMIO TKAHEN.

Bce 3a60neBaHMs, Ha3BaHHbIE B YECTb AHFUINCKOrO XMPYpra, A0CTaTou-
HO pepaku. W Bce e yalle Bcero AnarHo3s «6onesHb Mepgxera» MOXKHO yC-
NblWaTh NpY ONMCaHMKU NaTonorum Koctei. B 1877 roay Bpay ony6ankosan
CTaTbio 0 5 NOASAX CO CXOXUMU HAPYLWEHUAMU KOCTHOW TKaHuU. HecmoTpa

Ikeimc MepkeT / HeM3BECTHBII aB-
Top, CC BY 4.0 / Wikimedia Commons
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Ha TO, YTO Y NaLMEHTOB Helyr 3aTPOHYN pa3Hble yyacTku ckeneta, Mepxer
YCMOTPEN efuHylo NpuunHy 3aboneBaHus U HasBan ero feopMupyiowmum
0CTUTOM

KocTHas GonesHb Mepxeta (KBM) — 370 XxpoHMYecKoe NOKanM30BaH-
Hoe 3aboneBaHue CKeNneTa, OTHOCALLEECs K rpynne MeTabonmnyeckux octe-
onaTui, xapakTepu3ylolleecs HapyleHWeM KOCTHOro pemMofennpoBaHus
¢ hopMMpOBaHMEM 0YAroB MOBbLILWEHHOW pe30pbUMM C NOCNeLYIOWUM 3a-
MeleHNeM Ype3MepHbiM KONMYECTBOM HEMOAHOLEHHON, MeHee MPOYHOW
KOCTM, NOABEPIKEHHON AedopMauMaM W NaTONOrMYeckum nepenomam. 3a-
GoneBaHue NpeuMyLLeCTBEHHO Pa3BMUBaeTCs B BO3pacTe cTaple 40 neT u B
2-3 pasa yalile Hab/IAAeTCa Y MYMKYMH.

Jtnonorus KBIN po KoHua He BhbiicHeHa. bbina npepnoxeHa BMpycHas
3TUONOIUA, KaK Npu KOpW, NMOTOMY YTO MPU 3INEKTPOHHON MUKPOCKOMUU
Oblnn 0OHApYXeHbI A4epHbIE BKIOYEHUS B NOBPEXAEHHbIX OCTEOKNACTAX,
aHaNnornyHble Tem, KoTopble HabNAATCA B KNeTKax, UHAULMPOBAHHbIX
napammMKcoBMpycoMm. BupycHas 3Tuonorua He gokasaHa, HO npepnonara-
0T, 4TO Y FreHeTUYEeCKM NPespacnoNoXeHHOro naLnMeHTa HeyCTaHOBEHHbIN
noKa BUPYC MHAYLMPYET aHOMaNbHYl0 aKTMBHOCTb ocTeoknactoB. Okono
10% nauumeHToB C GonesHblo MMemKeTa MMEIOT MyTalUWKU reHa CEKBECTOCO-
Ma-1, 4To NPUBOAMT K YBEIMYEHUIO aKTUBHOCTM AepHoro dakTopa Kanna-B,
KOTOPbI yBENNYNBAET aKTUBHOCTb OCTEOKNACTOB. bbiNo naeHTMdULMpoBa-
HO HEeCKOIbKO Lpyrux MyTaLuii, cBA3aHHbIX ¢ 6one3Hbio MeaxeTa, MHOrMe
N3 KOTOPLIX BAMAIOT Ha cUrHanbHbli nyTb RANK (peuenTopHbiit akTBaTOp
sfepHoro dakTopa Kanna-B), AaBnswwmitcs KpuTUdecknm gns 06pa3oBaHus
W aKTMBHOCTW OCTEOKNACTOB.

B natoreHe3e KbBI1 BblgenstoT YeTsipe CTagnm:

1)  NOBbIWEHHON aKTUBHOCTU OCTEOKIACTOB,

2)  OCTEOKNlaCTO-0CTe06MaCTHON aKTUBHOCTH,

3)  NOBbLIWEHHOW AaKTUBHOCTM 0CTEO6NACTOB,

4)  370KQYECTBEHHOII fereHepaumu.

Cytb KB — HapyweHune pemogenmpoBaHusa KOCTHON TKaHU. VI3HavanbHO
B KOCTM NOABASETCA 04Yar MHTEHCMBHOI pe30opOLUM AMAMETPOM OT OJHOIO
A0 HECKOJNIbKUX CAaHTUMETPOB 6/1arofaps Ype3mMepHo aKTUBHOI LesATeNbHO-
CTU aHOMANIbHbIX OCTEOK/IACTOB, OTJIMYAIOLMUXCA OT HOPMANTbHBIX 6ObWUMK
pasmepamu 1 ruraHTckum Konndyectsom agep (ao 100 BmecTo 20).

Mopdonoruyecku HeusmeHeHHble 0cTe0bnacTbl, Gonblue, yem 06bIYHO,
CUHTE3UPYIOT M3OBITOYHOE KOIMYECTBO KOIIAreHOBbIX BOJIOKOH, YTO NMPUBO-
AMT K GOPMUPOBAHUIO TPYOOBOOKHUCTON, Ype3MEPHO BACKYIAPU3UPOBAH-
HOM KOCTHOM TKaHU («MPUMUTUBHAS BOJIOKHUCTAs KOCTbY»), TOTAA KaK B HOp-
Me 06pa3yeTcs nnacTMHYaTas KoCTHas TkaHb. [MofobHas kapTuHa aBnseTcs
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CBUAETeNbCTBOM Ype3BblYalHO MHTEHCUBHOTO KOCTHOTO peEMOAENNPOBAHNS
U xapakTepHa He Tonbko ans KBI, Ho n HabntogaeTcs B 3MOpUOHaNbHOM
nepuoge, a Takxe BO B3pOC/NOM COCTOSHUM — B MeCTax 3aXMBNEHUS nepe-
JIOMOB 1 NpU rMnepnapartupeose.

MHorokpaTHo NoBTOpSAIOLMECS NPOLLECCH OCTEONN3A U KOCTeobpa3oBa-
HUA NPUBOAAT K [1e30praHn3aLmnmy apxMTeKTOHUKN KOCTHOW TKaHU, CTPYK-
Typa BHOBb 06Pa30BaHHON KOCTW HaMOMUHAET «MO3anKy», NOCKObKY He-
YNOPAA0YEHHO PACMO0XEHHble 30Hbl NPUMUTUBHOW BONOKHUCTOW KOCTU
COCYLLECTBYIOT NOBAM30CTM OT YYacTKOB 3pENoil MAAcTUHYATOW KOCTU U
HOBbIX 04aroB KOCTHOI pe3opbuuun. «Mo3auyHOCTb» CTPYKTYPbl MOXKET Ha-
O110,aTbCA HA 3HAYNUTENLHOM NPOTAKEHUU NOPAKEHHON KOCTH.

HoBas KOCTHasA TKaHb, N0 CPaBHEHMIO C HOPMaNbHOW KOCTbIO, OTNIMYAeTCA
NOBbIWEHHO MATKOCTbIO, YTO HEPeLKO CTAHOBUTCA NPUYMHON AedopmaLum
KOCTel cKeneta M natofnorunyeckux nepenomo. Ouarum nepecTporikum KocT-
HOI TKaHW MOTYT 6bITb 0GHAPYKEHBI B KAKOW-HUOY b OLHON KOCTU (MOHOO-
ccanbHas hopMa), B HECKONIbKMX KOCTAX (Yalue HECMMMETPUYHO) UK cpasy
BO MHOTMX OTLEeNax ckeneta (nonumoccanbHas hopma). Hae Bcero nopaxa-
I0TCA MO3BOHOYHMK (NMPEUMYILECTBEHHO NOACHUYHbIN OTAEN), KOCTW Yepena
(mo3roBoit oTReN), Tasa M LAMHHbIE TPy6UYaTble KOCTU KOHEYHOCTEI.

KnuHuyeckne npoaenenus. Y muorux nayueHtoB KBl npotekaert bec-
CMMNTOMHO U BbIABAAETCA CIYYaiHO NPKU 0BOHAPYIKEHUM BbICOKO aKTUBHO-
cTU wenoyHoit pocdartasel (LLP) B cbIBOPOTKE KPOBU MAK NPU PEHTFEHONO-
rMYecKOM UCCNefoBaHUM KOCTEH Mo MOBOAY KaKUX-TMOGO NaTonornyeckux
npoueccos. poseneHus 3aboneBaHns pasHoobpasHbl M 3aBUCAT OT CTa-
AuK, 0bbeMA NOpaXeHUs, NOKaAM3aLMm 04aros, GUOXMMUYECKO aKTUBHO-
CTW Npouecca, HaM4Yusa OCNOXHEHNN.

Mpu KnuHMYecKol mMaHudbecTauum 3aboneBaHUA NOpPaXaeT CKYLHOCTb
ero nposBneHuii. BcneacTeue 3ameleHns pe3opbUpoBaHHOI KOCTH U36bI-
TOYHbIM KOJMYECTBOM HOBOOOPA30BaHHOW TMNepBaCKyNAPU3MPOBAHHOI
BOJIOKHUCTOM TKaHW NaLMEHTb HAYMHAIOT NPeabABAATH XaNobbl Ha «rny6o-
Kne» HololMe NMOCTOAHHbIE 0CCANTUK, HEPEAKO BeCnoKoALMe U B HOYHOE
BpeMs. Mpu 0OLEKTUBHOM OCMOTPE BO3MOXHO OOHapyXKeHue NoKanbHOM
runepemMmMu u runepTepMmu TKaHel Hap NOBEPXHOCTHO PaCMOOXKEHHbIMM
M3MEHEHUSAMU KOCTEN B CAyyae nopaxeHus 6osbliebepLOBLIX KOCTEN UK
KoCTeil npegnneybs.

MaTonoruyeckne nepesombl KOCTei MOFYT BO3HWKATb B /060 CTaguu
3abonesaHus. Mpu Taxenom TeyeHun 6Gonesuu Mepxera (15% cnyyaes)
NpONCXOANT OPMUPOBAHNE apTEPUO-BEHO3HbIX PUCTYN B KOCTAX C Pa3Bu-
TWEeM TaKOW CepAeYHO-COCYAMCTOI NaToNorun, Kak runeptpotus ceppua,
cepfieyHas HefoCTaTOYHOCTb, KanbLuduKauma mutpansHoro knanaHa. Co
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CTOPOHbI HEPBHOI CUCTEMBI MOTYT HabNOAATbCA U3BLITOYHOE faBNEHNE Ha
rOJIOBHOW MO3F, CMUHHOW MO3F, HEpPBHbIE KOPELWKHM, CHUXKeHUe (CUHAPOM
00KpafbiBaHWA) KPOBOCHAOKEHMS FONIOBHOMO M CIMHHOTO MO3ra, Hapylue-
HuA cnyxa v 3penuns. Capkoma lNepxeta BcTpeyaetcs y meHee yem 1% na-
LMeHTOB ¢ GonesHbio MNefkeTta, U MOXKET ObITb 3aNOA03PEHA KaK BHE3AMHOE
nosiBJIEHWe UKW ycuaeHWe Goneil B YacTu cKeneta.

Amnardoctuka. Iuarno3 Kbl ycTaHaBnuBaetca no3gHo — B CPOKMW OT 4
00 9 neT OT BO3HUKHOBEHMUA KNMHUYeCKUX npoasieHunii. C 04HOI CTOPOHBI,
6onbwas aauTensHocTb 3aboneBaHus 40 BepudUKALMM JMArHO3a MOXKET
ObiTh 06BbACHEHA GECCUMNTOMHbLIM TEYEHUEM HA HAauaNbHbIX 3Tanax Gones-
HW, @ C Jpyroii — HefoCTaTOYHOW MHPOPMUPOBAHHOCTLIO Bpayei nepeuy-
HOro 3BeHa 0 KNIMHUYECKNX NMPOSBIEHUAX.

B teueHun KB pasnuyatot Tpu ctaguu: 1) HavyanbHas,2) NpoOMEXyTOY-
Has, 3) no3gHsas (Tabn. 1).

Mocne peHTreHorpadun npoBegeHne CUMHTUIPadUM KOCTEN NO3BOAUT
onpeAenuTb pacnpoCcTpaHEHHOCTb 3ab60NeBaHUs U BbIBUTH BO3MOXHbIE
acMMNTOMHblE NopaXeHus kocTel. [locne pagmonornyeckoro guarHosa 6o-
ne3nu MepxeTa OMOXMMUYECKUE NCCNE[OBAHUS LOMKHBI BKIKOYATh onpeje-
neHune cnelynduyecknx mapkepos kocteobpasosanus (0C, PINP) u kocTHoi
pe3opb6uum (CTX, uNTX), KoTopble 0COGEHHO PEKOMEHAYIOTCA NaLMeHTaM C
NaToNorMein nevyeHn UM XenyeBblBOAAWMX NyTeR ANA OLEHKW OTBETa Ha
neyeHune 1 TeyeHUs 3a60NeBaHNA y NALMEHTOB B3 NeyeHus.

JleueHue. [1ns ymeHblieHNUs Goneit NogAepKMBAOWMM NeYeHUEM NpU
6onesHn [emxeta sensetcs ynotpebneHue aHanbretukos wunu HMBIM.
N3meHeHMs NOXOfKM B pe3ynbTaTe UCKPUBNEHUA HUXHUX KOHEYHOCTEN
NOALAITCA KOPPEKLMUM C MOMOLLbIO OPTOMEAUYECKUX MPUCMOCOBNEHWIA.
HekoTopbiM 60nbHEIM MOTyT NOTpe60BaThCs OPTONEAUYECKUE onepauuu,
HanpuMep 3HAONPOTE3UPOBAHME MOPAXKEHHOTO Ta306eApeHHOro CycTaBa
WAN [eKOMNPEeccus CMUHHOTO Mo3ra. [Lo/KHbI NoowpaTbCA dusmnyeckue
YNPaXXHEHUS C Harpy3koW, Hago MUHMMU3MPOBATL BpeMs NpebbiBaHUS
60bHOrO B NOCTENM.

Mpwn orpaHUyeHHON 1 BeccuMNToMHO Popme 3ab601eBaHNSA leYeHMe MO-
XET He TpeboBaThbCA.

MepumkameHTO3Has Tepanua NoAaBnseT akTUBHOCTb OCTeOKNacToB. Mpo-
rpeccupoBaHue 6one3HU MOXET ObiTb 3aMef/IeHO, O4HAKO CYLLECTBYIOLME
HapyweHus (Hanpumep, fedopmaLnmn, oCcTe0apTpo3, NoTeps Ciyxa, KOM-
npeccus Hepea) HeobpaTUMBI.

CywecTByIOT HeCKONbKO GucdocthoHaToB, KOTOpble ABAAIOTCA npenapa-
Tamu Bolbopa. AMUHO-6uchocthoHaTsl (6UchOCHOHATLI C JOMONTHUTENbHLIM
aToMOM a30Ta) 0COGEHHO 30/1eHAPOHAT, 3QMEKTUBHEE CHUXKAIOT YPOBEHD
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Ta6bnuua 1. Cragum KbIN

(paHHsg, cTagua
pa3pexeHns unu

pe3opbLUMN KOCTHOM TKAHM B
06nacTy metasanngusa nim

Cragusa PeHTreHonornyeckune brnoxmmunyeckue nokasarenu
JaHHble
HauanbHas TpybuaTble KOCTU — ouar noBbllleHne akTuBHoCcTK LD

B CbIBOPOTKE KPOBW 1 YPOBHSA
OKCUMPONIHA B CYTOUHON

npocsetneHnsmMu. Ckonnexne
rpy6biX KOCTHbIX 6anok
OPWEHTUPOBAHO KaK Mo

X04Y CUNOBbIX MUHNIA, TaK 1
6ecnopsgouHo. lechopmanum
Anadu3apHbIX n
MeTasnnu3apHbIX OTAEN0B
BNVHHBIX TPYOUATbIX KOCTEN
[OCTUTAKT MaKCUMaNbHON
BbIPKEHHOCTH

0CTe0NN3a) meTaamacdu3a, KoTopblii no moye
(hopme HaNnOMUHAET «OCTpue
KNUHA» NN «nnams ceeun»
MpomexyToyHas | pagoM C 30HaMK OCTEONN3a | COXPAHAIOTCS BbICOKUMN
(cTagms WAN BHYTPU HUX NOABNAIOTCA | YPOBHU MapKepoB
YNNOTHEHUS) y4uacTKK oCcTeoCKnepo3a pe3opbLUMN KOCTHON TKaHK
C HenpaBnIbHON (oTMeuaeTcs nosbileHne
KOCTHOW CTPYKTYPOHA, YPOBHA NPOAYKTOB
pacnpocTpaHsoumecs Kak perpagaunm C-KoHLEeBOro
Ha TpabeKynapHble, Tak U Ha | TenonenTuaa Konnarewa |
KOPTUKanbHble oTaenbl Koctu. | Tuna (B-CrossLaps) B Kposu)
KocTb yTONLWaeTca, B TOM n KocTeobpasosaHua (LLO,N-
umcne 3a CYeT KOPTUKaNbHOIO | KOHLEBOro nponentuaa
cnos (runepoctos) npokonnareHa | tuna (PINP),
0CTeOKanbLMHa)
Mo3aHss BeAyle CTaHOBMUTCA CHUXEHNE aKTUBHOCTN
ctaaus (cragus KapTWHA BblpaXEHHON MapKepoB pe3opbLumn n
cTrabunnsauum rpy60-TpabekynspHoil 06pa3oBaHNA KOCTHON TKaHM
nnm rpy6o- nepecTpoiikm, coueTatoLlencs
TpabekynspHou C yyacTKamm CKneposa
nepecTpomnkm) 1 KNCTOBUAHbBIMM
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MapKepoB aKTUBHOCTU 3aboneBaHus U obecneynBaloT 6onee fAUTENbHBbIN
addekt. MNpu KocTHON Gonesnu Mepxeta ammHobMUcochoHaTh ABASAIOTCA
npenapaTtamu nepeoii TMHUM, Toraa Kak npocTsle GucthocdoHatsl (Guctoc-
thoHaTbl 6e3 AOMNONHUTENBLHOTO aToMa a3oTa) — MpenapaTtaMu BTOPOW Nu-
HUM.

CMHTETUYECKMII KanbLUTOHWUH NOCOCA ABASETCS aNbTepHaTMBOI bucdoc-
toHaTaM Ans GoNbHbIX, PE3UCTEHTHLIX K TEpanuu CpefcTBamMu AaHHOTO
knacca. B coobuweHnax 0 KNMHUYECKNX CYYasnX B OTHOWEHWUW NALUEHTOB C
NpOTUBONOKa3aHUAMMU K GucthocdoHatam npefnonaraercs, Yto AeHo3ymMad
TaK)Ke MOXeT ObITb anbTepHaTUBON GuctocdoHaTam.

B cBA3M c yckopeHueM MeTaboaM3Ma B KOCTHOM TKAHU MauueHTam cle-
AVeT ynoTpebasTh COOTBETCTBYIOLLEE KONMYECTBO KaNbLua U BUTaMUHA D;
TaK)Ke Y4acTo HeoOXoaUMbI NULLEBbIE A06aBKM.

JNlutepartypa

1. bawkosa W.b., Hukonaes H.C., be3snogHas H.B. u gp. AunarHoctnyeckue
acnekTbl KocTHoi GonesHu lMepxeTa B KNMHUYeCKOW npakTuke // Hayu-
HO-npakT. peBmaton. — 2017; 55 (6): 690-7 [Bashkova I.B., Nikolaev N.S.,
Bezlyudnaya N.V. et al. Diagnostic aspects of Paget’s disease of bone in
clinical practice // Rheumatology Science and Practice. — 2017; 55 (6):
690-7 (in Russ.)] https://doi.org/10.14412/1995-4484-2017-690-697.

