© O. A. IIBETKOBA, I'. b. ABIYJIJIAEBA, 2012
YOK 616-006.442-02:616-006.38.03-031.14]-036.1

CINYYAN PA3BUTUA NTIMMOOIPAHYIIEMATO3A Y EOJIbHOU

HEMPO®UBEPOMATO30M 1-I'0 TUMA
0. A. llgemkosa, I. b. A6oynnaesa

T'OY IlepBsrit MockoBCKkuii rocyaapcTBeHHBIN MeAUIMHCKHH yHIUBepcuTeT nM. M. M. CeueHona

Heupoghubpomamos sensemcest 00HUM U3 Hauboniee pacnpoCMpPpaHeHHbIX MOHOZEHHBIX 3a601€6aHUTL YeT08eKd, BCINPEYAIOUWUXCS
cpeou nacenenus ¢ yacmomoii ne menee 1:3000—1:4000. Hacredyemcs aymocomHo-00OMUHAHMHO, C 8bICOKOU NeHempPaHmHo-
cmolo u eapuabenvHol IKCnpeccusnocmoio. Ilpusedeno Kiunuueckoe HabmooeHue pazeumus aumgpozpanyiemamosa y 60io-
Hotl, cmpadaioweli Hetipoghubpomamosom 1-eo0 muna c¢ 3-mecsaunozo gospacma. Konxypupyiowas namonoeusi 6 nacmosujee
8peMs onpeoeisiem ee JHCU3HeHHblll NPocHo3. B nacmosawell cmamve Ml Xomenu 0Cmanosumsvcs Ha 068yx acnekmax. Ilepsviii
acnexkm — 6apuanmsl NOPAdICEHUsL 1e2KUX npu Helpopuépomamose, 6mopou — 63aUMOCEA3b HMO20 3AD0NE6AHUS C PA3CUMU-
eM HOB00OPA306aHULL, 8 TNOM YUCTIE 3TOKAYECINBEHHDIX.

Kniwoueesvie cnoea: nelpopubpomamos, tumgozpanyiemamos, UHMepcmuyudibHble NOPaXCeHUs, 1e2KUX

A CASE OF LYMPHOGRANULOMATOSIS IN A PATIENT WITH TYPE 1 NEUROFIBROMATOSIS

0.A. Tsvetkova, G.B. Abdullaeva
[.M.Sechenov First Moscow State Medical University

Neurofibromatosis is a commonest monogenic disease in man, its incidence is at least 1:3000 — 1:4000 population. It is
inherited in the autosomal dominant mode with high penetrance and variable expression. A patient presenting with type 1
neurofibromatosis since the age of 3 mo who developed lymphogranolematosis is reported. The patient’s life prognosis is
presently determined by the competing pathology. It is emphasized that neurofibromatosis is associated with different forms of

lung lesions and creates a risk of neoplastic (including malignant) growth.
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Heitipopudpomaros (HD) — neurofibromatosis; rpeu.
neuron — Heps + Gubpoma (n1at. fibromatosis; CHHOHUMBIL:
Oosie3Hp PeximMHTXay3eHa, MHO)KECTBEHHBIH HEBPHHOMA-
TO3] — HaCJIeJICTBEHHOE 3a0o0JieBaHWEe, OTHOCSINESCsS K
rpymme (akoMaro30B, XapaKTepu3yroleecss 00pa3oBaHu-
€M MHOXKECTBEHHBIX HEHpO(PHOPOM M IMUTMEHTHBIX TISITCH,
[JIaBHBIM 00pa3oM Ha KOXKE M CIIM3HUCTBIX 000JI0YKax, CO-
MTPOBOXKAAOIIEECS HEBPOJIOTHICCKIUMHU, NICUXUISCKUMH H
TOPMOHAJILHBIMU HapyIICHUSIMH, & TaK)Ke U3MCHCHUSMU B
koctsax. Heiipodubpomaros BrepBreie onucad B 1882 rony
HeMmenkuM mnaronorom Peknmunrxaysenom (F. D. Rechlin-
ghausen).