2. lMuraposa E.A. bonesHb lMepxeTa: npeacraBneHne KNMHUYECKUX PEKOMEH-
pauunii endo v akTyanusaums ux B Poccuu // Octeonopos u octeonatuun. —
2016; 1: 17-8 [Pigarova E.A. Paget”s disease of bone: clinical presentation
of endo recommendations and updating them in Russia // Osteoporoz i
Osteopatii. — 2016; 1: 17-8 (in Russ.)].
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CUHAPOM ®PEQEPUKA

WoxuH Anekceit MuxannoBuy, opguHaTop, Kacdegpa NONUKAMHUYECKOMN
Tepanuu neye6Horo chakynbtera PHUMY um. H.U. Muporosa
Hayunbiii pykosodumens: Jlapun Bnadumup leHHadbesuY, K.M.H.,
doyeHm Kaghedpsl NONUKNUHUYECKOU mepanuu ie4e6Ho20 ¢akynemema
PHUMY um. H.U. Mupozosa

Jleon ®pepepuk (1851-1935) — npoceccop bhu3nonorum yHuBepcuTeTa
Jlbexa. B 1890 r. J. ®pefepnk npuMeHUN NepeKpecTHoe KpoBoobpalleHme,
COEAMHWB COHHble apTepun ABYX XMUBOTHbIX C MOMOLLbIO KaHIONN, [LOKa3aB
TakuM 06pa3oM Hanuuyue rymopanbHoro aktopa perynsuuu LbixaHus,
npoBOAWA Nepdy3un OTAENbHbIX OPraHoB, UCMOMb3YA CEpLEYHO-eroyHble
npenapatbl. HommHuposaH Ha Hobenesckyto npemuio geaxabl B 1930 1. 3a
«paboTbl No thu3mMonorun ceppua U ApixaHus, 0cO6EHHO 3a U3y4yeHue re-
MmoumaHuHa». Cuutaetcs npepwecTBEHHUKOM KapAWOXUPYPruu, T.K. emy
perynsipHo yAaBanocb OTKPbIBAaTb M 3aKpblBaTh Oblolieecs cepaue B Xode
aKkcnepumeHToB. J1. ®penepuk BHEC BKNAL B U3YyUYeHUE perynsuum Temne-
paTypbl M OOMeHa BELeCTB, COKPALLEHWA MONEPeYHO-MONOCAThIX MbIWL,
CBEpTbIBAHMA KPOBWM W PErynsfLuM OCMOTUYECKOTO AABNEHUA Y MOPCKUX
KUBOTHBIX. MocTpoun npubopsl 4ns U3yyeHUs razoo6MeHa, a3poOTOHOMETP
u okcureHatop. O6Hapyxun GeHomeH pedeKTOPHOM amnyTauun y kpaba.
N3meHun npenofaBaHue MeguLnHbl B benbrum, npoaeMoHcTpUpoBaB Heob-
XOLMMOCTb y4eTa U3NONOTUM NPU U3yYeHUU BonesHeilt u ux neyeHus. B
1904 ropy OTKpPbIT CUHAPOM COYETAHUA MEepLaHUA npefcepaunit ¢ moaHon
aTPUOBEHTPUKYNAPHON 610Kaf0M, Ha3BaAHHBI €r0 UMEHeM.

CuHapom ®pepepuka (Hopmo-OGpagucucTonuyeckas dopma dubpunns-
LMW Npeacepanil) — 3To coYeTaHWe NOJHON aTpuo-BEHTPUKyNApHoii (AB)
6nokagbl ¢ ubpunnaLmMein unu TpenetaHuem npepcepauii. Mpu atom ume-
eTcA YacToe M GecnopsAfoYHOE, XaoTUYHOe BO3OYKAEHME U COKpalyeHue
OTAENbHbIX TPYNN MbIWEYHbIX BOJOKOH NpeAcepanii, 0f4HaKo npoBefeHune
MMNYNbCOB OT NPEACepAMil K KeNy[o4KaM NONHOCTbI0 npekpalyaertcs. XKe-
NYAOYKM PerynspHo BO36YKAAKOTCA BOAUTENEM PUTMA, PACMOJOKEHHbBIM B
AB-coepuHeHun nau B NpoBOfALLEN CUCTEME XKeNy[oUuKoB. Hanuune cuH-
apoma ®pefepuka y naumeHTa CBUAETENbCTBYET O BbIPAaXEHHOM OpraHu-
yeckom 3aboneBaHWM cepALa, COMPOBOXAAKLWEMCA CKNEPOTUYECKUMM,
BOCMANUTENbHLIMU UK iereHepaTUBHLIMU NpoLeccamMu B MUOKapAe (Xpo-
HWYecKas uwemmnyeckas 6onesHb cepaua, ocTpbli MHGapKT MUOKapaa, Kap-
ANOMUONATUM, MUOKAPLAUTHI U Ap.).

AKTYanbHOCTb JaHHOW Mpo6EMbl He Bbi3bIBAET COMHEHU, NOCKOJIbKY,
C OAHOI CTOPOHbI, COBEPLUEHCTBOBAHME METOLOB JleYeHMA NMO3BONSAET NpPo-
ANUTb XXM3Hb NALMEHTAM C BbIPaXKEHHbIMU OPraHUYeCcKUMM 3a601eBaHUAMM
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CepAaua, C Apyrol CTOPOHbI — COXPAHAIOTCA TPYAHOCTU CBOEBPEMEHHO
AVArHOCTUKN U NIeYeHUs [AHHOTO CMHAPOMA, 0COOEHHO Ha aMbynaTopHOM
aTane.
IKT-npusHaku cuHgpoma Ppepepuka (puc. 1):
® oTcyTcTBUE 3y6LOB P, BMECTO KOTOPbIX PETUCTPUPYIOTCS BOJHBI MepLa-
Hus (f) unn Tpenetanua (F) npescepauit;
® pUTM XeNyA04YKOB HECUHYCOBOTO NMPOUCXOKAEHUSA (IKTOMUYECKNIA: y3710-
BOW MW MOMOBEHTPUKYNAPHBINA). Ecnu Bo30yKAEHME UCXOAMT U3 aTpUO-
BEHTPUKYNAPHOro coepuHeHus, 1o komnnekc QRST He usmeHeH. lpu
WAMOBEHTPUKYNAPHOM puTMe Komnaekc QRS ywupeH u gedopmuposaH
no Tuny 6nokagbl HOXKM ny4ka Mmca.
® uHTepBanbl RR noctosHHbl (NpaBunbHbIA puUTM). Kenyaoykosblil puTMm
npu cuHgpome Ppefepuka MOXET HAPYLWATLCA KENY[OYKOBbIMU IKCTPa-
cucToNnamu.
® YUCNI0 XKeNy[oYKOBbIX COKpaLLeHUIn He npeBbiwaeT 40-60 ynapos B MU-
HYTY.
IuddepeHumnansHas auarHoctuka IKM-npusHakos npu cuHgpome dpe-
A€p1Ka NPOBOAMUTCA CO CNeAYIOWNMIU COCTOSHUAMM/3a601eBaHUAMMY:
1. CuHo-aTpuanbHas bnokaga.
2. CuHycoBas Gpagukapaus.
3. BbickakuBatowme cokpalyeHus.

Puc. 1. 3KT npu cunapome ®pepepuka. TpenetaHue npeacepauit C YacTOTON COKpaLLEHUIA
npeacepauit 20 yA/MUH, 4aCTOTON COKpaLLLEHUN KeNyAouKoB 36 yA/MUH, NONHAA aTPUO-BEH-
TpUKynsApHas 6nokapa. QRS 130 mc, QT 520 mc.
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4. AB-6nokapga.

5. ®ubpunnauus npeacepamit, 6pagnucuctonnyeckas gopma.

6. Y3710BON M/MUAKU UANOBEHTPUKYNAPHbINA PUTM.

Cunppom ®pepepuka BcTpedaetcs y 0,6—1,5% nauueHToB, CTpafaloLLMX
hubpunnaumein npeacepanii.

Mo paHHbIM locnuTanbHOro perucrTpa nepefo3npoBOK Kapauonoruye-
CKWUX NEeKapCTBEHHbIX npenapaTtoB cuHppom Ppepepuka 3aduKCUpoBaH y
8,6% NaLWeHTOB, roCNUTANU3MPOBAHHBIX C MEANKAMEHTO3HO 00YCNOBIEH-
Holi 6pagukapgueit (MOB) B 2014-2018 rr. ABTOpbI perucTpa nonarawT, YTo
pacnpocTpaHeHHOCTb MOB Mo3KeT GbITh elle Bbile, a NPOrHo3 — elye 6onee
HEbNaronpuUATHLIM, T.K. B PETUCTP He BKJIKOYANNUCh NALMUEHTHI C NeTabHbIM
MCXOLOM Ha [OrOCNMUTaNbLHOM 3Tane, B TOM YMCe U 40 0OpalyeHus 3a Meau-
LMHCKON nomouwbio. [pu 3TOM nocmepTHas BepuduKaLmA CBA3MN NeTanbHO-
ro UCXOAa C HapyLWeHWeM pexuma MearKameHTO3HON Tepanuun B yCioBuAX
PYTUHHOM KAMHWUYECKON NPAaKTUKN NpefcTaBnaeTca 3aTpyAHUTENbHON. Be-
POATHO, TaKUe NeTanbHble CAyYau pPerucTpupyloTca nog “mackoin” apyrux,
yalle XxpoHuyecknx, 3abonesaHuii (xpoHuyeckas UbC, BHe3anHas cepaey-
Has CMepTb, KAPANOMMONATUM, MUOKAPLUTI).

KnuHnyeckas kaptuHa npu cuHppome ®pepepuka yTpaumBaeT Xxapak-
TepHble Ans bubpuanauuu npefcepamii 0CobeHHOCTU, YTO 3aTpyAHsAEeT
AMArHOCTUKY AAHHOTO cuHApoma. Ha nepBoe MecTO BHIXOAAT U3MEHeHUs,
CBsA3aHHbIE C MOJIHOI NONepeyYHoN BHYTPUCEPAEYHO BI0KAAO0M: Y NaLmneH-
TOB OTCYTCTBYIOT Kanobbl Ha cepauebueHne n nepeboun B paborte cepaua,
MOABAAOTCA NPUCTYMbl FONIOBOKPYXEHMA BMIOTb A0 BHE3AMHON NOTEpU Co-
3HaHus (npuctynsl MopraHsu—Agamca—Crokca). Mynbc npaBuIbHbINA, HOP-
MaJIbHOTO NN CHUXEHHOTO HaNONHEHUA, PEAKNNA.

Bo3MOXHO 3anofo3puTb faHHOE COCTOAHME Y MauMeHTa TONAbKO B TOM
C/lyyae, eciv U3BECTHO, YTO MMeeTcs MOCTosHHAsA dopma dhubpunnayum
npefcepauii, a Takxe NpUCTyNbl MOTEPU CO3HAHMA, PefKWi NpaBUabHbINA
nynsc. Mpu npucoeamHeHnn K hubpuANsUMM Npeacepanii nonepeyHoi
On0Kafbl, COCTOSHWE NaLueHTa 0ObIYHO 3HAUMTENbHO YXyALAeTCcs, 0Co-
OEHHO NPy yPeKEHNU YACTOTbI KEeNy[0YKOBbIX COKpaLLeHuit (1o 20-30 ya/
MUH). Y nauueHTa noABAAIOTCA MPUCTYNbl MOTEPU CO3HAHUSA, CBA3AHHbIE C
rMNOKCMEN MO3ra B Nepuofbl AAUTENbHOW aCMCTONNMU, BO BPEMA KOTOPbIX
BO3MOXHO HacTynneHue cmeptu. Habniopaetcs Takke nosiBNeHUE WM
HapacTaHWe NMPU3HAKOB CEPAEYHOI HEefOCTAaTOMHOCTU (OAblWKa, YTOMAsA-
€MOCTb, OPTOMHO3, nepudepnyeckne OTEKNU, CHUKEHWE TONEPaHTHOCTU K
(hu3nyecKnm Harpyskam u ap.).

Mpu cuHppome Ppepeprka U3MEHEHWE B COCTOAHWM MALMEHTA BO MHO-
rOM 3aBUCUT OT YCTAHOBNIEHHOMW YACTOTbl COKPALLEHUIt Xenyaoukos. B oT-
OeNbHbIX C/lyYyasnx, KOraa XenyaouykoBbld putMm cooTBeTcTBYeT 50-60 yo/
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MWUH, COCTOSIHWE NaLWeHTa MOXET ObiTb y[0BNETBOPUTENLHEIM. B 3TOM Chiy-
yae ucyesaloT Gecnokoswue CyOLEKTUBHbIE NPOsiBNEHUS hUOPUANALUY
npencepauii (ceppuebueHue, nepeboun B paboTe cepaua), Nynbc CTaHOBUT-
CA NPaBUbHbLIM, PUTMUYHBIM. [laLMeHTy, @ HepeLKo 1 Bpayy, Npu pa3BUTUK
MONIHOM NonepeyHoit 6710Kafbl KaxeTcs, YTo ucyesna Gubpunnaumus npea-
cepauin, BOCCTAaHOBMWIICA CUHYCOBbLIM pUTM. [lJaHHOe cOCTOsHME sBAseTCA
LOCTaTOYHO OMACHbIM, T.K. BHYLWAET JIOXHYI0 YBEPEHHOCTb B yAyYWeEeHUU
COCTOAHMA NaLMeHTa, YTO CONPOBOXAAETCA CHUKEHWEM BHUMATENbHOCTM K
CTaTyCy 340POBbA KaK CO CTOPOHbI NaLMeHTa, TaK W Bpaya, 4To NPUBOJMT K
HECBOEBpEMEHHOW AMarHocTuke cuHapoma Ppepepuka.

YyuTbiBas TPYLHOCTU B AUATHOCTUKE M JleYeHUM NaLMEeHTOB C Hapylue-
HUAMKM pUTMa cepaua B YCIOBUAX NEPBUYHOIO 3BEHA 3[paBOOXPaHeHMA U
cNy06bl CKOPOW MeAMLIMHCKON NOMOLM, CefyeT aKLeHTUPOBAaTb BHUMAHWME
Bpayeil TepanesToB, Bpayei 06Ul NPaKTUKK, KapaMONOroB Ha CBOeBpe-
MEHHOM BbIIBEHUM CMMNTOMOB, CBUAETENbCTBYOLNX O Kapauonoruye-
CKoit matonoruu (B NepByio OYepefb, MPUCTYNOB NOTepu CO3HaHMA). Ha-
npaBieHne naumeHTa Ha KOHCYNbTaUMIO K Kapauonory C Lenblo pelleHus
BONPOCA O fJajfbHeNWeN TaKTUKe BeaeHusA, BKaoYas u umnnantauymio IKC,
NO3BOJIUT OCYLECTBUTb KOMMNEKCHOE NeYeHne nauneHTa, B TOM yucne u
KapLuoxupypruyeckoe.

JleueHue cunpgpoma ®pepepuka. B nepsyio ouepesb He06X0AUMO OTMe-
HUTb BCe NIeKapCTBEHHbIE NpenapaTtbl, NPUMeHsAeMble Af Tepanuu OCHOB-
Horo 3aboneBaHus, cNOCOOHOr0 CNPOBOLMPOBATb aTPUO-BEHTPUKYSPHYIO
6nokapy (6eTa-appeHobnokaTopbl, aHTUAPUTMUYECKME Npenapatbl, cep-
A€YHble TNUKO3UAbI, MOKCOHWAWH, HEAUrMAPONUPULUHOBLIE OGNOKATOPSI
KanbliMeBblX KaHaNoB 1 Ap.). C y4eTOM TAXKECTU COCTOAHMA NALUEHTA PeKO-
MEHA0BAHO HECKONIbKO HanpaBfeHWi KOHCEPBATUBHOIO eYeHus.

C uenbto NpefoTBpALLEHNA MOBTOPHOrO NosBNeHus cuHgpoma Ppepnepu-
Ka, HeoOXo[MMO NeYeHne OCHOBHOTO 3ab0NeBaHNA C LENbI0 LOCTUXKEHUS
ero KomneHcauuu. lpyu CTEHOKApAMM HA3HAYATCA aHTUATPEraHTbl U aH-
TUAHTMHaNbHble CPeACTBa, NPU MUOKApAMTaxX — JledyeHue HanpasfieHo Ha
HEOTNOXHYIO KOPPEKLMIO XKUZHEYTPOXKAIOWMX COCTOAHUN (pedpakTepHas
HEeLOCTAaTOYHOCT KPOBOOOpALLeHUs, HAPYWeHUA PUTMA W NMPOBOAUMOCTU
cepnua); KOppeKLMio CUMNTOMOB U MPU3HAKOB CEPAEYHON HELOCTATOYHO-
CTU, 06ycnoBAeHHON fUChYHKLMeR MUOKApaa U HEPOTryMOpPaNbHON aKTH-
BaLMeil; cneunduyeckoe 3TMoNaToreHeTUYECKoe BO3LENCTBME HA BUPYC-
HYI0 MHEKLMIO U UMMYHHOE BOCMaNeHue.

WHTeHCMBHasA Tepanus NpOBOAMUTCA B FOCMUTANbHLIX ycnoBuax. Heot-
JIOXHble MEpONpPUATUA NOKa3aHbl AA KYyNMMPOBaHUA WOKA, CUHKONANbHOIO
COCTOSIHUA BCIEACTBME HEJOCTATOYHOTO KPOBOCHAGXEHUS TONIOBHOTO MO3-
ra v Lpyrux Taxenbix nposiBneHunit cuppoma ®pepepuka. lns ycrpaHeHus
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nonHOM GnoKagsl MCNONb3YIOT Npenaparkl U3 rpynnel 6nokatopos M-xonu-
HOpeLenTopoB (aTpomnuH).

Xupypruyeckoe nedyenue. [Ins ctabunnsauum cepLeyHoro putma 1 npo-
unakTUKN haTanbHblX CEPAEYHO-COCYAUCTBIX OCNOXKHEHNA NPOBOAAT UM-
NnaHTauuio NocTosHHOro anekTpokapauoctumynaTopa (IKC). AbcontoTHele
noKasaHus K onepauuu: Npuctynbl 06MOPOUYHLIX COCTOSAHMIA, YacToTa cep-
LeYHbIX COKpaLleHnii meHee 40 yiapoB B MUHYTY, NepeHeceHHbI NHDapKT
MUOKapaa.

MporHo3 onpefenseTca 4acToToi NPUCTYNOB HapylWeHWA NPOBOAUMO-
CTW, coveTawwmxcs ¢ hubpunnauuein Npescepanit, a TakkKe TAKECTbio
CMMNTOMOB CyLUeCTBYloWero 3abonesaHns cepaua. B bonbwuHcTe cnyya-
eB yaaeTcs cTabunU3NpoBaTh COCTOAHME NALUEHTOB M YCTPAHUTL KAUHUYE-
cKkue nposasaenus. YcraHoska IKC 3HaUMTeNbHO NOBBILLAET KAaYECTBO KU3HH
naLlueHToB.

MepBuyHas npodunaktuka cuHapoma Ppenepuka 3akiyaeTcs B CBO-
eBpeMeHHo gnarHocTuke u nededumn CC3 (xpoHuyeckas UBC, ocTpelit MH-
thapKT MUOKapAa, KapLMOMMUONATUM, MUOKAPANTLI U p.).

3akniouenne. Cungpom Opepepuka npepcTaBaseT coboil coyeTaHue
nosnHoi AB-Gnokagbl ¢ dubpunnaumen uau TpeneTaHuem npencepauin u
pa3BMBAETCA B pe3ysbTaTe BbIPAXEHHOro opraHuM4yeckoro 3aboneBaHus
cepAaua. B ycnosusx nepBMYHOro 3BeHa 34paBOOXpaHEHWs 3anofo3pwThb
A3HHBbI CUHLPOM BO3MOXKHO MPU HANUYUM NOCTOSHHOI hopMbl pubpunNs-
LMK UAK TpeneTaHUW NpeLcepAnin B COYEeTaHUM C NPUCTYNamu noTepu co-
3HaHus Ha hoHe peakoi YCC. CBoeBpeMeHHas AUArHOCTMKA 3a00/1€BaHNA C
nocnepytouein umnnantaumein IKC, npu HanMuMm abCONOTHBIX NOKA3AHMIA K
€€ NpoBefEHMIO, NO3BONUT 06eCNeYnTh NPOhUNAKTUKY (aTaNbHbIX CEpAeY-
HO-COCYANCTbIX OCNIOHEHWUIN W YNyYLWUTb MPOTHO3.
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BOJIE3Hb BAJIbJAEHCTPEMA

CaBuyeBa AHHa KOHCTaHTUHOBHA, opauHaTop, POCCUMNCKUI FrepoHTONOrU-
YeCKUI HAYYHO-KNUHUYECKUIA LIeHTP
HayyHelii pykosodumens: MayexuHa Jllo608b BUKmMoposHa, K.M.H.,
Hay4HbIl compyoHUK 1a6opamopuu 803paACMHbIX MemaboauyecKux u
IHOOKPUHHbIX U3MeHeHUl PocculicKo2o 2epoHMo102u4eCcK020 Hay4YHo-
KNUHUYeCcKo20 yeHmpa.

fn Toct BanbpeHcTpem po-
punca 17 anpens 1906 roga B
Crokronbme. 3a cBolo ponryw
M BBILAKWYIOCA Kapbepy MM
ObINN CAENAHbI BAXHbIE OTKPbI-
TUA B reMaToNornm, NoaOXKMUB-
Ww1e OCHOBY ANSA MOHUMAHMA
Takux GonesHei, Kak nopdu-
puu, remocuaepo3, Makporio-
OYNMHEMUS, MOHOKJIOHANbHbIE
rammanatuu. Haubonee us-
BECTHbIM BKJlagoM BanbpeH-
CTpeMa B pa3BuTUE remaToso-
TMU CYMTAeTCs ero onucaHue A Toct Banbpenctpem / http://www.
MaKpOrnoGyNNHEMUM, HA3BAH- medicinhistoriskasyd.se/Bildspel/

HOI B €ro YecTb.

AKTyanbHocTb: M3ydyeHne GonesHnu BanbpeHcTpema umeeT 6onbluyio
aKTyaNbHOCTb U3-3a OTCYTCTBUA TUNUYHON CUMNTOMATUKN U U3-3a HEAPKON
KIMHWYECKOM KapTWHbI. [ToXunoi Bo3pacT nmauMeHToB, Yalie CTpafatoLwmx
LaHHbIM 3a00/71€BaHNEM, TAKKE OCNOXHAET PAHHIO AMATHOCTUKY. [laHHas
naToa0rmA CpaBHUTENbHO PEAKO BCTPEYaeTCs, HO ee CBOEBPEMEHHOE BbIsiB-
NleHNe OYeHb BAaXKHO A1A NPefoTBPALLEHNA PA3BUTUA OCNOKHEHUN.

PacnpocTpaHeHHocTb. Makpornobynuemus Banbgenctpema (MB) co-
CTaBNseT 0KoNo 2% OT BCcex reMmo6nacTo3oB ¢ 3a60N1eBaeMOCTbi0 OT 2 A0
5 cnyyaeB Ha 1 MIH HaceneHus B rof. Makcumym 3a6oneBaeMoCcTu NpuUxo-
QUTCA Ha WecToe — cefbMOe [eCATUNETUA XU3HU C MEeAMaHOoW BO3pacTta
GonbHbIX 63 roAa, U peaKo BCTpeyaeTcs y naumeHTos Monosxe 40 net. Coot-
HOleHWe M: X paBHaetca 2,3: 1.

KnuHuyeckui cnyyait 6onesHu BanbgeHcTpema y NoXuUN0M NaLUUEHTKH

bonbHas 79 n rocnuTanM3MpoBaHa B NIAHOBOM NOpsALKe € Xanobamu Ha
yMepeHHble 60K B NeYeBbIX, KONEHHbIX U Ta306eapeHHbIX cycTaBax. Kpo-
Me TOro, 0TMeYana Xanobbl Ha 6ONM XKryyero xapakTepa B 061acTi cepaua,
uppaguupylolne B NeBYyKD PYKy, JIONATKy, Nepuogumyeckue nogbembl ap-
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TEpUaNbHOTO AaBNEHUSA [0 BbICOKUX Lmudp. XKanobsl Ha 60AM B MENKUX U
KpPYMHbIX cycTaBax 6ecnokounn 6 neT, yTpeHHeil CKOBAHHOCTU U MECTHBbIX
NpU3HaKOB BOCNaNeHuMs He 6bino.

Mpu 06cneaoBaHNM NALUEHTKN BbISBAEHbI rMNepraMmariobynMHemMus u
NoBbllleHMe peBMaTOMAHOTO (hakTopa, noBblleHne obuero 6enka fo 83,4
r/n, B-2-MuKkpornobynuHemmHa ao 3,81 r/n, Kanna-nerkux Lenei MMMyHo-
rnobynuHoB fo 6,13 r/n, nambaa-nerkux uenei o 2,63 r/n, peBMaTongHoO-
ro akTopa o 26,6 en/mn. lons ramma-rnobynuHoB 6biia yBeNMYeHa fi0
25,6%, Habnoganoch GopMUpoBaHUE [OMNONHUTENLHOTO 3EeKTpotopeTy-
4eCKOro nuKa, Yto NO3BONANO 3aN0A03PUTL NAapanpoOTENHEMMIO

MocTosHHOM Tepanuu nauMeHTKa He nonyyana. Ha 4 ron 3abonesaHus
60/1bHOM BbINONHEHO 06C/ef0BaHME B CTALUOHAPE 415 YTOUHEHUS JUATHO-
3a. [lononHUTENbHO OBHApPYKEHO MOBLIWEHWE YPOBHS KpUOrNo6YNMHOB.
Kpuokput — 10%. OTtcyTcTBME LMHAMMKM BOCMANUTENbHBIX M3MEHEHMWIA
CO CTOPOHbI CYCTaBOB, 3PO3NBHOrO NMOPAXEHUA CYCTaBHbLIX MOBEPXHOCTEN,
TUNWUYHBIX PEHTreHOrpauyecKnx N3MEHEHNA U aHTUTEN K LUTPYNIMHOBO-
My NenTUAY NO3BOAMUAO UCKIIOYUTL PEBMATOWMAHBIA apTPUT U pacLEeHmnBaTh
VBeNnYeHne YpoBHA peBMaTonaHoro aktopa Kak NposiBieHne CMeLlaHHoN
KpuornobynuHemuu. Mo AaHHbLIM MUENOTrPaMMbl KOAUYECTBO Mia3matuye-
CKMX KNeTOK 6bio B gonycTumbix npegenax. CKonneHuii nnasmatnyecknx
KNeTOK He 06HApYIKEHO, YTO FOBOPUIIO HE B N0JIb3Y NUMBONNA3MOLUTAPHOIA
aumombl. Ouarn fecTpyKumum B NIOCKUX KOCTAX, MPU3HAKM aMUIOULHOTO
MOPaXKeHMA NoYeK, Cepaua, OTI0XKEHUA aMUNOUAA B NOAKOXHO-XUPOBON
KneTyaTke Takxe OTCyTCTBOBanMU. Ha 0CHOBaHUW COXPAHAIOLWMXCA B Teye-
HUE HEeCKONbKUX NET U3MeHeHWi 6enKkoBbix (QpaKuMii KpOBU, NpU OTCYT-
CTBMM NapanpoTenHOB B MOYe MOCTABNEH [MAarH03: MOHOK/IOHANbHAsA ram-
Manatus HeACHOro reHesa.

CnycTta 2 roga, npu o6cnefoBaHUM B XOA€e NJAHOBOM rocnuTanu3auum
B Muenorpamme obHapyXeHa ymepeHHas numdoupHas WHbUNbTpaLms
(19,2%) npenmyLecTBEHHO 33 CYeT 3penblX TMMAOUAHbIX 31EMEHTOB, 006-
HapyXeHo yBenuyeHue foaun numcboLMTapHOro pocTka, HapacTaHue Yncna
NNa3MaTUYeCcKUX KIEeTOK C MOABMEHMEM aTUMUYHbIX KNEeTOK, B YAaCTHOCTH,
(hYKCMDUNBbHBIX NNA3MOLKUTOB C «MNAMEHEOWEN» LUTONNA3MOi. BrisasneH-
Hble U3MEHEeHUA ABAAIOTCA TUMUYHBIMU NPU3HAKAMU NUM(ONNA3MOKNETOY-
HOW MH(UNbTPALMUMK, YTO B COBOKYMHOCTU C HaAM4MeM MOHOK/IOHANbHOW
rammanatuu COCTaBNfET ABA OCHOBHbLIX KPUTEPUA, NO3BONAIOWMNX [UATHO-
cTuposatb MB.

Mocne ycTaHOBNEHWUS AMarHo3a HeoOXOAMMO OLEHWUTb He0bBXO[MMOCTb
Havyana Tepanuu. lloKkasaHua K Havany Tepanuu:
® OblCTpOe HapacTaHue ypoBHs IgM B kKpoBu;
® noABNEHWE KIMHUYECKUX CUMNTOMOB: peuuguBUpylOLAn NUXOPafKa;
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HOYHas MOTNUBOCTb; NOTEPSA Beca; CNaboCTb; CUHLPOM rMNEepPBA3KOCTY;

numdageHonaTUs WM MacCMBHOE yBeNnyeHUe pasMepoB NMMGOY3N0B

(=5 cm B fuameTpe); renatomeranns u/unum cnneHomeranus; nepucepu-

yeckas Heliponatus, cBasaHHas ¢ MB; cumnToMHas KpuornobynuHemus;

aHemus c yposHeM Hb < 10 r/nn; TpomM6OLMTONEHNS C YPOBHEM TPOM-
6ounToB 100 x 109 /n 1 MeHee; remonuUTMYECKas aHemus (0byciOBNEH-

Has HaAMYMeM XONOLOBbIX AaHTUTEN); MOYEYHAs HELOCTATOYHOCTb, CBA-

3aHHaa ¢ MB, amunonpo3s, cBA3aHHbIn ¢ MB, ypoBeHb MOHOKIOHANbLHOIO

IgM > 50 r/n, gaxke npu oTCYTCTBUU CUMNTOMOB.

Hanbonee achdeKTnBHbIE CXEMA NEYEHNS ANS NALUEHTOB C BNepBble Au-
arHoCTUpoBaHHoi MB: coueTaHue puTyKCMMaba C KOPTUKOCTEPOUAAMU U
6opTe3oMnbOoM.

Bcem naumentam ¢ MB nepepn npoBsefeHuMem npoTMBOONYX0AEBON Tepa-
MUN PEKOMEHLYETCS BbINONHUT:
® nabopatopHble 06CNef0BaHUA: Pa3BEPHYTHIA 0OWMIA (KAMHUYECKUIA)

aHanu3 KpoBu, GUOXMMUYECKUIA aHANU3 KPOBM 06LLeTepaneBTUYECKU,

00Wmit (KNMHUYECKNIA) aHanW3 MOoYM, KOarynorpammy, ucciefoBaHue

YpOBHSA 6eTa-2-MUKPOrnobynmHa, KpMornobynmnHoOB B KPOBU;
® WHCTpyMeHTanbHble 06CNej0BaHMA: PEHTIEHONOTUYECKOe UCCNef0BaHME

KocTeit ckeneta; KT opraHoB rpyfHoil KneTku, GpIolWHOM NoNOCTM U 3a-

OpIOWMHHOrO NPOCTPAHCTBA; PEHTTeHOrpaduio OpPraHoB rpyaHON KNeTKu

B ABYX MPOEKLMAX; yibTpa3ByKoBoro uccnenosanue (Y3W) scex rpynn

neputepuyeckux, BHYTPUOPIOWHLIX U 3a0PIOWUHHBIX NUMGATUYECKUX

Y3/10B, OpraHoB GPIOWHOI NONOCTU 1 3a6PIOWKMHHOIO NPOCTPAHCTBA.

Ocobble opmbl TeueHus 3aboneBaHus

0cobeHHO GbICTPO 3a60NeBaHMe HAYMHAET NPOrPECcCUPOBATL NPU HANU-
4MU TaK Ha3blBaeMoii gpemntoliein MB, npu KOTOpON UMeeTCs BblpaXKeHHas
MOHOK/IOHanbHas IgM-rammanarus (6onee 3 r/an) u numdonnasmayutap-
Has MHbUAbTPaLMA KOCTHOrO Mo3ra (6onee 10%), OAHAKO OTCYTCTBYIOT Nto-
Oble KNMHUYECKMEe Npu3Haku MB, B YaCTHOCTM aHEMUS, KOHCTUTYLIMOHANb-
Hble CUMNTOMbI, NMM{OaLeHONaTHsA, renatocnieHoMeranus, rmnepBa3KoCTb
KPOBM 1 ap.

HecmoTps Ha BAnoTekyliee TeyeHue 3aboneBaHUs, CyLWECTBYIOT PUCKH
TpaHcdopMaLMK B 310KaYeCTBEHHYIO onyxosb (CM. Tabnuuy 1).

BbiBopbl

HecmoTps Ha CpaBHUTENbHYIO PEAKOCTb JAHHOM MaTonorku B LENOM B
nonynauuu, [ons MakpornobynuHemun BanbpeHcTpema cpenu MOXMIbIX
NoAel [OCTaToYHO BbICOKA. [laHHbIi (hakT TpebyeT paboTbl MyNbTUAUCLM-
MAMHAPHON KOMAHAbI Y)Ke HAa aMOyNaTOPHOM 3Tane [/1f PaHHEro BbisiBEHUs
3aboneBaHUs M OKa3aHWUs NMOMOLWM NaLMEHTaM. YUnTbIBAsA pUCK TpaHcdop-
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Ta6nuua 1. 3aBUCUMOCTb PUCKA TPAHCHOPMALYMK B 3/10KAUECTBEHHYIO ONYXO0/b
ot chopmbl 3a60neBaHuS.

dopma makpornobynuHemun Puck TpaHcdopmaLym B 310KaU€CTBEHHYIO
onyxonb

CumnToMHas makpornobynnHemmus | 3a 5 net - 10%
BanbgeHcTpema 3a 10 net - 18%
3a 15 net - 24%

[pemniowan makpornobynuHemns | 3a1rog - 6%
BanbaeHcTpema 3a3roga-39%
3a 5 ner - 55%

MaLuUu B 3/I0KAYECTBEHHYIO OMYXOJb, MOBbIWAIWMUIACA NPU APEMIIOLLE
thopme MakpornobynuHemuu BanbaeHcTpema, He06X0AMMO CBOEBPEMEHHOE
BbisiBNEHME 3a601eBaHUS A5 YBEAUYEHNUS NPOLOMKNUTENBHOCTMI XKNU3HM MO-
KUJIbIX NALMEHTOB U NOBLILEHUA ee KayecTsa.

Jlutepartypa

. «MakpornobynuHemus BanbaeHcTpemMa» KAMHUYECKUe pekomeHaaumum 2020
roga, paspabotaHHble accoluauueit oHkonoros Poccuu, Poccuitckum obuye-
CTBOM OHKOremaTo/ioroB, HaLMOHaNbHbIM FeMaToJIorMYeCcKUM OOLEeCTBOM,
HaLMOHANbHbIM 00OLLECTBOM AETCKMUX reMaTosIoroB U OHKOJIOTOB.

. H.A. O3epaHoea, E.10. Kynpawosa, A.B. HukutuHa, B.A. WUcakos «Makpo-
rnobynuHemus BanbeHcTpema: [UArHOCTUKA B KJMHWUYECKOW MpaKTUKe»
«Medicine: theoryandpractice» Tom 3 3a 2018 rog.

.Kyle RA, AnsellSM, Kapoor P. Prognostic factorsandindications fortreatment
of Waldenstrom’sMacroglobulinemia. Best Pract Res ClinHaematol. 2016
Jun;29(2):179-186. doi: 10.1016/j.beha.2016.08.014. Epub 2016 Aug 23.
PMID: 27825464; PMCID: PMC5117990.

.RobertA. KyleandKenneth C. Anderon, «ATributetoJan GostaWaldenstromy,
Blood, Vol. 89 No. 12 (June 15), 1997: pp. 4245-4247.

. Waldenstrom J. Incipient myelomatosis or «essential» hyperglobulinemia
with fibrinogenopenia-a new syndrome?.Acta Med Scand 1944; 117:216—
222.
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OYATU B IETKUX U BCE, YTO BOKPYT

A6pamueHko AHHA BaneHTMHOBHA, opauHaTop, Kadeapa hTusnaTpum
neyebHoro pakynstreta PHUMY um. H.U.Muporoea
Hay4Heiii pykosodumens: CmaxaHos Bnadumup Anamonsesuy
0.M.H., npogheccop, 3asedyruiuil kagedpoli pmuszuampuu neye6Ho20
¢dakynemema PHUMY um. H.U.MMupozosa

Ty6epKynes — ofHO U3 CaMbiX APEBHUX U3 U3BECTHLIX YENIOBEYECTBY WH-
theKLMOHHbIX 3ab0neBaHNit M ofHa U3 10 OCHOBHbLIX NPUYUH CMEPTM BO BCEM
Mupe. 3aboneBaHue Bbi3biBaeTCA MUKobOakTepuamu Tybepkynesa (MBT) u
XapakTepu3syeTcs 06pa3oBaHMeM cneLndUyeckux rpaHynEmM B nopaxeHHbIX
TKaHAX U NONUMOPOU3MOM KAWHWYECKUX NPpU3HAKOB. OBHUM U3 BepyLLnNX
MeTOJO0B [UArHOCTUKM TyBepKynesa v BbiBNEHUS U3MEHEHUI B NETOYHOI
TKaHU ABNAETCA PEHTTeHONOrMYeckoe obcnefoBaHme.

Ouar B Nerkux— orpaHUYeHHbI y4acTOK CHUMXKEHUA NPO3payHOCTH Ne-
FOYHOI TKaHU (3aTeMHEHMe, YNIOTHeHWE) HEBONbWNX pa3MepoB, obHapy-
WBaAEMbIii C MOMOLYbIO PeHTreHorpadumn UM KOMNboTEPHON ToMorpaduu
(KT) nerkmx, He coyeTalolWwminca ¢ natonorueit numdatnyeckux ysnos. Mo
MeXAyHapoLHON TEPMUHONOTUM, TEPMUHOM KY3€N» MU «o4ar» 06o3Haya-
eTCs 3aTeMHeHMe pa3mepom o 3 cM. Ecnu guameTp yyactka 6onblue, TO MC-
noJib3yeTcs TEPMUH «0ObeMHOE 06pa3oBaHuey. Poccuiickas Wwkona peHTre-
HONOTUW TPALMLMOHHO Ha3blBaeT «04aroMy y4acTok gnameTpom fo 10 mm.

MaToreHeTUYECKN OYaAroBble U3MEHEHUS NPU TyOEpKyNe3e He NpeacTas-
NAT c060i eAMHOTO NOHATUSA. OHW 0ObEJUHAIOT 0YaroBble GOPMbI Kak nep-
BMYHOTO, Tak M BTOPMYHOrO nepuona. Yauwe oyarosble M3MEHEHUA BO3HM-
KalT B NepPBUYHOM nepuofe TybepKynesHoro 3abonesaHus. B HayanbHoi
CTagMn (OPMUPOBAHMA NEPBUYHOIO NIETOYHOTO O4ara BO3MOXHbI OTAeNb-
Hble 04aroBble OTCEBbI KaK B NMpUIEXalLne Y4aCTKM NeroYHON TKaHW, TaK 1 B
6onee oTHANEHHblE OTAENbI Ierkoro. [py nepBUYHOM TyOEpKYIe3HOM KOM-
nnekce (MTK) moxeT pa3BuTbCA paHHAsA reHepann3aums, Kotopas 06bI4HO
MMeeT KpynHOOYaroBblil XxapakTep, Koraa 06pasyioTcs KpymnHble oYaru TBO-
POXMCTOr0 HEKPO3a B Pa3fIMyHbIX OpraHax.