310 3a001eBaHKe SBISETCSA OMHUM M3 HanOoIee pacipo-
CTpaHEHHBIX MOHOTEHHBIX 3a00NIeBaHMI YeJoBeKa, BCTpe-
yarouieecs cpein HacelIeHus ¢ yacToTon He meHee 1:3000—
1:4000. Hacnenyetcst ayTOCOMHO-JJOMUHAHTHO, C BBICOKOU
MIEHETPAHTHOCTBIO U BapuabesIbHON HKCIPECCUBHOCTHIO.
[Tatonorust oOycnosiena myraiueit reaa NF'/ B XpomMoco-
Me 17q. MyX4MHBI U KCHIIHMHBI TOPAXKAIOTCS OIMHAKOBO
yacto. [IpumepHO MONOBUHA CiIydyaeB — CJIEACTBHE HOBBIX
MyTanuid. HecMoTps Ha TO 4TO XOpOILIO U3y4eHbl TeHeTHYe-
ckue acnextsl pa3sutus HO, narorenes atoro 3aboneBaHus
OCTAaeTCsI HESICHBIM.

3aboreBaHue XapaKTEePU3yeTcsl BBIPAKCHHBIM KIIHHUYC-
CKUM MOTMMOP(HU3MOM, IPOTPECCUPYIONINM TEUEHHEM, TT0-
JIMOPTaHHOCTBIO TOPAKEHUI U BBICOKOM 9aCTOTOM OCIIOXK-
HEHHH, B TOM 4YHCJIC NPUBOAANIMX K JICTATBHOMY HCXOIY
B CBSI3W Pa3BHTHUEM CEPJCYHO-JIETOYHON HEIOCTATOYHOCTH
BCJICZICTBUE BBIPAKEHHBIX CKEJICTHBIX aHOMAIUH, 3JI0Kaue-
CTBEHHBIM MEPEPOIKACHUEM HEUPOHUOpOM U JIp.

K Hacrosiimemy BpeMeHH OITMCAaHBI Pa3iIH4YHbIC (OPMBI
H®, onpeneneHpl KpuTepuu AUArHOCTUKU 3TOTO 3a00IeBa-
Hus. g ycranosnenus quaraoza HO 1-ro tuna (HO1) He-
00X0IMMO HaJM4Yle He MEHEe IByX KPUTEPHEB:

® 6 1 OoJiee MATEH Ha KOXKE [[BETa KO(E C MOJIOKOM, KaX-
JI0€ TMaMeTpoM Ooliee S MM y OOJBLHOTO IpernyOepTaTHOTO
Bo3pacta u Oosiee 15 MM y OOJILHOTO MOCTIYOEPTATHOTO
BO3pacTa;

e 2 u Gomee HeiipopubOpoms! (Jro0bIe) mmm 1 mIekcH-
(dopmuas Heitpopubdpoma;

® THIEPIUTMEHTANNS B MOAMBIIICYHON M TTaxX0BOW 00-
JacTsX;

® [IMoMa 3PUTEIBHOTO HepBa (XHMa3Mbl 3PHTEIBHOTO
TpaKTa);

e 2 u Oonee y3enka Jluma — NMUTMEHTHPOBAHHBIC Ta-
MapTOMBI paJly’KHOI 000JI0YKH TJ1a3a;

® BLIPAKCHHBIC KOCTHBIC aHOMAJIMU B BHJE JHCIUIA3UU
OCHOBHOHM KOCTH, HCTOHYEHHSI KOPTUKAIBHOTO CIIOS JJTUH-
HBIX KOCTEH C ICeBI0apTPO3OM MK O3 TaKOBOTO.