Hapspy c obuieit rematoreHHo reHepanm3aLluein npoLuecca BO3MOXHa U
OrpaHuyeHHas, NoABAAIOTCA €AWHWUYHbIE PAa3HOI BENMYMHbBI 0YArn-0TCEBbI
WAK ovarn-penHdeKTbl B pasHblX OpraHax. IT0 XOPOLWO U3BECTHbIE KINHM-
LMCTaM paHHME BEpXyLEeYHble KalblLlMHUPOBaHHble ovaru CumoHa (Puc.l1),
KOTOpble CNYCTA MHOTO JIeT Noc/e 3aTUXaHuA NepBUYHON MHbEKLUM aatoT
Hayano BTOPUYHOMY Ty6epKynesHOMy MOpaXeHUIo B MecTe JoKanu3auuu
3TOro oYara oTcesa.

B dpopmupoBaHuu oyaro CMMOHa MMeeT 3HayeHUe He CTONIbKO onpepe-
NIEHHBI MyTb PacnpoCTpPaHeHMUs, CKONIbKO CBOeOOpa3ne TKaHEeBOI peakLmu
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M UMMYHOBMONIOTMYECKOTO COCTOSIHUA Op-
raHW3Ma B HayaNbHOM MAN BAUZKOM K Hemy
nepeuYHOM nepuoae 3abonesaHus. ViMeHHo
nocneaHee 06bACHAET UAEHTUYHYIO TUCTONO-
TMYECKYl0 CTPYKTYpY MeTacTaTU4ecKux oya-
ros Tuna CumoHa ¢ oyaramu foHa.

foHa o0cobeHHO wWHTEpecoBana natoso-
s MHGbEKUMOHHbIX 3abonesaHuit. Pabota
no 6opbbe c TyOGepKyne3oMm 3akpenuia ero
MUpPOBYIO penyTauuio. [OKTpMHa TybepKy-
NIE3HOTO MEPBMYHOTO KOMMJIeKCa nosyyuna

ToH AHToH (1866-1936), CylwecTBeHHOe pacnpocTpaHeHue.
aBCTPUNCKUIA BpPay U UccnepoBa- ﬂpM HEOCNOXXHEHHOM BapuaHTe TeyeHuA
Tenb Ty6epKynésa u MeHUHruTa NepBMYHOro KOMNNEKCa BbIfeNnAnT 4 cTapguu:

(oo c caitta http://www. 1. Ha peHTreHorpamme onpepgensercs
kumc.edu) ouar nmbo oKyc Manoit unu cpepHei MH-

TEHCMBHOCTM C HEYETKUMU KOHTypamu, He-
npaBunbHOM hopMbl U HEOLHOPOAHOW CTPYKTYpbl. B KOpHe nerkoro npu
TOMOrpauyeckoM WUCCNeAOBAHUM BLIABNAETCA YBENUYEHNE PErMOHAPHbIX
AUMGbATUYECKUX Y3108, NpUNeXalmx K 6poHxam. TeHb KOpHs MMeeT pas-
MBITYIO HAPYXHYIO rpaHuuy. Mexnay NeroyHbiM 04aroM U pacClMpeHHbIM
KOpHeM Habntoaertcs YCUIeHWe COCYAMCTO-OPOHXMANbHOMO PUCYHKA, He-
pe3kue U TAKeoOpasHble oYepTaHus, YTo MOPGONOrMYecKn COOTBETCTBYET
BOCMANNUTENbHBIM NEPUBACKYNAPHLIM U NEPUOPOHXMANbHBIM U3MEHEHUSAM U
MefKUM TyOepKynesHbIM 0YaKKaM, pacnonaratolyumcs B NEroyHon napeH-
XMe. ITO COOTBETCTBYET MHEBMOHMYECKON CTAfMKU NEPBUMYHOrO TyOepKy-
JIe3HOTO KOMMeKca.

2. Mpwn HauuHatowerics nHeontoummn MNTK BHavane ymeHbWaeTCs eroy-
HbIM (DOKYC 3a CYET CTUXaHWUA NepuUdOoKanbHOW UHBUNLTPALUM, KOHTYPLI
CTQHOBATCA YeT4ye, NOBbIWAETCA MHTEHCUBHOCTb, OTMEYAETCA YMEHbLIEHNe
WM MCYE3HOBEHME BOCMANUTE/IbHBIX SABAEHUA B 001aCTU PErvMOHAPHBIX
AUMdaTUYECKUX Y3N10B B KOPHE NIETKOr0, PEHTFEHONOrMYECKU XapaKTepu-
3yeTcs BULAUMOCTbIO TEHEN OTAENbHbIX FPYNN rMnepnaasvpoBaHHbIX AnmMda-
TUYECKMX Y3/10B, CTAHOBUTCS BO3MOXHbIM pa3fefieHune «4Byx NoaoCcoBy —
JIeroYHOro U HOAYNASAPHOTO KOMMNOHEHTOB, CBA3AHHbIX NEPUOPOHXMUANbHBIMU
VYMIOTHEHUAMMW INHENHOTO XapaKTepa. XapaKTepHO Ana CTaAumM paccacbiBa-
HUSl, PEHTTEHONOrMYECKU ONpeaensieTcs CUHAPOM OUNONAPHOCTU.

3. Oyar ymeHblUAeTCcs U CTAHOBUTCA OFPAHUYEHHbIM HA BCEM CBOEM MpPO-
TAXEHWUMW, HA PEHTreHOrpamMmMe BUAHbI Ka3eo3Hble MacChl, onpefensiemble B
BUAE MONYTEHMU, KOTOPAs 0ObEANHSAET OTAEbHbIE KabLMHaATLI. B pernoHap-
HbIX TMMDATUYECKNX Y3N1aX BUSHA HAYaNlbHAA PEHTTEHONOMMYeCKas KapTuHa
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OTNIOXEHMUA KanblMA C pa3BUTUEM
pyOLOBbIX U3MEHEHWIT B 06/1aCTH
KOpHA. 3TO COOTBETCTBYET CTafuu
ynnoTHeHnusa. Ho Takxe Bce u3me-
HEHWs MOryT MONHOCTbIO MCYe-
3aTb. B gpyrux cnyyasx Ha mecTe
N1ero4yHoro KOMMNoHeHTa GopMupy-
eTCA NOKanbHbI OrpaHUYeHHbIN
CKNepo3 uAM  MHAYPaALMOHHOE
none.

4. Tlocne paccacbiBaHua ne-
pudoKanbHOro BoCNaneHus, npu
npeobnaaHum Kaseo3Horo He-
Kpo3a B IErOYHOM oyYare Hap WH-
(UNLTPATUBHBIMU  U3MEHEHUAMMU,
NPOUCXOANT €ro ynaoTHEHWNE U OCYMKOBaHMWE C NoCNefyioWei KanbLMHaLm-
eit, TpaHcdopmMupysack B TUNUYHLINA ovar foHa (Puc.1) — cTtagua KanbumHa-
umnn. OyeptaHus oyaros [oHa pe3kne, OHM XOPOLLO BUAHbI HA hOHE OKpYKa-
foLLei NPO3payHOil NeroYHOI TKaHM 1 3a4aCTyio HEM3MEHEHHOTO NIer0YHOr0
pucyHKa. B aHamuke nepBMYHOro ovara yaaertcs YBUAETb U3MEHEHNS B Xa-
pakTepe TeHu o4aros [oHa. Ecnu B Hauyane KanbLMHUPOBAHHBIN NEPBUYHbIN
oyar B OOMbWMHCTBE CYYaeB JAET FOMOrEHHYIO TEHb, TO B NOC/IELYIOLEM
€ro KOMMaKTHas TEHb MOXET ()parMeHTUPOBATLCA HA OTAENbHbIE TbIOKK.
KoHTypbl nepBuYHOro oyara 6yayT MMeTb W3bEAEHHblE TPaHMLbl U oyar
[oHa, TepsAs MOHOMUTHOCTb, CTAHOBUTCSH MENKOMO3aUYHON KPOLKOBUAHON
CTPYKTYPOit M3BECTW U HaNOMUHAET TYTOBYIO AroAy. B 3Ty cTaguio Hapagy
C KaNbLMHMPOBAHHbIM JIEFOYHBIM 04ArOM LO/KHbI UMETbCA KanbLWUHATbI U B
permoHapHbix numdaTuyeckux y3nax. Hanuuue nocnefHux aBnseTca noso-
AOM [ TOrO, YTOObI CYMTATL 0YAry B IErOYHOI TKAHU oyaramu loHa.

INOHMUMBI TAKIKe HALLIM CBOE MECTO M B NaTOreHe3e BTOPUYHOro Ty6epKy-
nesa. BropuuHbiii, penHdeKyMoHHbIN, TyOepKyne3 pa3BMBAETCS B OPraHu3-
Me YeNoBeKa, paHee NMepeHeCcLLero nNepeuyHylo UHGeKUUto, KoTopas obe-
cneymna emy OTHOCWUTENbHbIA UMMYHUTET, HO HE Orpaguia OT NOBTOPHOIO
3aboneBaHus — nocnenepBUYHOro Tybepkynesa.

CylwecTByeT 3K30reHHas 1 3HA0TeHHasA TEOPUK NMPOUCXOXKAEHNS BTOPUY-
Horo TybepKynes3a. AHaTOMUYECKME HAXOAKM MO3BONAIOT MPOCNEAUTb €ro
pa3BUTUE OT 04AroB NepPBUYHOIM MHDEKLMM L0 06PA30BAHUA CBEXMX 04AroB
penHdekToB. BonbWMHCTBO UcCnefoBaTeNel NPUAEPIKMBAIOTCA TEOPUM IH-
[BOreHHOr0 MPOUCXOXAEHUA.

B LaHHOM Cnyyae Hac MHTepPeCy'oT 3MOHUMbI, BCTPEYAIOLLMECA B TEHEHUN
0CTpOro o4aroBoro Ty6epkynesa u hmbpo3Ho-04aroBoro Tybepkynesa.

Puc.1. Oyaru CumoHa B BepXyLUIKax JIETKUX
u ouar loHa (MTK) B nepeom mexpebepbe
npaBoro nerkoro
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OcTpblii oyaroBblit Ty6epkynes moptho-
NIOTUYECKN XapaKTepu3yeTcs Hanuyuem
B I u II cermeHTax npasoro (pexe neBo-
ro) Nerkoro ofHoOro — AByx o4aros. OHM
NoNy4YMAN Ha3BaHWE 0YaroB pPeuHbEKTOB
AbpukocoBa (Puc. 2). A.WN. Abpukocos
(1904 r.) BnepBble Mokasan, YTo 3TW Ha-
YasnbHble MPOABAEHUS BTOPUYHOO Tybep-
Ky/ne3a cocTosAT U3 cneunduyeckoro aHao-
OpoHxKUTa, Me306POHXMTA U NAaHOPOHXUTA
BHYTPUAOJbKOBOrO GpoHxa. CHavyana o6-
pasyetca  Ty6epKynesHelil  nUMQaHruT
BOKPYr BHYTPUAONbKOBOTO anuKaabHoro
OpoHxa, (opMupyiOWaACa TPaHYNALUOH-
Has TKaHb BpacTaeT B NpocBeT 6GpoHXxa,
YTO MNPUBOAMT K Pa3BUTUIO Ka3eO3HOTO
3HA06POHXMTA. TBOPOXKMUCTbHIA GPOHXUT U
NepMBpPOHXUT BEPXYLIEYHOro 6POHXA U ero
BeTBEl ABNAIOTCA NEPBLIM aKTOM TyGepKy-

A.N. AGpukocos (1875-1955),
Bpay-narosioroaHatom, npoceccop
MockoBckoro yHuBepcuteta (oro

M.C. Hannenbb6ayma / Konnekuus
«YyeHble aKageMun»)

Ne3Horo npolecca. 3a acnUpaLMoOHHbIM 3aHOCOM Ka3e03HbIX MAacC U MUKO-
GaKTepuii TybepKynesa B HUKeNexXale oTAeNbl anuKaabHOro uan cybanu-
KanbHOro GpoHXa, NPenUMyLLECTBEHHO B Nepudepuyecknx Cnosx Nerkoro,
NOABAAIOTCA €AUHUYHbIE U MHOXKECTBEHHbIE aLMHO3HbIE UMK NT06YNAPHbIE
OYAXKM — BTOPOI aKT TyBEpKyne3Horo
npouecca. Pa3BuBaeTcs aUMHO3HAA WU

nobynspHas TBOpOXWUCTas 6GPOHXOMHEB-
MOHMSA, BOKpYr KoTopoW chopmupyercs
BaN 3NUTEINOUAHbLIX KNETOK C NPUMeChlo
AMM@OUAHBIX W TUTAHTCKUX KneTok [u-
poroBa—JlaHrxaHca. B numdatuyeckux
y3Nnax KOpHA nerkoro opmupyetca pe-
aKTUBHLIN Hecneunduyeckuin npouecc. B
OO0/bLWMHCTBE CNYYaEB NMpOLECC 3aTuUXaeT
CMOHTAHHO, 3KCCYAATUBHAA TKaHeBas pe-
aKuMa CMEeHAeTCA NpOAYKTUBHOW, o4aru
Ka3e03HOro HeKpo3a MHKanCynupyoTea
KanbLMHWUPYIOTCA, NOABAAIOTCA O4aru pe-

Awodyd Kapn Anb6epr Nliogsur nHdekTta Awodd-MNyns n npouecc Ha 3ToM
(1866-1942), Bpay 1 natonoroa- MOXeT OCTaHOBUTbLCA.

Hatom (choto Bascon-? / Wikimedia
Commons)
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Puc.2. Ouar AGp1KoCoBa B BepxHei fone Puc.3. Ouar Awoda-Myna (rucronornye-
npaBoro Jerkoro CKuit npenapar)

Onbpo3Ho-04aroBLIl Tybepkynes npeacTaBaser coboit dasy TeyeHus
0CTpPOro 04aroBoro Tybepkynesa, Korfa nocie nepuopa 3atuxaHus 6o-
Ne3HU NpoLecc BCnbixuBaeT cHOBA. pu 3axuBneHun oyaros AGpUKOCOBA
thopMMpyIOTCA [OBONLHO KPYMHbIE MHKANCYIMPOBAHHbIE U YACTUYHO Kasb-
UMHUpoBaHHble ovaru Awodda-Myns (Puc. 3). UM npugaetcs 3HayeHue B
060CTpeHN npoLecca, XapaKTepu3yiowWerocs BO3HUKHOBEHWEM aALMHO3-
HbIX, TOOYNAPHBIX 04AroB Ka3e03HO NHEBMOHWM, KOTOPbIE NPY UHKANCYu-
AALMKM YACTUYHO KanbLMHUPYIOTCA U npeBpalaTcs B awodd-nynesckue.
lMpouecc ocTaeTca OLHOCTOPOHHUM, He BbIXOAUT 3a npepensl I n IT cermen-
T0B. B I 1 II cermeHTax cpefu 0CYyMKOBAHHBIX U 00ObI3BECTBEHHbIX 04aroB
Ty6epKynesa ectb U Te, KOTOpble NPEACTABAAIOT COOON UCXOA reMaToreHHbIX
0TCEBOB B nepuof nepsuyHoit nHdekuyun. Ovarn CMMOHa Menbye 04aros
Awodda-lyns v B BepxylLKax Nerkux pacnonaraloTcs CMUMMETPUYHO.

Takum 06pa3om, Ty6epKyne3 Ha NPOTAKEHUU MHOTUX NIET aKTUBHO Bbi3bi-
Ba/l MHTEPEC Y YYEHbIX Pa3HbIX CNeLnanbHOCTEN, YTO NPUBOAUIO K HOBbIM
OTKPLITUAM B M3yYEHWUU U NOHUMAHWUK 3TOI GONE3HU. ITO AaeT NOBOA OTAATH
LaHb YBAXEHUSA YYEHbIM-UCCNELOBATENAM, BHECIIUM BONbLWION BKAAL B U3Y-
YeHum 3ToN MHBEKLUM.

JNlutepartypa

1. PeHTreHonornyeckas puarHoctuka Ttybepkynesa nerkux/ K.B. Momenb-
uos — Mocksa : MeguuunHa, 1965. — 395 c.

2. TybepKkynes opraHoB [fbixaHus y AeTeill U MOAPOCTKOB: PYKOBOACTBO ANA
Bpayeii/ nop pen. A.3.3prewosa, E.C.0BcaHkuHOI, M.O.TybKMHONK. — M.,
2019. — 524 c.

3. MaTonoruyeckas aHaToMus: y4ebHUK ANA CTYAEHTOB MELULMHCKUX BY30B
/ A. N. Ctpykos, B. B. CepoB. — 5-e u3p., ctep. — MockBa : Jlutteppa,
2011. — 846 c.
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BOJIE3Hb ULLEHKO-KYLUWUHIA

ArabaeBa Xaea BaxaeeHa, opauHatop; KacumoBa AnuHa Mapcoe-
Ha, opauHaTop, Kaeapa IHAOKPUHONOTUM NeyebHoro hakynbTeTa
PHUMY um. H.WU. Muporosa
HayyHeie pykosodumenu: flemudosa Tameaxa OnvesHa, 0.M.H,
npogheccop, 3asedyrouyas kagedpol; Ckypuduxa JJapba BukmoposHa,
accucmenm Kaghedpsl 3HOOKPUHONO2UU NeyebHO20 haKynbmema
PHUMY um. H.U. Mupozosa

bonesHb WueHko—Kywwunra (BUK) —
3TO TAXENOEe HEeMpPO3HAOKPUHHOe 3abosie-
BaHMe, 00YCNOBNEHHOE XPOHWYECKOW ru-
nepnpoayKLuen afpeHoKOPTUKOTPONHOMO
ropmoHa (AKTI) onyxonbto runodusa. Yse-
nunyenmne cekpeunn AKTI npusoanT, B CBOKO
o4epefb, K XPOHUYECKO NOBbILWEHHON Bbl-
paboTKe KOPTM30/1a KOPOil HaiNoYe4yHUKOB
1 Pa3BUTMIO CUMNTOMOKOMNEKCA IHLOMeH-
HOTO rMNepPKOpTULM3MA.

BnepBble KAMHMYECKAs KapTUHA 3H-
AoreHHoro runepkoptuumsma (3r) Gbina
onucaHa B 1912 r. amepuKaHCKUM Heii-
POXUPYProM, OfHUM M3 OCHOBOMONOXKHM-
KOB COBPEMEHHOW Heilpoxupyprun Xapsu
KywnHrom, KOTOpbIA Ha3Ban ero aHri.
polyglandular syndrome, u He3aBucumo
OT Hero B 1924-M COBETCKUM HEBPOJIOTOM,
LOKTOPOM MEeAWLMHCKWUX HayK, npodec-
copoMm, 3aBepylolwmnm Kacdeapoir HepBHbIX
6ofesHeil BOpOHEKCKOTO MeLMUMHCKO-
ro uHctutyta Hukonaem Muxannosuyem
NueHKo, KOTOpbIA onucan HeCKONbKO Chy-
yaeB nopaxexusa runocusa. Npocymmmnpo-
BaB CBOM HabniofgeHus, B 1932 r. X. Kywuur
onybnnkoBan paboty «baszodunbHole age-
HOMbI TMUNOdU3a 1 UX KNIMHUYECKNE NPOSB-
NIeHUAY, B KOTOPON OH OKOHYaTeNbHO ONu-
can KOMMIEKC CMMNTOMOB, CBOMCTBEHHbIX
onyxonu runocgusa.

B Tabnuue 1 npeacTaBneHa knaccuuka-
LMA rMNepKopTMLM3Ma.
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H.M. UueHko (coTo u3 apxusa
616nuotekn NBaHoBCKO
MeANLMHCKON aKapemMuu)



Ta6nuua 1. Knaccudpmkauys runepkopruumsma.