Jlokazana B3auMocBsa3b Mexay H®1 u passutnem
3JIOKAYeCTBEHHBIX HOBOOOPa30BaHMI, 4YTO 0OYCIIOBIEHO
nedexramu rena NFI B xpomocome 17q. HelipoduOpun,
npoaylupyeMbiil TeHoM NF'1, urpaeT BaXHYIO pOjib B aK-
TUBAllMM ras MPOTEMHA U KOHTPOIUPYET nponudepanuio
n nudpdepennmanuio kietok. Jledekr reHa mpuBOIUT K
YMEHBLICHUIO BBIPAOOTKH WJIM OTCYTCTBUIO HEHpohuoOpu-
Ha, YTO SABJSIETCA NMPUYMHON KaHIeporeHesa y OOIbHBIX
H®1 [5].

Bonbioi nHTEpeC npeacTaBiseT KIMHNYECKoe Habro-
Jgenue couetanuss H® u numdorpanynemaro3a y 00abHOM
K., 24 net, mocTynuBIIei B IMyJTbMOHOJIOTHYECKOE OT/ElIe-
Hue YKB Ne 1 (knmHuMKa rocintanbHOM Tepanun). XKamoobt
MIPU TOCTYIUICHAU HAa CYXOW MPHCTYNOOOPa3HbIA Kallelb,
BO3HHKAIOIINI B HOUHBIC U MIPEAYTPEHHUE YaChI, IPH KOH-
TaKTe C PE3KUMHU 3araxaMu, TeHepaIn30BaHHBIN 3yll, YCH-
JUBAIONIANCS MOCIIE TyIIa ¥ HOYBIO, BRIPAKCHHYIO HOYHYIO
MOTIMBOCTH, YMEHBIIICHUE MAaCCHI Tena 3a 6 Mec Ha 12 kT,
nepuoanveckuit cyopedpuurer 10 37,6°C.