Bup HasBaHue 6onesuun/ | MpuumnHbl
runepKopTuLM3mMa | CMHApOMA
JHfo- AKTT- bonesHb NueHko- HelipoaHaoKpuHHas onyxonb (kop-
TEHHbIN | 3aBU- KywuHra TUKOTPOMMHOMA) UK FUNepniasms
runep- | cumbin runodgusa
KopTtn- AKTT-3KTONMpOBaH- | ONyXonun nerkux, Noaxenyao4Homn
unsm HbIli CUHAPOM Xenesbl, TAMYCa, NeYeHr, ANYHNKOB,
cekpetupytowme AKTT nnu koptu-
KOTPOMUH-PUNU3NHT FOPMOH
AKTl-He- | CuHgpOM runep- 3aboneBaHune KOpbl HAAMOYEYHUKOB
3aBuUCK- | KOpTULM3MA (kopTukocTepoma 106poKaUeCTBeH-
7 Has UNn 3710KaYecTBeHHas, y3enKko-
Bas MUKPO- UK MAKPOHOAYNAPHAs
rMnepnnasuns Kopbl HaAMNoUYeUHNKOB)

JK30reHHbIN
TUNepPKoOPTULM3M

MegnKaMeHTO3HbIN
(unu ATpOreHHbIi)
TUNEePKOPTULLU3M

[nuTtenbHoe BBeLeHUE CUHTETUYe-
CKNX TMIOKOKOPTUKO-CTeponnos

DYHKUNOHANbHbIA
TUNEepPKOPTULM3M

Ha doHe oxupeHns,
XPOHMYECKOTO aNnko-
ronnsma, 3abonesa-
HUI NeYeHn n ap.

YBenuueHue nepuoga nonypacnaga
I'KC BCNefCTBME CHMKEHUA CKOPOCTU
[e3aKTUBaLMI B NeYeHn n/unm yse-
NNYEHNE BHEHALNOYEYHNKOBOTO CUH-

Te3a [KC (Hanp., B XUPOBOW TKaHN)

B HopMe rIOKOKOPTMKOCTEPOMAbI YYaCTBYIOT BO BCEX BUAax obmMeHa (B
MeTabonusme GenKoB, yrneBOAOB, NUMUAOB), NO3TOMY natodu3nonoru-
YecKue W KAUHUYECKWUE U3MEHEHUs MpU rMNepKoOpTULM3Me KonebnioTcs B
WKMPOKUX Npefenax, B pe3ynbraTe Yero AMArHoCTUYECKMit MOUCK MOXKeT
3aTAHYTbCA Ha OAUTENbHbI CPOK. ITO MOXET NMPUBECTU K NporpeccMpoBa-
HUIO 3a60N1eBaHNA U TAXENLIM NOCNELCTBUAM (CEPAEYHO-COCYAUCTAsA, NO-
YeyHas HeLOCTaTOYHOCTb, CTEPOUAHBIN CaxapHblit AuabeT, naTonoruyeckme
nepenomel). o 310/ NpuyMHe 0COBEHHO BaXKHYIO POJib B CBOEBPEMEHHOIA
LMArHOCTUKe 3aHWMaeT 3HAOKPUHONOrMYeCcKas HAaCTOPOXXEHHOCTb Bpayel
NepBUYHOTO 3BEHa.

B puarHocTuke 6onesHn MueHko-KylwunHra BeIgensioT ciegyiolime atansi:
1. BbiAsBneHMe CMMNTOMOB, XapaKTepHbIX ANs runepkoptuumsma; 2. Moa-
TBEpXKAeHMe [MarHo3a 3HLOreHHOro runepkoptuumsma; 3. YctaHosneHue
KOHKPEeTHOIi Ho30/10rM4eckoi hopmbl 6onesHu.

OcHOBHOe neyeHMe 3aKNI04aeTCs B OMEpPaTUBHOM yAaNeHWu onyxonu,
cekpetupylolleit n3dbiTouHoe konudectso AKTI u/unn nyyesoit Tepanuu,
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no3ToMy aMbynaTopHO NPOBOAUTCA IMIIL MOAFOTOBKA K ONepaTuBHOMY fe-
YEHMI0O W NocCneonepaLuuoHHOe BeileHWe, N0 NOKa3aHUAM NPOBOAMTCA na-
TOreHeTUYeCKas M CUMNTOMATMYeCcKas MeAWKAMeHTO3Hol Tepanuu. [ns
3TOr0 MCMONb3YIOTCA aHANoOrM CoMaTocTaTMHa (NacUpeoTUa), UHIMOUTOPDI
cTepouporeHesa (ROCTynHbIN B PO — KeToKoHa30n), aroHUcTsl fodamMuHa
(kabepronuH). Mpu HeadEKTUBHOCTU BCEX METOAOB NIEYEHUS UMW HEBO3-
MOXHOCTW WX MpPOBEAEHUsA, PEKOMEHAYeTCH NMPOBEAEHWUE ABYXCTOPOHHEN
aflpeHan3KTOMUU, NPEUMYLLECTBEHHO 3HAOCKOMUYECKUM METOLOM.
Knunuyeckuin cnyyan. Maumentka A., 30 net, obpatunach C xanobamu
Ha NepuUoAMYECcKYIo ToNoBHYI0 60b B 06M1aCcTW N1€BOI NIOOHO 1 BUCOYHOM
BONei, «Kryune» 60Ne3HEHHbIE OWYLIEHUs B 061acTX NpaBoil 10NaTku, ne-
PUOANYECKM CONPOBOXAAIOWMECH OHEMEHWUEM PYKU, MPUCTYMbI YYALLEHHOTO
ceppLebueHus. VI3 aHamHe3a U3BECTHO, YTO NaLMeHTKa cyuTaeT cebs 6onb-
HOI B TeYeHMWe 5 IeT, KOrAa CTana 0TMeyaTh NOCTENEHHOE YBENUYEHME MACChI
Tena, obbEMa KuBOTa, BEQEP, NOABAEHUE KKAMMAKTEPUYECKOrO» ropbuka,
BbINOJIHEHWE MOLKOXKHO-KUPOBOI KNETYATKOW HAJKMIOUYUYHBIX AMOK, U30bl-
TOYHBbII POCT BOJIOC HA NNLLE, PYKaX, OKPYINeHWe NnLa, NoABEHWE pyMAHLA
Ha LLeKax, Ha KoXe BHYTPeHHei noBepxHOCTW 6EQep — CTpUM Po30BOrO LiBe-
Ta, NOSIBJIEHWE MOAKOXHBIX FEMATOM MO NepefHen NOBEPXHOCTU FONEHENR npu
MUHUMANbHOM BO3AENCTBUW TPaBMUPYOLWWMX (AKTOPOB, HapyLIEHWe MeH-
CTpyanbHOro LMKna. Tpu roaa Ha3az BnepBbie NOSABMI0CH NOBbILEHE YPOBHS
apTepuanbHoro faBfneHns MakcuManbHo Ao 150/100 MM.pT.CT., CONPOBOXAA-
lolLieecs roNoBOKpYKeHueM. [1Ba roga Hasaj nauueHTKka 06patunacs K Bpavy
— npv amMOynaTopHOM NPOBEAEHUN FOPMOHANBHOMO aHaAN3a 0TMEYanoch no-
BbILIEHWE CYTOYHOI 3KCKpeuun ceobogHoro koptusona fo 1010 Hmonb/cyT,
B CBA3M C YEM MauMeHTKa OGbina HanpaeneHa Ha 0OCNefoBaHNe B IHLOKPH-
Honornyeckoe otaeneHue. B xoae knnMHuKo-nabopaTopHoro o6cnesoBaHus B
YCNOBUAX CTaLMoHapa BepuduumposaHo Hannuue AKTI-3aBucumoro runep-
KopTuumM3Ma (OTCYTCTBUE NOJABNEHMSA KOPTU30A HUXE 50 HMONb/N Ha (oHe
nofaBAIoLLEro TeCTa C LeKCaMeTa3oHOM, NoNoXUTeNbHas 6onblas npoba c
pekcametasoHom (BIN[), nosbiweHHbl yposeHb AKTI yTpom — 65.4 nr/mn,
CYTOYHas 3KcKpeumsa koptusona — 1010.747 Hmonb/cyT). [uarHoCTMpoBaHsl
OCJIOXHEHUA MMEIOWErocs rMnepKopTMLM3MA: BbIPAXeHHass OCTEONEHUs B
NPOKCUMaNbHOM OTAeNe befpeHHOi KOCTH (-2.2 N0 Z-KpUTEpUIO), CUMNTOMA-
TUYecKas apTepuanbHas runepTeH3ns, HapyLeHWe TONePaHTHOCTU K TH0KO3e
(6.7 mmonb/n B BEHO3HOM KPOBM Hatowak, 9.8 MMonb/n — cnycTa 2 vaca
Ha doHe MNITT), HapyleHe MEHCTPYaNbHOIO LIMKAA NO TUMY ONCOMEHOPEMN.
OgHako npu nposefeHun MPT y6eanTenbHbIX AaHHbIX 3@ HANUYME AfEHOMbI
runocusa He nosydeHo. MNpoBefeH CeNeKTUBHLIN 3a60p KPOBU W3 HUMKHUX
KaMEHUCTbIX CUHYCOB C Lesiblo ONpefeneHus TONMKU NaTonoruu, no pesyb-
TaTaM KOTOPOTro NMOATBEPXKAEH LIEHTPaNbHbIN reHe3 — 6onesHb NueHko-Ky-
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WwnHra (MakcuManbHbIA rpagueHT LeHTp/nepudepus — 32.3, nesbliid/npa-
BblIli cMHYC — 5.3). BbinonHeHo TpaHcHasanbHoe yaaneHue MUKPOaLeHOMbI
runocusa. Ha 2 cyTkM nocie onepaTMBHOrO IeYeHUA pa3BUaaCh KIUHUYe-
CKas CMMNTOMATMKA HAZNOYeYHUKOBOWM HEAOCTATOYHOCTU, NMOATBEPKAEHHASA
NabopaTopHbLIMU AAHHBIMU, B CBA3M C YEM, HAYaTa 3aMeCcTUTe/ibHas Tepanus
rMIOKOKOpTUKOMAAMK. B nocneonepalMoHHOM nepuofe COCTOAHME nNauu-
€HTKM 0CTaBaoCh ya0BAETBOPUTENbHO-CTAOMbHBIM, 1033 TMAPOKOPTU30HA
pegyuuposaHa fo 20 mr B cyTKW. Yepe3 6 mecaueB nocne rocnurann3awum
npuem ruMLpoKOpPTU30HA OTMEHeH. [pM OCMOTpe: COXPAHAETCA OXWpeHue
1 ctenenun (MMT 30,5 Kr/M?), NOAKOXHAA XKMpOBas KneTyaTka pas3suta u3-
ObITOYHO, pacnpeaeneHa HepaBHOMEPHO MO «KyLWUHrouaHOMY TUny». Mpose-
AeHOo NabopaTopHO-UHCTPYMeHTaNbHOEe 06CNef0BaH1e, N0 AaHHLIM KOTOPOro
putM cyTouHon cekpeuun AKTT 1 kopTu3ona B npegenax pedepeHcHbIX 3Ha-
yeHui, Ha MPT ronoBHOro mMo3ra c KOHTPACTHbIM YCUAEHWUEM AaHHbIX 3@ HaNu-
4Yue ONONHUTENbHOMN TKAHU B X1A3MasibHO-CeNAPHOI 061acTi HEe NOy4YeHo,
0JHAKO OTMEYAETCA HEOLHOPOAHOCTb CTPYKTYPbI ageHornnodusa. BoiasneHo
OTCYTCTBME NMOAABNEHUS KOPTM30/1a HMXKe 50 HMOMb/N Ha (hoHe npuema 1 mr
LeKcaMeTo30Ha (KOPTU30/ KPOBU B YTPEHHME Yackl cocTaBun 250 HMonb/N).
CornacHo nosydeHHbIM pe3ysnbTaTam 06csie0BaHNA NOLTBEPKAEHA HenonHas
pemuccus 6onesHn Muerko-Kywnrra. B pesynbrarte Obin BbICTaBNEH KNUHU-
YecKuit auarHo3: bonesHb NueHko-KywnHra, cpegHeil cteneHm TaxecTu, He-
nonHas pemuccua. CoctosHWe nocne TPaHCHA3aNbHOMO yaaneHUs 3HAoCeN-
NAPHOI MUKpoafeHoMbl runodmn3sa. B cBA3u c 0TCyTCTBUEM NONHON peMUcCcUn
PEKOMEH[0BaHO AUHAMMUYECKoe Hab/loAeH e C LENbI0 UCKIIOYEHNS BO3MOK-
HOro peunauBa 3aboneBaHms.

BoiBopg: bonesnb NueHko-KywmnHra — TAXKENOE, OTHOCUTENLHO pefKoe
3abonesaHune, CONpPoOBOXAAlOLIEECH NOSABJEHUEM MHOXeCTBa crneuuduye-
CKUX U HecneunmduUyeckux CUMNTOMOB, O KOTOPbIX HEO6X04MMO MOMHUTL
Bpayy 1t060M cneymranbHOCTH U NPK NOJO3PEHMN HA3HAYATb CKPUHUHTOBLIE
TecTbl. Ha BbIXKMBAEMOCTb M KA4eCcTBO AafbHENLIEN KU3HN BAUAET CBOEBpe-
MEHHas AMATHOCTUKA, HaNM4YMe OCNOXKHEHU, IDHEKTUBHOCTL MeJMKaMeH-
TO3HOW Tepanuu 1 XMpypruyeckoro BMeLIaTeNbCTBA.

JNlutepartypa

1) JHpOKpUHONOrMA: HauuoHanbHoe pykosoacteo/moa pen. W.W. [eposa,
l.A. MenbHuyenko — M.: T30TAP-Mepua, 2018, — 638-645 cTp.

2) Knunudeckue pekomenpaumu «bonesHs Nuenko-KywuHra» (Poccuiickas ac-
couMaums sHgokpuHonoros/ AccoumaLns Heitpoxupypros), 2016.

3) L.K. Nieman, B.M.K. Biller, J.W. Findling, et al. Treatment of Cushing’s
Syndrome: An Endocrine Society Clinical Practice Guideline // J Clin
Endocrinol Metab (2015) 100 (8): 2807-2831.
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TUPEOUAUT XALLUMOTO

AtabaeBa XaBa BaxaeBHa, opauHatop; KacumoBa AnuHa MapcoBHa,
opauHaTop, Kadeapa aHROKpUHONOrun neyebHoro pakynoteta PHU-
MY um. H.U.Muporoea
Hayuuxsbie pykogodumenu: Jemudosa Tambaxa 0nbesHa 0.M.H,
npogheccop, 3asedyrouyas kagedpol; Ckypuduxa JJapba BukmoposHa,
accucmenm Kaghedpsl 3HOOKPUHONO2UU NleyebHO20 haKynbmema
PHUMY um. H.U. Mupozosa

Tupeongut Xawumoto (TX) (xpoHuyeckuit nUMGOLUTAPHLIA UK ayTo-
MMMYHHbBIA TUPEOUAMT) NpeAcTaBAseT COOON XpOHWUYecKoe opraHocneLu-
tuyeckoe 3aboneBaHue WUTOBULHON XKenesbl, XapaKTepusyloleecs N1M-
dhongHon MHUNbTPaLMEN ee TKAHU, BO3HMKAIOLLEN 32 CYET Ay TOMMMYHHbIX
thakTopoB. TX B HacToslee BpeMs ABAAETCA BeAyWeEN NPUYNHON TMNOTK-
peos3a W OfHUM M3 CaMblX PacnpoCTPaHEHHbIX 3ab0neBaHUi LWUTOBULHOM
enesbl, C MOMEHTA ONKUCcaHKUs KoToporo npowno 6onee 100 nert.

T . B Hauane XX ctonetns manoussect-

~ Hblil MONIOI0M ANOHCKMUIA BpaY, COTPYA-

; HUK [lepBoit XMPYpPruyeckom KAUHUKK

Mimnepatopckoro yHuBepcuteTa, Xaka-

py XaWunMoTo 3aMHTEPeCcoBancs «Hemno-

HATHBIMW MO NpOUCXOXAeHMo» dop-

Mmamu 306a. OH Habnwopan 4 KeHWwuH

cTapue 40 neT, y KOTopbIX Obln f1arHo-

CTUPOBAH 306 C ABNEHUSMU KOMMpec-
CUOHHOTO CUHAPOMA.

3aboneBaemoctb TX pe3ko BO3pocC-
na 3a nocnegHue 3 pecatunetus. B
HacToslee Bpema TX ABNAETCA OQHUM
M3 CaMblX pacnpocTpaHeHHbIX 3a60-
NeBaHUN WUTOBUAHOW Xenesbl, U Ya-
CTOTa ero BO3HMKHOBEHWA COCTaB/A-
et 0,3-1,5 cnyyas Ha 1000 yenosek.

Xakapy Xawwumoro, 1912 (coto
Hiroshi Satoh, ony6:. B Physiologic

Autoimmunity and Preventive
Medicine, 2013) bonee 10% XeHWWUH [EeMOHCTpUpYIOT

NONOXUTENbHbIE aHTUTENA U 0KONO 2%

UMEIT KNMHUYECKME NPOABAEHUA; MYXKUYMHbI COCTABAAIOT OfHY AECATYIO OT

3TOW pacnpocTpaHeHHoCTU. 3aboneBaeMoCTb YBENMYMBAETCA C BO3PACTOM.
Mo mopthodyHKLNOHANBHEIM 0COOEHHOCTAM BbIAENSAIOT:

® runepTpodMYecKuit BapMaHT ayToMMMyHHOro Tupeouauta (AUT): TX —
yBenuyeHne obbEMa WUTOBUAHOI Kenesbl. Mpu ructonormyeckom uc-
CNnefjoBaHUKM B LMTOBWUAHOM Xene3e BbIABNAETCA MacCMBHaA nuMdo-
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uaHas uHduneTpauma ¢ GopmmupoBaHmem NUMAPOULHLIX HONNUKYNOB,

oKcudunbHas TpaHcdopMaLnsa TUPOLMTOB, aTpodupoBaHHble, 63 YeT-

KMX rpaHuL, TupeouaHble (QONNUKYNbI, TMNepTPOPUA COeAUHUTENbHO

TKaHW, OTCYTCTBME KONOWAS;

e arpoduyeckmii BapuaHT AUT: ymeHblIeHWe 0ObEMA LNUTOBUAHOMN XKene-
3bl, B TUCTONOTUYECKON KapTUHE LOMUHUPYIOT Npu3Haku ¢hubposa, aTpo-
1A TMPeOUAHON TKaHW, OTCYTCTBME KONTOMAA.