W3 amamue3a m3BecTHO, uTo B Mae 2010 1. Bo Bpems
04epeHOTO TPOMUITAKTHUECKOTO OCMOTpPa MPH PEHTICHO-
rpadu OpraHOB TPYIHOH KIIETKH BBISBICHO YBEJIUYCHHUE
BHYTPHUTPYIHBIX JTHUM(ATUYECKUX Y3JIOB; MPH TOM CaMo-
YyBCTBHE OBLIO YHOBIECTBOPUTEIBHBIM. becrmokown numib
HeperyIApHbIA HEMPOAYKTUBHBIN Kalllellb, YTO CBA3bIBAJIA C
KypeHnueM [uHaekc Kypsimero uenoBeka (MKY) 2,5 nauko-
net]. B utone 2010 r. Obu1a BBIMOJNIHEHA MYJIBTHCIIMPATIbHAS
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xomnbroTepHas tomorpadust (MCKT) opranoB rpymHoi
KIICTKH, TIPA KOTOPOH OTMEYCHO YBEIWYCHHUE JIMMQaTHue-
CKHX Y3JI0B CPEIOCTEHHsI, B JIETOUHOW TKaHHW OIPENEs-
JHCh paccestHHbIe y3enku pasmepom 0,5—1 cM, Oonblie B
MIPaBOM JIETKOM. BBISBICHHAs KapTHHA MPEIIOIOKHTEIEHO
pacueHnBajgach Kak CapKOMI03 C MOPaKEHUEM JIeTKUX H
TuM(paTHYeCKUX Y3JI0B CpeJOCTeHHs: U TpedoBana Mopdo-
JIOTMYeCcKOro TonaTBep kaeHus. [IpoBeneHHoe noodcneno-
Banue (pudOpockomnusi, yasTpa3ByKOBOE HUCCIEIOBAHHUE Op-
raHoOB OPIOLIHON TOJIOCTH, 30(haroracTpoayoCHOCKOITHSI)
3HAYMMO¥ MATOJIOTUH He BBIsIBUIIO. B cenTsiope 2010 r. ipo-
W3BEIeHa TOPAKOCKOIMYEcKas OMOIICHS MPaBOTo JIETKOTrO.
[Ipu TUCTONOrMYECKOM HCCIEOBAaHUU BBISBJIEHA KapTHHA
XPOHUYECKOTO MPOAYKTHBHOIO BACKYJINUTA, JUCCEMHHUPO-
BaHHOI'O IPaHYJIEMAaTO3HOTO AJIbBEOJINTA. YK€ B CTAI[OHA-
pe mocIe onepaTuBHOIO BMELIaTeNIbCTBA 00IbHAS OTMETHIIA
HOSIBJICHHE YMEPEHHOIo 3yAa KOKU TYJIOBHUILA M HIDKHUX
KkoHeuHocTel. [locie BBIUMCKM M3 CTallMOHapa COCTOSHUE
OO0JILHOH MOCTENEHHO yXYIIIAJI0Ch, NOSBUIICS MaJblid CyO-
(heOpunuTeT TO BeuepaM, HEMPOMYKTHBHBIN Kallelb, 3y
HapacTtaj ¥ npuoOpen reHepaln30BaHHbBIN XapakTep, Mosi-
BUJIACH ITyCTYJIE3HAs CHINTb HA HIKHIX KOHEYHOCTSIX. B aT0M
CBSI3U UCKJIIOYAJIACh YECOTKA, 00CYKAajIcsa AUarHo3 JeKap-
cTBeHHOH ajyutepruu. [IpoBoawmm Tepanuio aHTUTHCTAaMUH-
HBIMU TIpenaparaMu, KOPOTKHH KypC NIIOKOKOPTHUKOUHOU
Tepanuu 0e3 omrytumoro d¢dexra. CoctosHHe OOIBHOM
MIPOrPECCUBHO YXYALIAIOCH, COXPAHSIICS MyYUTEIbHBIN 3/,
yMeHbIIIeHHEe Macchl Tena K despairo 2011 1. (3a 6 mec) co-
CTaBWJIO 12 KT, MOSBMIICS OPOHXOOOCTPYKTUBHBIA CHHIPOM
(HOYHOH MpHCTYNOO0OPa3HBIN KallleJIb CO CBUCTAMH B TPY/IH).
Juarao3 ocraBaicst HESICHBIM (B MEIMLIMHCKUX JOKYMEHTaX
(urypupoBain pasHooOpa3Hble AMATHO3BI: «XPOHUYECKHN
mponudepaTuBHBI BaCKYJIUT JIETKUX», «HIHOTATHYECKUH
JIErOYHBIN (UOPO3», «XPOHUUECKHN aJbBEOIMTY), B CBSI3U
c ueM B ¢eBpatie 2011 roma OonbHas ObLIa TOCTIUTATH3UPO-
BaHa B MyJIbLMOHOJIOTHYecKoe oTaeneHne Kaaununrpaackoi
oOmactHOW kinHUYeckoit 6onbHuIbL. [Tpy MCKT opranos
IpyIHON KIIETKM OTMedajiach OTpHUIlaTeNbHas JAWHAMUKA B
BUJI€ YBEJIMUEHUs BCEX IPYMIl JUM(PATHUECKUX Y3JI0B Cpe-
JocTeHus ¢ GOpMHUPOBAHUEM KOHIJIOMepara pasmMepoM 7x4
CM B KOPHE I[IPaBOIo JIETKOI0 U KOMIIpECCUeH cpenHenose-
BOro OpoHxa ¢ 0Opa3oBaHUEM aTelleKTa3a CpegHed nomnu
MPABOTO JIETKOTO, MOSBICHUE YBETMYCHHBIX MICHHBIX JINM-
(haTruecKUX y37I0B, a TaKXKE YBEJIMUCHHE pa3Mepa y3JIOBBIX
o0pa3oBaHuil B 000uX JIeTKuX 10 2,5 cM. B aHanu3ax kposu
oTMeuaJics JIeHkouTo3 14,4—12 TeIC. CO CABUIOM BJIIEBO —
. 9%, Hb 112 r/m; COD 37—50 mm/4. Pesyc-daxrop oT-
punarenbusiii, [IUK 35 en., kpearnuun 70,7 - 10%/71, 6mmu-
pyoun 6,1 - 10°/1. BHOBb yCTaHOBJIEH JHATHO3 MPOIYKTHB-
HOTO BacKyJauTa Jierkux. [IpoBoanmas Tepanust He ykazaHa,
pEKOMEHIOBaH TpueM TeHTokcuduHa. bonbHas Oblia
HaIpaBJicHa B Hallle OT/eJICHHUE Il YTOYHSHHS IHarHo3a u
JICYCHUSL.

[Ipu mocTyrieHnu COCTOSIHUE OOJBHOW CpemHEeH TsKe-
ctu. Temmneparypa tena 37,4°C. IIpaBUIbHOIO TeIOCIOXKE-
uust. Uuaexe macenl Tena — 20. KoxHble OKpOBBI OJieTHO-
3eMJIMCTOTO I[BETa, HA KOKE TYJIOBUILA M IIEH ISTHA LIBETa
ko(e ¢ MoJIoKOM inameTpoM OoT 1 710 6 cM, MHOKECTBEHHbBIE
HelipoduOpomer quamerpom ot 0,5 110 4 cM, TeMaHTHOMBI Ha
TYJIOBHILE, THIIEPIUIMEHTAlNS CKIAI0K (puc. 1, cM. BKIeH-
Ky). OTMEYEHO YTOJIIEHNE U YIUIOTHEHHE KOKU Ha KHCTIX U
crornax. Ha koxxe pyk, HOT' ¥ TyJOBHIa NIyOOKHE Pacyechl.
[Ipu majpnaumy ONPEAENUIMCH IOAMBIIICYHbIE, IIeHHBIE,
HaJKJIIOYNYHbIE JIMM(ATHUECKHE Y3IIbl, T1aMeTpoM 10 1,5—
2 cM, II0THBIE, 0e300/Ie3HEHHbIE, HE CIasHHBIE C OKpYyXKa-
IOLIMMH TKaHAMM, B HaAKIFOYMYHONW OOJACTH ClieBa yBEINH-
YeHHbIC JTMM(paTHIECKUE Y3716l 00pa30BHIBAIIM KOHITIOMEPAT
pasmepom 3x4 cMm. KoctHo-mpliieuHast cucrema 6e3 BUIU-
MBIX H3MeHeHHH. [ pyHas KieTka OObIMHOW KOH(HTYpaIvu.
IlepkyTOpHBIN 3ByK JICTOYHBIN, CIpaBa B HIKHHUX OTAEIAX
TIPUTYIUICHHUE JIETOYHOTO 3BYyKa. J[pIXaHWe BE3WKYJSIPHOE C

KECTKHM OTTCHKOM, B HIDKHHX OTJIENaX CIpaBa OCiIadiIeH-
HOE, BBICITYIIMBAIOTCS PACCESIHHBIC CyXHE XPHIIBI Ha BBIIO-
xe. ObnacTh cep/ua He M3MeHeHa. TOHBI cepila 3By4YHbIC,
pUTMUYHBIC, YacToTa cepaeunbix cokpaienuii (UCC) 76 B
MUHYTY. Aaptrepuanbaoe aasienne 110/70 mm pt. ct. 2Kusot
NP aJIbIalUK MATKUH, 0e300/Ie3HEHHBIN BO BCEX OTIENaX.
[leyens He yBenuuena, 6e300e3HeHHa IpH nansnanuu. Ce-
Jie3eHKa He majbrnupyercs. [pyOoil HeBpOIOTHYeCcKOl CHM-
nToMatiky HeT. COH HapyIIeH nU3-3a BBIPAKEHHOTO 3y/a.