KnuHuyeckaa KapTMHa XpOHWYECKOro ayTOMMYHHOrO TWUPeOWAWTa
(XAWUT) pocTatouHo BapuabenbHa. OHa NposBNSETCA KaK MECTHLIMU, TaK U
cUCTEMHBIMK nposiBneHusmu. Mpu runeprpoduyeckoit hopme AUT Gonb-
Hble XanylTcs Ha yBenuyeHue WWUTOBMAHOW Kenesbl, 3aTpyLHeHMe Npu
rnoTaHum, cnabocTs, YyBCTBO CAaBNeHMs Wen. [pu ocMoTpe onpegenseTcs
anddysHas runepnnasua wutosugHomn xenessl. XAUT aBnsetca nporpec-
cupytolum 3a6oneBaHneM, NPUBOLSALLMM K TMNOTUPEO3Y, KOTOPbIN Kak npa-
BWUIO XapaKTepu3yeTcs pa3BUTUEM CUMNTOMOB CO CTOPOHbI KaKO-TO OfHOM
CUCTEMbI, NO3TOMY Yy NAaLMEHTOB HEPELKO AMATHOCTUPYIOTCSA 3aboneBaHU-
A-KMACKU»: «KApAMONOTMYecKue»: AUACTONNYeCKasa TrUNepTeH3ns, AWC-
AUNWAEMWS, TMAPONEPUKApL; «racTPO3HTEPONOrNYeCKUe»: XPOHUYECKue
3anopsl, XenyHokameHHasn 6oNe3Hb, XPOHUYECKUN renaTuT («KEeNTyxay» B
COYeTaHUW C MOBbIWEHWNEM YPOBHA TPAHCAMUHA3); KPEBMATONOMNYECKMEN:
nonMapTpuT, NONUCUHOBUT, NMPOrPeCcCUpYIOLLNA OCTE0apTpo3; «AepMaTo-
NIoTUYecKue»: anoneuus, OHUXONW3, TMMEpKepaTo3; «NCUXUATPUYECKUEN:
Lenpeccus, LeMeHLMNs; «KTMHEKoNornyeckmne»: LUC@YHKLMOHanbHbIe MaTouy-
Hble KpOBOTEYEHUSs, Gecnnopme.

3tanbl gnarHoctuku XAUT:

1) BbIfABNEHME CUMNTOMOB, XapaKTEPHbIX /i TUNep-, rMnoTupeosa; 2)
NOMCK «60NbIINX» ANATHOCTUYECKUX KpuUTepues npusHakos AUT: nepsuy-
HbI TMNOTMPeo3 (MaHUMECTHBIN, CYyOKNMHUYECKNIT), HAaNNYME TUPEOUTHBIX
aHTUTen(AT), ynbTpa3ByKOBblE NPU3HAKM ayTOMMMYHHOTO MOPAXEHUs W~
TOBUAHOI Xene3bl (gUddy3HOE CHUKEHME 3XOTEHHOCTW TKAHW, HEeofLHO-
POAHOCTb CTPYKTYPbI, YCUNEHWe Backynsapusauuu). Mpu oTcyTCTBUKM XOTSA
Obl 0HOTO M3 «BONbLWNX» AUATHOCTUYECKUX NPU3HAKOB fuarHo3 AUT Hocut
JNLWb BEPOATHOCTHbI XapaKTep.

JleueHne AUT B 0OCHOBHOM NPOBOAUTCA KOHCEPBATUBHLIM METOLOM, Crell-
ncuyeckoro neveHns AUT HeT. B HacToslee BpeMa OTCYTCTBYIOT Kakune —
160 MeToAbl BO3LENCTBUA HA COOCTBEHHO ayTOMMMYHHbIN NPOLECC B K-
TOBWIHOW Xene3se, foka3aslune cBo 3hdeKTUBHOCTb. [pn MaHUdecTHOM
runoTupeose (nosbilweHue ypoBHsA TTI 1 cHUXKeHMe ypoBHA T4) nokasaHa
3amMeCcTUTeNbHas Tepanua 1eBOTUPOKCUHOM B cpegHei fo3e 1,6—1,8 mKr Ha
1 kr maccel Tena naunenTa. Kputepuem agekBaTHOCTM yKa3aHHOI Tepanuu
ABNAGTCA CTOMKOE NOAAepKaHne HopmanbHoro yposHa TTI B KpoBu.
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Ha3HayeHue npenapatoB neBOTUPOKCUHA npu AUT (Hanuume aHTUTeEN K
TKaHW WWTOBUIHOW XKenesbl U/UAKU yNbTPa3BYKOBbIX MPU3HAKOB ayTOUM-
MYHHOI1 natonoruu) 6e3 HapyleHns QYHKLUK WUTOBUAHOI Xenesbl (Hop-
ManbHbI ypoBeHb TTI B KpoBM) HeuenecoobpasHo. OHO MoxeT 06Cyx-
[aTbCA NUIb B OTHOCUTENIbHO PefiKUX Cy4anx 3HAYNTENbHOTO yBeNUYeHus
WMTOBUHOM Xene3bl, Bbi3aBaHHOro AUT.

KnuHuuecknin cnyvan. Mauymentka N.,39neT1, obpatunach c xanobamu
Ha BbIpaXKeHHYI0 001LYyi0 cNaboCTb, CHUMKEHWE PAaBOTOCNOCOOHOCTH, Nepu-
OAMYECKN FONOBOKPYIKEHWUE W TOWHOTY, CHUXKEHWe anneTuTta, Habop Beca
go 20 Kr 3a nocneaHuit rog, cHmkerne ALl go 80/40 MM pT.CT., 3afepPiKKM
MeHCTpYaLmii, NepUOLUYECKM TONOBHYIO 60/b, CYSOPOTY B HUKHUX U BEPX-
HUX KOHEYHOCTAX, 3aTOPMOXKEHHOCTb, OTEYHOCTb InLa M roneHen. Hacnea-
CTBEHHOCTb oTAroweHa — C[} 1 Tuna y gBotopoaHoro aaan. M3 aHamHesa
M3BeCTHO, YyTo B 2006 I MaHMdecTMpPOBana ayToMMMyHHas TpomMbouuTone-
Huyeckas nypnypa (6onesHb Mowkosuua). Mpu ocMoTpe: pocT 176 cm, Bec
75 kr, UMT 24,2 kr/m?. WutoBupHas xenesa ancddy3HO yBennYeHa, npu
nanbnauyum MATKO-31acTUYHON KOHCUCTEHLMN, HEOAHOPOAHON CTPYKTYPHI,
noaBuHa, 6esbonesHenHa. ALl 90/60 mm pr.cT., YCC 70 ya. B MuH. B xope
KNMHUKO-nabopaTopHOro obcnefoBaHns Obinv NOMyYeHsl Clefylolumue pe-
3ynbtathl: TTI 01 09.10.20 — 175 MKMEp/mn, JaHHble o1 29.10 2020: TTI —
171 mkMEg/mn, T4cB. — meHee 5,1 nmonb/n, AT-TNO — 6onee 20000 ME/
mn, AT-TI — 8480ME/mn. Mpu nposeperun Y3 wWuToBUAHON XKenesbl oT
29.10 — 06beM 27 MA hoKanbHO-AUddY3HbIE U3MEHEHMSA NO TUMY Ay TOUM-
MYHHOTO TUpeouauta.

0AK 0711.11.20 — remorno6uH 114 r/n, aputpouutsl 3,6x10'2/n, TpomMb0-
umnthl 114x10°/n, neitkoumtsl 2,5x10°/n. B 6/x aHanu3e kposw ot 11.11.20 —
Kanuit 3,4MMoNb/N; Kanblmnit 06wuii — 2,22mmons/n (2,2-2,65).

Mo 3aknoyeHuio MPT ronosHoro Mo3ra ot 2019 roga runodus 6e3 naro-
aoruu.

B pe3ynbTate npoBeAeHHbIX UCCNefOBaHUI GblN YCTAHOBNEH KAUHWYe-
CKMA AWNArHO3: XPOHWYECKUN ayTOMMMYHHbBIA TMPEouauT, runeptpoduye-
ckas ¢opma (06bem 27mn). MaHUECTHBI NEPBUYHBINA TMNOTUPEOD3.

Ha ¢oHe npoBefeHHON Tepanum B TedeHUe ABYX Hefenb (€BOTUPOKCUH
125 MKr) y NaUMEHTKM C NOATBEPKAEHHbBIM NEPBUYHBIM TMNIOTUPEO30M OTMe-
Yanacb NOAOKUTENbHAS KNUHWUKO-NabopaTopHas AMHAMUKA (HaYanuCh MeH-
CTPyaLuu, YMEHbIUANCH Xanobbl Ha CYLOPOru, YW OTeKU NnULA U rone-
HeMN, CHU3MMACh Macca Tena Ha 3 Kr, cHusuncs ypoeeHb TTI — 52,4MkMER/
mn, T4ce. — 9,3nmonb/n). C Lenblo KOppeKkLmu Jo3bl TEBOTUPOKCHUHA Na-
LMEHTKE peKoMeHZoBaH KoHTposib TTI yepe3 3 Mecsaua. OgHako anobbl
Ha cnabocTb, HU3KMe 3HaueHus All, CHUXeHMe anneTuTa U NepuofuYecKm
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TOWHOTY coxpaHanucb. YposeHb AKTI kposu oT 11.11.20 cocTaBun 45 nr/
M. Y4nTbIBaA BblleyKa3aHHbIe CUMNTOMbI U BBICOKOHOPMasbHble 3HAYeHNS
AKTT kpoBw, LenecoobpasHo UCKAOYEHME NePBUYHON HALNOYEYHUKOBOIA
HE[OCTAaTOYHOCTMU, KaK NPOABIEHMA BO3MOXHOr0 ayTOMMMYHHOrO MoOAu-
rnaHpynapHoro cuHgpoma (AMC) 2 Tuna. (Opyrumu 6onee pegKuMu KOMMNo-
HEHTaMW 3TOr0 CHHAPOMA ABAAIOTCA TMNEProHafoTPONHbIA TMNOrOHaAN3M,
BUTUNNTO, anoneuus, Lennakua, MUacTeHus, cTeatopes, MEpHULMO3HasA
aHemms).

YuuTbiBas ayTOMMMYHHbIA xapakTep 3abonesanus, npu XAUT onpasaa-
HO WCK/IOYEHWE APYruMX ayTOMMMYHHbIX 3abonesaHuit, Bxopauwwmx B AlMC

2 Tuna — cuHgpom KapneHTepa (couetanue CH-1 u XAWUT), cuuppom
muaTa (coyeTaHne NEPBMYHOIO TMMOKOPTMLM3MA U TMMNOTMPEO3a B UCXO-
ne XAUT).

Takum 06pa3oM, HECMOTPs Ha TO, 4YTO 3Tanbl AuarHocTukn XAUT He
NpeACTaBAAIOT TPYAHOCTEN, CBOEBpPeMeHHas fuarHoctuka TX focTaTouHo
CNOXHA, TaK KaK B TeYEHME HECKO/IbKMUX NEPBLIX JIeT AaHHOe 3a00/eBaHue
KAMHWUYECKU HUKAK cebs He NpOosBNAET, NO3TOMY HaCTOPOXKEHHOCTb B 3TOM
BOMpoce y Bpayeil aMOyNnaTtopHOro 3BeHa NpaKkTUYeCcKu Bcerga OyneT onpas-
AaHa W NO3BONUT U30exaTb TAKENbIX NPOSBIEHUIA TMNOTUPeD3a.
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BONIE3Hb BEPJIbIO®A

ApramoHoBa Hapexpa NeHHapbeBHa, accucteHT; Ky3HeueHKoB [iMUTpuit
Bnagumuposuy, accuctent. Kacdeppa knmHuueckon papmakonoruu ne-
ye6Horo pakynbreta PHUMY um. H. U. Nuporosa
Hayunbie pykogodumenu: Tennosa Hamanes BadumosHa, 0.M.H.,
npogheccop, 3asedyruias kagedpot; Tamapuros l1émp Anamonsesud,
K.M.H., npogheccop kaghedpoi; Yepsaxosa [anuHa AneKcaHoposHa, K.M.H.,
doyeHm Kagedpsl KnuHudeckol papmaronozuu ne4e6Ho20 pakynemema
PHUMY um. H. U. Mupozosa

Maynb Totinb Bepnbrod poauncs
24 mapta 1699 roga B cembe npodecco-
pa npasa yHuBepcuteta XenbmwregTa. C
LEeTCTBA UHTEPECOBACA eCTeCTBEHHbIMU
Haykamu M s3blkamu. B cosepweHcTBe
BNafen aHrAUACKUM, QpaHLY3CKUM K
weenckum asbikamu. C 17 net obyyancs
B YHUBepcuTeTe XeNbMWTeATa Noj pyKo-
BofcTBOM JlopeHua Xeictepa u bpanpa-
Ha Meitboma, cneumanu3npoBaBLLINXCS Ha
AQHAaTOMUYECKMX BCKPBITUAX M U3YYeHUH
naToNorMyeckux npoueccos npu 3abo-
neBaHusx. B 1723 rogy nonyuun cteneHsb
LOKTOpa MeAMULMHbI, 3aWUTUB JuccepTa-
unio «Mcnons3zosaHne u 3noynotpebne-
Hue nekapcTtamuy. C 1725 rofa npoxu-
Bas B [aHHOBEpe M CYUTaNCA OJHWUM U3 CaMblX BAUATENbHBIX Bpayeil CBOEro
BpemeHu B EBpone. C 1740 ropa aBnsancs neitb-payom Npycckoro Kopons.
B 1732 ropy Hanucan TpakTaT 0 IMxopagkax, a B 1735 rogy Bnepsble onucan
uanonaTuyeckylo TpombouuToneHunyeckyo nypnypy. CkoHyancs 26 uions
1767 ropa B [aHHOBepE.

MepBrUYHAsA UMMyHHAs TPOMOOLUTONEHUS — WAMONATUYecKas TpoMGo-
uuToneHudeckas nypnypa (MTM) — ayToummyHHoe 3abonesaHue, o0y-
CNOBJIEHHOE BbIPAGOTKOM aHTUTEN K CTPYKTYpam MeMOpaHbl TPOMOGOLUTOB K
ux npeplecTBeHHUKoB — merakapuouutos (MKLL), 4To BbI3bIBaeT He TOMb-
KO MOBbLIWEHHYIO AECTPYKLMIO TPOMOOLMUTOB, HO U HEafleKBaTHbI TPOMOO-
LMTON033, XapaKTepU3yioWMiics U30NMPOBAHHOK TPOMOOLMTONEHNEI HUXKE
100,0 x 10° /n v HanM4YKMeM/OTCYTCTBMEM rEMOPPArMyecKoro CMHAPOMA pas-
JIMYHOW CTENEHM BbIPAXEHHOCTHU.

Cumntombl UTM BnepBble ynomuHatotcsa B Tpyaax fmnnokpata. B XIX Beke
OblI0 YCTAHOBJIEHO, YTO MPUYMHOI remopparuyeckoro cuHapoma npu UM

Naynb Fotan6 Bepnbrod (kaptuHa
Bernigeroth J., 1742 r.)
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ABNSIETCA CHUXKEHWE KOMMyecTBa TPOMOOLMUTOB B KPOBU. VMIMMyHHbIA re-
He3 WTM 6bin ycTaHOBAEH B X0ofe 3KCnepuMeHTa Bunbsima FappuHrToHa u
Oxenmca Xonnuurceopta B CenT-Jlync B 1950 r. AMepuKkaHckuit Bpay lap-
PUHTTOH nepenun cebe 500 mn kposu 6onbHoro UTI, nocne yero Habnoaan
CHUXEHWE YPOBHS TPOMOOLUTOB B COOCTBEHHOMN KPOBM, KOTOPOE NEPCUCTU-
poBano B TeyeHue 5 gHei. buoncua kKocTHoro mosra FappuHrToHa nokasana
HOpPManbHbI ypoBeHb MerakapuounTos. B 1916 r. nonsckuii Bpady Mon Kau-
HeNbCOH onucan ciyyai goctumxeHus pemuccun UTI y Monogoi eHLWmnHbI
nocne cnneHsktomum. C cepegnubl XX Beka B Tepanuun UTI Havanu npume-
HATbCA MIOKOKOPTUKOCTEPOUAbI.

3a6onesaemoctb UTIM B Mupe cocTaenseT 1,6-3,9 cayyaes Ha 100 000 Ha-
CeNeHUs B rofi, pacnpoCcTPaHEHHOCTb KonebneTtcs oT 4,5 1o 20 ciyyaes Ha
100 000 HaceneHus. PacnpepeneHue 6onbHbix UTM B PO no Bo3pacty co-
cTtasnset: fo 30 net — 19,8% 6onbHbIX, 0T 30 80 40 net — 16,2%, oT 41 f0
50 net — 12,8%, ot 51 po 60 net — 20,4%, o1 61 go 70 net — 23%, cTapue
70 net — 7,8% 6onbHbix. UTM He nmeet reorpacdunyecknx ocobeHHoCTeN.
My3K4nHbl GoneloT B 2-3 pa3a pexe KeHWwuH. MyckosbiMu dakTopamu UTM
MOTYT GbITb MH(EKLMN (Yalle BUPYCHbIE) Y 59% B0NbHbIX, 6EpEMEHHOCTD
19%, ctpeccy 15%, xupypruyeckne MaHunynaumum y 4%, gusmnyeckas Ha-
rpy3kay 2%, BakumHauuu y 1% GobHbIX.

Itnonorus UTMN He ussectHa. UTI sBnsetcs ayToMMMyHHbIM 3aboneBa-
HUEM, XapaKTepU3YIOLMMCS BbIPAaGOTKOM aHTUTeN noaknacca IgGl k rmko-
npotenHam (M) memGpaHsl TpoM6OLMTOB, B 0cHOBHOM K [T ITh/IITa, pexe
k I'M Ib-IX-V, Ia/I1a, IV unu VI n dopmMmpoBaHmem Komnaekca aHTUreH--aH-
TMTeno, dukcupytowerocs csoum Fc-hparMeHTOM UMMyHOMIOOYIMHA K
Fcy-peuentopam makpoaros v LeHLPUTUYECKUX KNETOK PeTUKYNOo3HAoTe-
nuanbHoii cuctemsl. Tak kak MKL, akcnpeccupytot M IIb/I1Ia, Ib v gpyrue
aHTUreHbl TPOMOOLUTOB, OHU TaKXKe ABNAIOTCA MULIEHbIO LA ayTOAHTUTES.
PaspylweHune NaTtoNormyeckoro KOMMIEKCa aHTUreH--aHTUTeNno UAeT nyTeMm
ero [eCTpyKUMM B OCHOBHOM B CeJle3eHKe, pexe B NevyeHun u numdarunye-
ckux y3nax (J1Y), a Takxe nyTeM LUTOTOKCUYECKOTO U KOMMIEMEHT3ABUCH-
Moro nu3uca. lMommmo aHTUTEN00GPa30BaHNUA GONbLLYIO POJb B NATOreHese
NTN wrpatot cy6nonynsauum T-numdoumntos, aucbanaHc T-xennepos (Th)
1-ro u 2-ro TMNOB, NOATUNOB LUTOTOKCUYeCcKUX CD8 + -KNeTok u perynatop-
HbIX T-TUMOLNUTOB, LUTOKNHOB.

Knaccudukauus

1. Mo pnuTenbHOCTM TedeHUs 3aboneBaHNsA:
® BrepBble ANArHOCTUPOBAHHAA C ANUTENbHOCTLIO A0 3 MeC OT MOMEHTa

AMArHOCTUKM;
® [epcuCcTUpyiolWas ¢ ANUTENbHOCTBIO OT 3 [0 12 Mec OT MOMeHTa JuarHo-

CTUKK;
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® XpOHUYECKas C ANNTENbHOCTbIO boee 12 Mec OT MOMEHTA AMArHOCTUKM.

2. [lo xapakTepy 4 Bblpa)X€HHOCTW reMOopparnyeckoro CUHApPOMa
(knaccudmkauus BO3):
® (0-/ cTeneHW — OTCYTCTBME reMOpparMyeckoro CUHAPOMa;
® 1-ii cTeneHn — neTexXmUn U IKXMMO3bl (€LUHUYHBIE);
® 2-ii CTeneHM — He3HauuTenbHas noteps KpoBu (MeneHa, rematypus,

KpoBOXapKaHbe);
® 3-ii cTeneHu — BbIpaXkeHHas NoTeps KpoBu (KpOBOTeYeHue, Tpebylolee

nepennBaHnUs KPOBU WU KPOBE3aMeHUTeNe);
® 4-ii cTeneHn — TAXenas Kposonoteps (KPOBOW3NUAHUA B TFONIOBHOM

MO3r M CeTYaTKy rnas3a, KpoBOTeYEHWs, 3aKaHUYMBAIOLWMNECA NeTanbHbIM

ncxonom).