YuuThiBasi BhIpOKEHHBIH 3y, pacuechl, OojbHasi 00-
CJIeZIOBaHA HA YECOTKY, YECOTOUHBIN KJIel] He OOHapy KeH.
B ananm3zax kpoBu oTMedascs JIEUKOIUTO3 14 ThIC. O CIBU-
rom BieBo (. 1%, c. 83%, 3. 5%, mumd. 10%, moH. 2%),
Hb 124 r/n, ymepennslit Tpom601uTo3 — 361 ThIC., yCKO-
perre COD o 25 mm/4. Cpeart OMOXMMHUYECKUX ITOKa3are-
neii o0parano Ha cebs BHUMaHHUE MOBBILIEHUE aKTUBHOCTH
menoyHoi docdaraszsl 1o 339 (0—270) En/n, nakraraeru-
nporeHasbl 1o 492 (240—480) En/n, mucnporenHemMust ((11
8,1%, a, 14,6%, B 12%, y 20,4%), octpodazosbie Bocma-
JUTeNbHbIE cABUrU: runeppudpunorenemus — 7,16 (1,8—
4) 1/n, moBeImenue ypoBHs: C-peakTuBHOTO Oenka — 4,96
(0—0,8) r/in. UMMyHONOTHYECKHE TIOKA3aTEIN: PEBMATOUI-
HBI (HAKTOp OTPHUIIATEIBHBIN, AHTHIUTOILIA3MAaTHICCKHEC
anTHTena K nporenHase 3 — 1,98 (0—5) Ex/mi, anTnim-
TOTUTa3MAaTUYECKHUE aHTHUTENA K MUeIIonepokcruaaze — 2,02
(0—5) En/n. Ananussl Mmouu o01ui u o Heunnopenko 6e3
otkyionenuit. [IpoBeneno uccnenoBanre GyHKINN BHEIIIHE-
TO IBIXaHUA: KU3HEHHAs eMKOCTh JeTKuX — 3,390 11 (89%),
00beM (hOPCUPOBAHHOTO BBIJI0XA 32 1-10 cekyH 1y — 2,680 11
(82%), unnexc Tudduo — 75%. YMepeHHO CHUKEHBI CKO-
POCTHBIE IOTOKU HA YPOBHE TUCTAIBHBIX OTACIOB OPOHXOB.
Peaknus Ha GepoTek C1a0OIONIOKUTETbHASL.

[Iposenena MCKT opraHoB rpyqHO#i KJIETKU C BHYTpH-
BEHHBIM KOHTPAaCTUPOBaHHEM (pUC. 2, CM. BKIICHKY): B 000-
UX JIETKUX OIPEAEIISIFOTCS MHOKECTBEHHBIE 00pa30BaHus ¢
HEPOBHBIMHU (HEKOTOPBIE C TSKHUCTBIMHU) KOHTYPaMU: B Ipa-
BOM JIETKOM B CpeziHelt pone pasmepom 17x14 mm, B C | —
21x12 mm, B C, — 13%13 MM, B j1eBOM JierkoM B C, | —
16x14 mm, B C ;| — 23x16 mm, B C, u C, — 27x16 Mm;
B JPYIUX OTAENaxX JErKUX ONPENENAIOTCS MEJIKHE aHallo-
rugHble 00pa3oBaHus pazMepoM a0 10 mm. CpenHsist A0S
yYMEHbILIEHa, ONIpeesieTcs ee YacTHUHbII pudpoarenexTas,
OpOHXM CpemHel 10U CyKEHbI (KOHIJIOMepaToM JUMQaTu-
YeCKHUX y3J10B). [IHeBMaTU3aIMs ¥ BaCKYJISpPU3AIHS Jerod-
HOW TKaHM HEe U3MeHeHa. JKUIKOCTH B TUIEBPaIbHBIX TI0JIO-
cTsx HeT. ONpeiersiFoTCss MHOXKECTBCHHBIC YBEIHMUCHHBIC
muMdaTHIecKue Y3Ibl CPEIOCTEHHS IUIOTHOCTBIO OKOJIO
45 en. H., He HaKaIuIMBAIOUINE PEHTTEHOKOHTPACTHBIN TIpe-
rnapar: nepeaHel MeMacTUHAIBHOW TPyNIbl pa3MepoM 10
24 MM, maparpaxeanbHoi rpynmbl — 10 20 MM, oudypka-
LIMOHHOM TPyl — 110 25 MM, a0pTOITy IbMOHAIBHOM TPYII-
bl — 110 29 MM, B KOpPHE TPaBOTO JIETKOTO — 110 34 MM, B
KOpHE JIEBOTO JIeTKoro — 70 25 mm. Ot ypoBHs Oudypka-
UM TpaxeH ONpeJesieTcs KOHITIOMepaT JUMQpaTHIeCcKuX
y370B 001IMM pazmepoM 83X62X98 mMm. Aoprta, JIErOYHbBIN
CTBOJI M UX BETBH HE paclIMpeHsbl. JIMCTKU mepukapia TOH-
KHe, KUIKOCTH B TIOJIOCTH IEepPUKapa HeT.