K taxenoit UTIT oTHOCAT ciyyam, CONPOBOXAABLWIMECA CUMNTOMAMK KPO-
BOTeueHus B AebioTe 3a6oneBaHus, noTpe6GoBaBLIME HA3HAYEHUSA Tepannu,
UNU cnyyaum Bo30OHOBNEHWA KPOBOTEYEHUN C HEOOXOAMMOCTbIO NpoBefe-
HWA [ONONHUTENbHbIX TEPANeBTUYECKMX MEPONPUATUIA, MOBbIWAKWMX YNC-
N0 TPOMOOLMTOB, UMY YBENUYEHUSA LO3UPOBKU UCMONb3YEMbIX TIEKAPCTBEH-
HbIX CPeACTB.

PedpakTepHas dopma UTM onpefensercsa oTCYyTCTBUEM HENOCPEACTBEH-
HOro OTBeTa Ha CMNEHIKTOMUIO, NOTepeil OTBETa MOC/ie CMIEHIKTOMUN K
HEoOX04MMOCTbI0 MPOBEAEHUA [aNbHENWero NeYeHns ANs KynupoBaHus
KNIMHWUYECKN 3HAUYNMBIX KDOBOTEYEHWA.

K pesucteHtHoit popme UTI cnepyeT OTHOCUTL Cllyyan OTCYTCTBUA MK
noTepu oTBeTa nociie 2 1 6onee KYpcoB NeKAapCTBEHHOI Tepanuu, Tpebyio-
LWue BO306HOBNEHUSA NIeYEHUSA.

lnardHocTuka. B cBA3n ¢ oTCyTCTBMEM YeTKUX KpuTepues fuarHos UTI
ABNSIETCA ANArHO30M UCKIIOUEHUS, 1A YCTAHOBNEHUS KOTOPOro TpebyeTcs
npoBefeHne KOMMIEKCHOro 0bcnefoBaHNs, UCKIYalowero 3abonesaHus
W COCTOAHMA WMMYHHOW U HEMMMYHHOW NMPUPOAbI, NpOTEKaloLWme C TPOM-
6ouuTonenueit. B Tabnanuax 1 u 2 npeacTaBneHbl N1abopaTtopHble METOLbI U
OCHOBHble 3a60N1eBaHUsA, C KOTOPbIMU HYXHO NPOBOAUTL fuddepeHLmanb-
Hbin auario3 UTI.

JleueHue. B HacTosiee BpeMs He CylecTBYeT MeTOLOB JiedeHus, obe-
CMeynBaloLWmMX NOSHOE U3NeynBaHue NaLWeHTOB, CTPafaloLWnX UANoNaTu-
yeckoii TpombouuTOneHuyeckoi nypnypoii. COOTBETCTBYIOWAA CTENEHM
TAXECTW Tepanusa 3HaYUTENbHO MOBbILWAET KAYeCTBO XU3HU NaLMeHToB, no-
3BONAA COXPaHATb TPYAOCNOCOOHOCTb, OCYLECTBAATD JETOPOAHYIO (YHK-
LMI0, NPOBOAUTL XUPYPruyecKkue MaHUnynaumMmn u onepaumu.

Mpu neyeHun 6onesHu Bepnbroda 0cobeHHO BaXKeH NepCoOHUPULUPO-
BaHHbI NOAXOA, ONpefensoWnncs He CTONbKO ypoBHEM TpombouuTone-
HUW, CKONbKO BbIPAXEHHOCTbIO reMOPparnyecKoro CUHApoMa.
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Ta6nuua 1. labopatopHbie TeCTbl AN guarHocTuku UTM

0O6s3aTenbHble TeCTbl MoTeHunanbHO None3Hble TeCTb

+  OAK + peTukynouuTbl + NOACYET TPOMO6O- |+ AHTUTENa K MMMKOMPOTENHAM
umtos no MoHuno (Tpom6ouMT-accoLMMpPOBaH-

+  Ma3ok nepudepuyeckorn Kposm Hble)

+  buoxummuecknii aHanu3 Kposu + AHTMHYKneapHbIn hakTop

+ Koarynorpamma, arperaums TpoméoLu- «  AHTUTENa K HaTMBHOIA (aBYCNK-
T0B ¢ AI®, KONareHoM, pUCTOMULIMHOM, paanoﬁ) JHK
aapeHanuHom, hnbpuHONN3, aHTUTPOM- + BONYaHOUHbIN AHTUKOATYNAHT
6uH Ill, D-gumep +  AHTUTENa K KapanonunuHy (IgG

«  iMmyHOXMMUNYeCKoe nccnefoBaHue CblBo- u 1gM) n apyrum docconunu-
POTKN KPOBMU (KONMUECTBEHHbIN aHaN13) nam

+ BWY « AHTWTEna k 6eTa-2-runKonpo-

+ Bupycsl renatutos B n C Tenny 1(1gG n IgM)

+ Helicobacter pilori * + AHTMTENa K TMO 1 ropMOHbI

+ WccnenoBaHne KocTHOro Mosra (LuTono- LWMTOBMAHOIA Xene3bl
rMYeCKoe 1 rMCTONOrnYecKoe**) + TeCT Ha 6epeMEHHOCTb Y XEeH-

- Tepnec-Bupycbl (aHTutena u MLP***) LWH [ETOPOLHOro Bo3pacTa

+ [psimas npo6a Kymbca

+  Mapkepbl Tpom6odnnnm ****

+ Koarynorpamma u arperauus TpoméoLu-
T0B ¢ Al®, KONNareHoM, pUCTOMULMHOM,
afpeHanuHom

lpumeyaHue. * — y nayueHmMos ¢ OMA20UWeHHbIM QHAMHe30M U/UU KAUHUYe-
CKUMU NposiBJIeHUAMU 2acmpuma, A38eHHOU 6one3Hu xeayoka u 0seHadyamu-
nepcmHol Kuwku; ** — [ucmonozuyeckoe uccnedosaHue KOCMHoO20 Mo32a —
npu peyudusupyruyux u peaucmeHmHsix (8 meyeHue 6 mec) popmax WTII, neped
cnneHakmomued, y nayueHmos cmapwe 55 60 nem, npu manom qucne MKL| 8
muesozpamme, noO03PeHUU Ha BMOPUYHbIL 2eHe3 mpomboyumoneHuu *** —
P 2epnec-supycos — npu nodo3peHUU Ha peyuous, 1aMeHMHy0 UH(eK U
unu nepcucmeHyuto supyca; **** — npu Hasuyuu mpomb0308 8 aHaMHe3e Uau
nodo3peHuu Ha mpomboyumoneHuto nompebaeHus.

JKcnepTbl paboyei rpynnbl HALMOHANbHBIX KNIMHUYECKUX PEKOMEHAALUN
no AuarHocTuke u neveHuio TN pekoMeHAYIOT HAYMHATbL Tepanuio B cle-
AVIOLMX CyYasx:

° Mpu TpomboLuTOneHnm < 10 x 10°/n — 6e3oTnaratensHo;

° Mpu TpomboumToneHun B uHTepsane 30-50 x 10°/n — npwu Hanu-
YWUU rEMOPPAruYECKNX OCTI0XKHEHNA.

KomnnekcHoe neueHue 6onesHu Bepnbroda AomkHo BKIyath B cebs
nopdepxaHue afeKBaTHOrO YpPOBHSA TPOMOOLMTOB M TpoMbBOLMTONO33a,
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Ta6nuua 2. incpcpepeHumanbHan guarHocrtuka UTMN

MpnobpeTeHHbIe TPOMOOLMTONEHNM

MoBblleHHAs AeCTPYKLNA TPOMGOLNTOB

HapyweHue npoayKuum
TpombouuTOB

BTOpuYHas nmMmyHHas TpombouuTone-

HUA NpU CneayLmnx 3aboneBaHnax:
ayTONMMYHHbIN Tpeonaunt, CKB, AONC n
Apyrve konnareHosbl, /M3, nekapcreeH-
HO-0MOCPefOoBaHHas, BUPYCHOTO reHesa
(repnecBupychl, XpOHUUYECKIME BUPYCHbIE
renartutbl, BUY), nocTuHMeKLMOHHAA 1 ap.;
MocTTpaHcdy3noHHas nypnypa;

CUHLPOM JMCCEMUHUPOBAHHOMO BHYTPUCO-
CYAMCTOro CBEpPTbIBAHUSA, ha3a UCTOLLEHUS;
CepoeyHo-cocygmucTble aHoManuu 1 3a-
6onesaHus (aHeBPNU3MbI, MOPOKM CEpALA,
CTEHTUPOBaHME);

lecTauMoHHas TpOMbOLUTONEHNS;
TpomboTuyeckas TpOM6OLUTONEHNYECKAN

NeKapCcTBEHHO-0MOCPe0BaH-
Has TPOM6GOLNTONEHUS;
Tpom6ounUTONEHUs NPU NH-
(heKLMOHHbIX 3a60NeBaHUAX;
Tokcuyeckas TpomGouuTone-
Hus (ankoronb u ap.);
MeTacTaTuyeckoe nopaxeHue
KOCTHOTO MO3ra npu Heonnas-
Max;

3aboneBaHns cMcTeMbl Kpo-
BeTBOPeHNsA (OCTPbIN NenKo3s,
annacTmyeckas aHemus, mue-
NOANCNNACTUYECKNIA CUHLPOM,
numdonponndepaTuBHbie
3a6oneBsaHus u ap.)

nypnypa;
+ [emMONUTUKO-ypemMuueckuin CUHAPOM;
+ Tpom6oTMUeCKass MUKPOAHrMONaTHA 1 p.

HacnefcTBeHHble TPOMOOLMTONEHMN: MceBaoTPOMOOLMTONEHMUN
TpombacTeHus MaHLMaHa; CUHAPOM
bepHapa-Cynbe; CMHAPOM CepbIX
TPOM6OLMTOB; * CHAPOM BuckoTTa-0ngpuua;
BPOX/EHHAsA amerakapuouuTapHas
TpombouuToneHus; aHemuss aHKOHN K1

apyrue.

npeaynpexaeHne KpoBOTEYEHUN, yAaneHne U3 COCYANCTOro pycna ayto-
MMMYHHbIX KOMMIEKCOB.

BobWMHCTBO NALMEHTOB He HYXAOTCA B IeYEHUM B YCNOBUAX CTALMO-
Hapa C KPYrinoCcyTOUYHbIM HablOJEHMEM U MOTYT NOJYYaTh leyeHne B amMby-
NaToOPHbIX yCnoBKaAX. focnuTanusaLns naLneHToB PEKOMEHAYETCA B Cneay-
OLWMX CyYanx:

e TpombouuToneHus <20 x 10°/n npu HaMUYUKM BbIPAXKEHHOTO remopparu-
4eCKOro CUHAPOMA B aHaAMHe3e;
® BbipaxeHHbIN remopparmyeckunit CUHLpPOM;
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e Hanuuue conyTcTByloWMX 3ab0NEBAHNI, OTATOWAIOLMX COCTOAHMUE 6ONb-
HOrO;

® (OCNOXHEHWs Npu NPOBEAEHUM Tepanun B aMOyNaTopHbIX YCIOBUAX;

e HecobniogeHue nayueHTamu ne4eGHOro pexxuma B amObynaTopHbixX ycno-
BUSAX.
[ns neyeHns GonesHu Bepnbrota ucnonb3yloTca clegyiolime rpynmsl

NIeKapCTBEHHbIX CPeACTB:

® [/IIOKOKOPTUKOCTEPOUAbI: NPELHU30/0H, METUANPeAHU30NOH, JAeKca-
meta3oH. TKC sBnsioTca Tepanueit 1-oit MHUM Bcex (opm GonesHu
Bepnbroda. JleyeHne npefHN3010HOM NPOBOAAT B TeYeHUe 2-4 Hepenb
B fo3e 1 mr/kr maccol Tena. llpy pocTuxeHUM oTBeTa, NMPOU3BOLMUTCS
NOCTENeHHOE CHUXKEHWe J03bl MOL KOHTPOJIEM YPOBHS TPOMOOLUTOB W
CTENEeHW BbIPaXXEHHOCTU reMopparMyeckoro cuHppoma. lynbc-Tepanus
npegHu3onoHom B fo3e 500-1000 mr 3 gHa noapsAfL NpoBOAUTCA nepeq,
cnneHakTomunen. MeTunNpeaHM30a0H 1 leKcaMeTa3oH UCNONb3yIoT B 0-
3aX, 3KBMBANEHTHbIX MPEAHN30/I0HY.

® [Ipenapatbl BHYTPUBEHHOTO UMMYHOMIO6YIMHA YenoBeKa ABNAIOTCA Te-
panueit 1-0i NIMHUM NPU YPreHTHBIX COCTOAHUAX (MAaCCUBHbIE KPOBOTEYE-
HUSA, HEOTIOXKHbIE XMPYPruyecKue BMELATENbCTBA) U NPU HEBO3MOXKHO-
ct1 npumerenuns FKC: ux HemepeHOCMMOCTM MNN Pa3BUTUM BbIPAXKEHHbIX
noGoYHbIX 3thdekToB. IhheKT nocne UCNONb3OBAHUA [AHHOIO Kjacca
npenapaTtoB AJNUTCA B Te4eHue 2—4 Hefenb

® AroHUCTbI PELLenTopoB TPOMOONO3TUHA ABAAIOTCA Tepanuei 2-0i NUHUM
nepcucTupyiollein 1 xpoHudeckon dopm 6onesHu Bepnbroda. [daHHbiil
Knacc npenapatoB CTUMyNUPYET BbIPabOTKY TPOMOOLUTOB U Merakapu-
ouutoB. B otanymum ot TKC aroHucTsl pelentopoB TpOMOGONO3TUHA He
0613afaloT MMMYHOCYNPeCCUBHbIM AelicTBMEM. Tepanus poMWUNNOCTU-
MOM M 3nTpoMGONaroM MpOBOAWTCSA MOXW3HeHHO. [pu npekpaweHun
npuema ypoBeHb TPOMOOLMTOB MOXET CHUXATbCA HUKE UCXOZHOrO.
KpaiiHe pepko mocie oTMEHbl NpenapaToB MOXET 0TMeyaTbCA CTOlKas
pemuccus. PoMunnocTum BBOSUTCA NOAKOXHO 1 pa3 B Hefento B jo3e OT
1 mkr/kr o 10 MKr/kr. Mpu LOCTUXEHUM LieneBbiX YPOBHEH TPOMOOLM-
T0B (> 200 x 10°/n) peKoMeHAYeTCA TUTPALMA [O3bl 4O NOLAEPKMUBAIO-
Wwei. InTpombonar — npenapar Ans nepopanbHoro npuema. HayansHas
po3a — 50 mr B cyTku. TUTpauma Jo3bl NPOU3BOANUTCA NOA KOHTpONEM
YpOBHs TpombouuToB. OTAENbHO CTOMT OTMETUTb, YTO Npenaparsl He 06-
NafaloT nepekpecTHOW yCTOMYMBOCTbIO.

® MOHOK/IOHaNbHble aHTUTena. PUTykcumab BXOAWT B Tepanuio 3-eil nu-
HUW NepcucTUpylolLeit U XxpoHudeckoi hopmbl 6onesHu Bepnbroda. [ns
neyeHns GonesHu Bepnbroda putykcumab npumensetcs «off-label».
06bI4YHO KypC Tepanuu cCOCTaBNAET 4 BBEAEHUSA npenaparta 1 pa3 B Hepe-
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nto B go3e 375 mr/m2. Putykcumab acheKTMBEH NPUMEPHO Y NOJOBUHBI

nauueHToB, y YeTBepTU 3chteKT oTMeYaeTcs 6e3peLnauBHbIi NepUoA [0

5 ner.

e [lpyrve npenapatbl C MMMYHOCYNpPEeCCUBHbIM felNcTBMeM. A3aTUONpPUH,
unknodocdamup, UMKNOCNOPUH A, BUHKPUCTUH ABNAIOTCA Tepanuei
3-eii IMHUKM XPOHUMYECKOit 1 pedpakTepHOi hopMbl GonesHu Bepnbroda.

® [IpenapaTtbl AN CUMNTOMATUYECKOrO JeYeHMA: remocTaTuyeckue npe-
napatsl (3TaM3unar, TpaHeKCaMoBas KWUCNOTa), BUTAMUHHbIE Mpenaparsl

(ackopbuHoBas KMCiOTa + pyTO3UL).

CnneH3KTOMMSA BK/IIOYEHA B TEPANUIO 2-0i JMHUM BCeX GopMm 6onesHu
Bepnbrota. Takoit cnocob neyeHus obecneynsaer camblit BbICOKUIA ypo-
BEHb MOJIHbIX U YACTUYHbBIX PEMUCCHIA.

MoKa3aHMAMM K CNIEHIKTOMUM ABAAIOTCS:

° HeaddekTnsHocTs Tepanuu MKC;

° HenepenocumocTs TKC 1 npenapatoB BHYTPMBEHHOIO UMMYHOINO-
OynuHa;

° HegocTynHoCTb NpenapatoB BHYTPUMBEHHOTO UMMYHOTNOOYNHA;

° lMoTepsa oTBeTa MAK NOAHOrO OTBeTa Nocne Tepanuu 1-oM NUHWUK;

° HeobxoanmocTs nonyyeHus GeicTporo 3cddekTa B YpreHTHbIX CO-
CTOSHUAX NPU MACCUBHbBIX KPOBOTEUEHUAX (MATOYHbIE, XKeNyA0YHO-KULLIEeY-
Hble KPOBOTEUEHUSA, YrpO3a KPOBOU3NIUAHMUSA B FOJIOBHON MO3r).

Jluteparypa

1. HaunoHanbHble KAMHUYECKWE PEKOMEHAALWM NO LUATHOCTUKE U NEYEHMIO
MOMONATUYECKO TPOMOOLMUTONEHUYECKOH Mypnypbl (MEPBUYHONA MMMYH-
HoOl TpombGouuToneHun) y B3pocabix (pegakuus 2018 r.), A.Jl. MenuksH,
E.W. NycTosasn, H.B. LipeTaesa.

2. Immune Thrombocytopenia — Current Diagnostics and Therapy:
Recommendations of a Joint Working Group of DGHO, OGHO, SGH, GPOH,
and DGTI, Axel Matzdorff, Oliver Meyer, Helmut Ostermann, Volker Kiefel,
Wolfgang Eberl, Thomas Kiihne, Ingrid Pabinger, Matthias Rummel, Oncol
Res Treat 2018;41(suppl 5):1-30 DOI: 10.1159/000492187

3. Robert S. Schwartz. Immune thrombocytopenic purpura--from agony
to agonist // The New England Journal of Medicine. — 2007-11-29. —
T. 357, Bbin. 22. — C. 2299—2301. — ISSN 1533-4406. — do0i:10.1056/
NEJMe0707126
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CUHAPOM r'YANACYEPA

FapaeBa Xaane PawupoBHa, opanHaTop, Kadeapa NONUKIAUHMYECKON
Tepanuu neye6Horo cpakynbreta PHUMY um. H.U. Muporoea
HayyHele pykosodumenu: Kyourna Ekamepura BnadumuposHa,
K.M.H., 0doyeHm; Lllepezosa EneHa HukonaesHa, K.M.H., 00yeHm
Kagedpsl nonukauHUYeckol mepanuu ne4yebHo20 hakynsmema
PHUMY um. H.U. Mupozosa

IpHect Yunbam Tygnacuep (17 okTabps
1886 — 20 ceHTa6ps 1960) — amepu-
KaHCKui Bpay u natocmsnonor. OKoHYumn
B 1907 r. yHuBepcuteT BaHgepbunsra. B
1913-1922 rr. — accucTeHT Kadeapsbl na-
Tonoruu [apBaphcKoro yHuBepcuTeTa, B
1922-1924 rr. — pykoBoauTens 3uHre-
poBcKkoit nabopartopuu B MeHcubBaHUM, a
3arem 10 1955 r. paboTan Ha Kadeape na-
TONOrMK, yHMBEpcuTeTa BaHpepbuneta;
1955 r. — HayuyHbIl pyKOBOAUTENb OTAENA
natofNoruM MHCTUTYTa NatoNorum apmmu
CLUIA. OH yrny6bun HayyHoe NoHMMaHue na- 3pHecT Yunbam yanacuep
ToreHe3a MHMEKLMOHHbBIX U Napa3uTapHbIX (1886-1960)
3ab0neBaHuil, 6one3Hei BUPYCHON, PUKKETCMO3HOM, FpMBKOBOII 1 MPOTO30ii-
HOM 3TMONOTUK, B YaCTHOCTU, UCCNEAOBAB HENPOTPONUIO BUPYCOB repneca,
naeHTNdULMPOBaB BUPYC 3NMAEMUYECKOro napotuta. Bmecte ¢ konneramu
n3 YHuBepcuteTa BaHgepOunbTa OH BnepBLie pa3paboTan cnocobbl MeTofbl
BblpaLyMBaHUA BUPYCOB U PUKKETCUIA HA KYPUHBIX IMOPUOHAX U ONJIOLOTBO-
PEHHBIX KYPUHbIX AliLax, YTO NO3BONUIO pa3pabaTtbiBaTh BaKLMHbI OT rpum-
na, BETPAHOM OCMbl, HATYPanbHO OCMbI, XXENTO TNXOPaALKK, CbINMHOTO TUdaA,
NATHUCTOM Nmxopagku CKanuCTbIX rop WM npoyux 3aboneBaHuit. OH Takke
BMepBble ONucan CUHAPOM, NOMYYUBLLMIA ero uMa — cuHapom lygnacyepa.

CuHpgpom Typnacyepa (CI) 6bin onucaH B nepuon KpynHomaclwTabHoM
anuaemun rpunna B 1919 rogy vy 18-netHero IOHOWMK C peLUAUBUPYIOLLUM
KpOBOXapKaHbeM, MPOAOMIKABLIMMCA OKONO WeCTU HefieNb, C NOCNeAYIoWUM
NeTanbHbIM 1Ucxo4oM. lpu NaTonoroaHaToMMYeCcKoOM MCCnefoBaHuu Gbiiu
BblfiBNEHbl ANt dY3HbI HEKPO3 M reMopparnyeckunii 3KCCynaT B anbBeonax,
a TaKkxe nponudepaTuBHbli HepuT. MPUHLUNNANBHO BaXHbIM MPU3HAKOM
Cl cunTatoT Hanmyme ocobbIX AHTUTEN K KOMMOHEHTAaM 6a3anbHON MeMOpaHbI
aNnbBeOoN U NoYeyHbIx knyboukos (aHTU-BMK-aHTuTENa), 06ycnoBaMBatoLmx
“X OQHOBPEMEHHOe nopaxeHue. HekoTopble aBTOPbI CKIOHHBI paclWmnpATh
noHsaTve “cunppom lN'yanacyepa”, no cywecTBy, OTOXAECTBAAA €r0 C Ieroy-
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HO- MOYEYHLIM CUHLPOMOM, KOTOPbI/A HAGIOAAIOT He TOJIBKO NpYW r’MNepnpo-
pykuum aHtu-bMK-antuten, Ho u npu ANCA-accouMmnpoBaHHbIX CUCTEMHBIX
HEKPOTU3MPYIOLLUX BACKYIUTAX, @ TAKXKE NPU TPOMOOTUYECKUX MUKPOAHTH-
onatuax un JBC-cunppome.

Anupgemunonorua. PacnpoctpaHeHHOCTb cMHApoma lygnacyepa B EBpo-
ne He npesbiwaeT 1 cayyas Ha 2 000000 HaceneHus. Cpeny Bcex TUNOB ro-
mepynoHedputa gons aHTU-bMK-TH coctasnset 1-5%, a B CTpyKType npu-
YMH IKCTpaKaNUAAAPHOro rnomepynoHedputa ¢ nonynyHuamu — 10-20%.
Hanb6onee yacTo 3abonesaHne BO3HMKAET y NpeCTaBUTENEN €BPONECKOi
pachbl, X0Ts pacnpoCcTpaHEHO NOBCEMECTHO. Pa3BuBaeTcs y niogeit noboro
Bo3pacTa. Mepsblit NUK 3abonesaemocT oTMeyaloT B Bo3pacTte 20-30 ner,
npenMyLWecTBeHHO Y MyXYMUH, KOTOPble MMEIOT NPU3HAKW KaK noYeyHoro,
TaK W NEro4Horo nopaxeHus. Bropas BonHa 3aboneBaemocT — BoO3pacT
cTaplue 50-60 NeT; MyKUYNUHBI U KEHLWMHbI GONEIT C OAMHAKOBOW Y4acTOTOM.

3tnonorua. Itnonorua cuHgpoma lygnacyepa Hem3BecTHa. YcTaHoBNe-
Ha onpejeneHHas CBA3b C reHeTMyeckuMmu daktopamu: aHtureHamm HLA
knacca DR (HLA-DR15 u HLA-DR4). Bo3moxHble Tpurrepsl: KypeHue, Bu-
pycHble U GaKkTepuanbHele MHDEKLUM, NEPeoXNAXAEHUSA, BAbIXaHUe yrie-
KWUCNOro rasa, IekapCTBEHHas HenepeHoCUMOCTb (D-neHuumnnammya).

KnuHuyeckne nposaenenms. Yawe 3aboneBaHue HauyuMHAeTcs C Kiu-
HWYECKUX NPOABNEHWI NEeroyHon naToNornu: KpoBOXapKaHbe, OfbILWKaA,
Kawenb, 60M B rPyAHOI KNeTKe, pecnupaTtopHblii AUCTpPecc-CUHLPOM,
OblxaTeNbHasA HefoCTaTo4yHOCTb. OfHOBPEMEHHO NPOABAAITCA MPU3HAKK
CUCTEMHOrO BOCMANeHUs: TMXOPaAKa C 03H06AMM, CHUXKEHME MacChl Tena,
cnabocTb, apTpantuu, muanruu. Mpu3Haku NOYEYHOro NOpPaXKeHUs: remary-
pus, NpOTENHYPUA, LMNUHAPYPUSA, NOYEYHAsA HEJOCTAaTOYHOCTD, Al, OTeKu.

®dusukanbHoe obcnepoBaHue. MNpu ayckynbTauuu BhISBAAIOT MHOXeE-
CTBEHHbIE 3BYYHbIE BAXHbIE XPUMbl HA (HOHE KECTKOrO UM 6POHXMANBHOTO
ObixaHus. KonnyecTBo XpunoB 3HaYMTENbHO YBEINYMBAETCA BO BPEMA UK
nocne KpoBoxapKaHbs. [1pn nepKyccumn nerkux MHOrAa MOXeT ONpeaenaTb-
Csl YKOpPOYeHWe NepKyTOPHOTO 3BYKa Haj OOLWMPHLIMU 0Yaramu NEeroYyHbIx
KpoBou3nuaHui. lpu nccnepoBaHnm CepPAEYHO-COCYAUCTON CUCTEMBI Bbl-
ABNAIOTCA apTEPUANBHAA TUNEPTEH3UA, BO3MOXHO YBEIMYEHWUE rPAHULLbI OT-
HOCUTENbHOW TYNOCTW CepALa BNeBO, NPUMYIEHHOCTb CEPAEYHbIX TOHOB,
HErPOMKUI CUCTONMYECKUI WYM, NPU PA3BUTUK TAXKENON NOYEYHON Hepo-
CTaTOYHOCTW NOABNAETCA WYM TPEHUA NepuKapaa.

NmarnocTuyeckue kputepuu cuiapoma fyanacuepa (taén. 1-3)

Mpu nocTaHoBKe AuMarHo3a cuHapoma Nyanacyepa LenecoobpasHo nosb-
30BaTbCA CNEAYIOLWUMU KPUTEPUAMMU.

1. CoyeTaHune NeroyHo NaTonornm U NaToNoOrnmn NoYeK, T.e. KPOBOXapKa-
Hbsl (4ACTO IEFOYHOTO KPOBOTEYEHMSA), OABIWKM U TIOMepyTioHedpuTa.
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2. HeyknoHHO nporpeccupytollee TeyeHue 3aboneBaHns C pa3BUTUEM
AbIXaTeNbHOW U NOYEYHOI HEJOCTATOYHOCTH.

3. PazBuTune xenesogetmunTHON aHEMUM.

4. BbifiBNEHWE NPU PEHTrEHONOTMYECKOM UCCNef0BAHUM NIETKUX MHOXeE-
CTBEHHbIX BYCTOPOHHUX 061aKOBUAHbIX MHHUNLTPATOB HA OHE CeTYaToM
AethopMaLMn NEero4yHoro pUcyHKa.

5. OGHapyKeHWe B KPOBM BbICOKMUX TUTPOB LIMPKYIUPYIOLUX aHTUTEN K
6a3anbHoit MeMbpaHe NoYeYHbIX KNYOOUYKOB U aNbBEOJ.

6. 06HapyxeHue nuHeiHbIx neno3utos I1gG u C3-KoMnoHeHTa KoMmmne-
MeHTa Ha 6a3asnbHbix MeMOpaHax Kanuiispos KiyGo4YKoB 1 anbBeos.

7. OTCyTCTBME LPYTMUX CUCTEMHbIX (KPOME NErOYHbIX M MOYEYHBIX) NpoO-
ABNEHUN.

Tabn. 1. JlabopaTopHas AMAarHOCTUKA

06wuit aHanms XapaKTepHbl xenesoneuUnTHas aHeMns, aHU30LMUTO3, MON-

KpoBw KnnouuTos. Habnoaaerca Takke NeNKOLMTO3, CABUT NeiiKo-
UMTapHO (hopMynbl BNiEeBO, 3HaUNTeNbHoe yBenuueHne COJ.

06wt aHanu3 MpoTenHypus (MOXKET 6bITb 3HAUNTENBHON), LUNUHAPbI

MOoum (3epHuUCTbIE, TMANUHOBbIE, 3PUTPOLIUTAPHDIE), SPUTPOLMUTDI

(MoXeT 6bITb Makporematypus). o mepe nporpeccupoBaHus
pa3BUBAETCA N30TUNOCTEHYPUS.

Broxumnueckui MoBbllWEHME COAEPXKAHNA B KPOBM MOUEBHUHDI, KDEATUHNHA,
aHanu3 KpoBK ranTorno6uHa, CEpoOMyKomaa, 0-2 N ramma-rnobynnHOB, CHU-
KEHME CoflepXaHus xenesa

WmmyHonoruue- | CHmxkeHne konuuectsa T-nMQOLNTOB-CYyNpeccopoB, BbisiB-
CKWe NCCNefoBa- | NAIOTCA LMPKYNUPYIOLLME UMMYHHbIE KOMMEKChI, aHTUTeNa K
HUA 6a3anbHo MeMbpaHe Kanunnspos KNy60UKoB 1 anbBeon

AHann3 MoKpoTbl | MHOro 3pMTPOLUTOB, FEMOCUAEPUH, Cuaepodaru.

Ta6n. 2. UHCTpyMeHTaNbHaA AMarHoCcTUKa

PeHTreHonornue- | Jlerouxble WHMALTPATbI B MPUKOPHEBOI 061aCTH C pacnpo-
CKOe UCCNefoBa- | CTPAHEHMEM Ha HWXHUE U CPefHMUE OTAENbI EerknX, a Takke
HUE Nerknx nporpeccupyoLine, CHMMETPUYHbIE ABYCTOPOHHME 06/1aK0-
BUAHbIE NHMABTPATBI.

WccnegoBaHue PeCTPUKTUBHbIA TUM [ibIXaTeNbHOW HeA0CTaTOUHOCTH (CHU-
(hyHKLMM BHelHe- | xeHue XEN), no mepe NporpeccupoBaHua 3a601eBaHus
ro AblXxaHus NPUCOEAMHAETCA 06CTPYKTUBHDBINA TUMN [blXaTeNbHON HefoCTa-

TOUHOCTM (CHKeHne ODB1, nupekca TM¢)¢)H0).
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rasoBoro coctaBa
KpOBMU

IKI MpU3HAKK BbIPAXXEHHON MUOKAPANOAMCTPOd UM Mpu Bbipa-
XEHHOU apTepuanbHON rMNepTeH3UM NOSBAAIOTCA NPU3HAKY
rnnepTpomn MUoKapaa NeBoro Xenyaouka.

WccnepoBanne BbisiBnaeTcsa aprepuanbHas runokcemms

WccnepoBaHue
610NTATOB NErknx
1 MOYeK noyek

Mpon3BoaNTCS AN OKOHUATENbHOM BepUdMKaLnn JUArHO3a,
€CNI HEBO3MOXHO TOUHO JUATHOCTUPOBATb 3a60/eBaHMe
HEeWHBA3NBHbLIMI METOLAMU. BbINOMHSETCS rMCTONOTMYecKoe
N IMMYHOMOTYECKOe CCnesoBaHme 6MONTaToB. XapaKTepHbl
Mopdonoruyeckue NpusHakn rnomepynoHedputa (uaue
BCEro 3KCTPAKANUNAPHOr0), reMOpparMyeckoro anbBeosuTa,

reMoCuaepo3a 1 MHTepCTuLnanbHoro pubposa

Ta6n. 3. AuddepeHumanbHas gUarHoCTUKA

PeBmaTonornueckue MaTonorusa nouek 3aboneBaHunsa nerkux
6onesHun

MuKpockonuuecknii OcTpbliii rnomepyno- |+ JiumomaTouAHbIN
NOANaHTUNT HethpnT CTPENTOKOK- rpaHynemaros
I'paHynemarto3 BereHepa KOBOW Npupopbl + THeBMOHUSA Ha hoHe
Cungpom Yepaxa-Crpocca OCTpbIli NeKapCTBEH- rnomepynoHedputa
Y3eNKOBbIli NONMAPTEPUUT Hbl HechpuT Ty6epkyne3
Mypnypa LLeHnenH- fmomepynoHetput |+ Pak nerkux n 6poH-
leHoxa Npu MHHEKLMOHHOM XOB WM MeTacTasbl
KpuornobynuHemmnueckuii JHL0KapauTE N3 Jpyrux OpraHoB
BaCKynuT OCTpbIl KaHanbLe- Tpomb0o3ambonus
CuctemHas KpacHas Bbll HEKPO3 NeroyHou apTepum

BonuyaHka AHTudocdonu-
MULHBIA CUHAPOM

Pak nouku nnu
meTacTasbl U3 Apyrumx
OpraHos

Ypemuueckoe nerkoe
Capkougos

JleueHue. Llenb Tepanuu, 3aKOHOMEPHO BbiTEKaloLasa U3 naTtoreHesa 3a-

1.Mna3madepes

2. immyHoCynpeccuBHas Tepanus.
JleyeHne BKkNtoYaeT nnasmadunbTPaLMI0 eXEeAHEBHO UMM Yepe3 [ieHb B

boneBaHus, 3aKN0YAETCA B YAANEHUN U3 LMPKYAUPYIOLLEil KpoBy crielndu-
YeCKUX aHTUTeN, NPeoTBPALLEHNUN UX fanbHelwero o6pa3oBaHns U noaa-
BJIEHUM CYLLECTBYIOLLETO BOCNANNUTENLHOTO NMPOLECCa B TKAHAX.

TeueHne 2-3 Hefenb C 06bEMOM NnasMoobMeHa 4 N, YToObl YAANUTb aH-
TM-BMK aHTUTENa, B COYETaHWUM C Ha3HAYEHUEM KOPTUKOCTEPOUAO0B (06bIY-
HO MeTUnNpeaHu3onoHa no 1 r B TeyeHune 20 MUHYT 1 pa3/meHb uan yepes




LEeHb TPEXKPATHO, C MOCNEAYIOWMM HazHaYeHeM npefHu3onoHa (no 1 mr/
Kr nepopanbHo 1 pa3/AeHb B TeyeHue 3 Hefenb, C NOCNELYIOWUM NOoCTe-
MeHHbIM CHUXeHMeM Jo3bl o 20 Mr nepopanbHo 1 pa3/neHb B TeyeHue
6-12 mec.) v uuknodocdammuaa (No 2 Mr/Kr nepopansHo UK BHYTPUBEHHO
1 pa3/peHb B TeyeHne 6-12 mec.), 4ToObl NPeAOTBPaTUTL 06Pa30BaHuE HO-
BbIX aHTUTeN.

B HEKOTOpbIX Cy4anx pa3BUTUA TAKENbIX NOOOYHbLIX IPDEKTOB Ha LM-
Knodochamug nnm otkasa ot neveHus LunknodochaMmaom MOXKHO UCMONb-
30BaTb PUTYKCUMab, HO ero MpuMeHeHwe npu cuHapome lyanacyepa He
n3ydeHo. lMaLneHTam C TAKENbIM NOPAXKEHUEM MOYeK TPebyeTcs 3amecTu-
TeNbHasf MoYeyHas Tepanua: NPOrpamMMHbIi reMoAManu3 UAKM TpaHnnaHTa-
uMA Noyku. [laHHble 0 TPAHCMAAHTALMW NOYKM Y NALMEHTOB C CUHAPOMOM
lyanacuyepa HEMHOrOYUCNEHHBI. B CBA3M C BO3MOXHbIM YCUNEHWUEM NPOSYK-
LMW aHTUTEN K Ga3anbHOil MeMbpaHe Kanuanspoe KaybouykoB nocie one-
paTUBHOTO BMeLIATeNbCTBA, PEKOMEHAYETCS BbIMONHEHWE TPAHCNIAHTALMUM
He paHee YeM yepe3 6 MecsALeB NoCie UCYE3HOBEHUA aHTUTEN U3 LUPKyNA-
uuu. Bcem naumeHTam C nepecaxeHHOi MOYKOW MPOBOJMTCA TWATENbHOE
MOHWUTOPUPOBAHWE, BKJOYAKLLEe LUHAMUYECKUA KOHTPONb rematypun u
KOHLEHTpaLMW KpeaTWHUHa, TUTPA aHTUTeN K 6a3anbHoiW MembpaHe Kanui-
NApoB kNy604KoB. PeLnamns HedpuTa B TpaHCNAAHTATE, aCCOLUMPOBAHHOTO
C aHTUTeNaMm K 6a3anbHoit MeMOpaHe Kanunispoes Kay6o4ykos, HabnoaaeT-
cA B 1-12 % cnyyaes.

MporHo3. TunuuHblit BapuaHT TeyeHus CI xapakTepusyeTcs ObICTPbIM
nporpeccupoBaHuem 3abonesaHus ¢ npeobnafaHuem B KNIMHUYECKOW Kap-
TUHE NeroYHoM AN NOYEYHOW CUMNTOMATUKU. B KOPOTKMIN CpOK natonorus
3aBepLUAETCA NeTaNlbHbIM UCXOAOM B pPe3y/ibTaTe pa3BUTUS NOYEYHON Heso-
CTATOYHOCTM UM JIEFOYHOTO KPOBOTEYEHUS.

Mpu cBOEBPEMEHHO HAYaTOM JIEYEHUM Y HYACTU MALMEHTOB yLAETCA CTa-
O6uAnM3npoBaTh QYHKLMIO NOYEK B Pe3ysibTaTe CHUXEHUS TUTPa aHTUTEN K
6asanbHoit MmembpaHe KNy6OYKOB, YTO MO3BONAET AOOMTHLCA 3aMedsieHus
nporpeccupoBaHus 3aboneBaHns Ha ANUTENbHON NOJAEPXKUBAlOLLEl Tepa-
nuu uuknotbochammnaom B COMETaHUM C NPELHNU30J0HOM B HEBbICOKUX L0-
3ax. VMiMetoTcs eanHUYHbIE COOOLWEHNSA O BbI3LOPOBAEHUM GONbHLIX NocCe
JIeYEHNUs KOPTUKOCTEPOMLAMU, aHTUOUOTUKAMM, NPUMEHEHUS 3IKCTPAKOp-
NopasibHOro remofManu3a.

Jlutepartypa
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