MCKT opraHoB OpIOIIHOH MOJIOCTH: MEY€Hb HOPMallb-
HBIX pPa3MepoB, OIHOPOAHOW CTPYKTYpPbI, OOBIYHOH IJIOT-
Hoctu. Cenesenka pazmepoM 133x49x 96 MM, OTHOPOAHOMN
CTpYKTYpBbl. [1ouky OOBIYHO PACHONOKEHBI, HOPMAJIBbHBIX
pa3MepoB U (GOPMBI, C YETKMMHU KOHTYypaMHM; YalleqHO-J0-
XaHOYHAs CHCTeMa He paclIMpeHa, KOHKPEMEHTHl HE BbI-
sBieHbl. Ha ypoBHE cpenHero cerMeHTa JIEBOW MOUYKH 110
OpIOIIHON CTEHKe onpeenseTcs npuiexalee K Heil oopa-
30BaHUE OBAJILHON ()OPMBI ¢ YETKUMH POBHBIMH KOHTYpa-
Mu pasmepoM 20x13 mm mnotHocThiO okono 20 exn. H., He
HaKaIUIMBaIONIee PEHTTEHOKOHTPACTHBIN mperapar. Ob6pa-
30BaHUS AHAJOTUYHOW CTPYKTYPHI OIPENCISIOTCS M0 XOIY
MOSICHUYHBIX, MOJIB3/IOIIHO-ITOSICHUYHBIX MBI, B MAaJIOM
Ta3e Mo XOJy 3alMpaTeNIbHBIX MBI pazMepoM 10 10 mm.

KNUHWYECKAA MEAWLIMHA, N2 7,2012

67



[TapaaopranbHO ompenensieTcs eIWHUYHAS aHaJIOTM4YHas
cTpyKTypa pazmepoMm 19 MMm. B MArkux TKaHsx OpIOIIHOM
CTEHKH — aHAJIOTUYHBIC 00pa30BaHUS pa3MepoM 110 15 mm.
W3meHeHus B MATKHX TKaHAX, MBIIIIAX, 10 OPIOLIHOM CTEH-
Ke, BEpOsITHEE BCETO, SBISIOTCSA HepoduOpomMamu.

[IpousBenen mnepecMOTp IPHUBE3EHHBIX IIPENApaToB
Jerkoro u gumdarndeckoro ysna (centsops 2010) mpod.
B. A. BapuiaBckuMm — B NpeACTaBICHHOM BHYTPUIPYAHOM
nuMQpaTUYeCcKoOM y3i1e KapTuHa JTuM¢orpanyiemMarosa (cMe-
[IIAHHO-KJIETOYHBIM BAPHAHT), B JIETKOM Ha (poHE 3M(U3eMbI
OTMEYAIOTCS BACKYJIUTHI (IPEUMYLIIECTBEHHO MTEPUBACKYIIH-
ThI), YYaCTKU HHTEPCTHLUAIFHOTO BOCIIAJICHHUS, YTO MOXKHO
paclLeHMBaTh KaK apaHeoIUIaCTUYECKYI0 PEaKIHtIO.

VYuuThIBas KIMHUYECKYIO KapTuUHY 3a0oieBaHus (re-
HEepaIN30BaHHBIN 3yl, JTUMQaJeHONaTHIO CPEIOCTCHUS U
nepudepruuecKyro, CUMITOMbI HHTOKCHKAIUN), Taboparop-
HbI€ JJaHHBIE U T'MCTOJIOTMUYECKYIO KapTUHY, AUArHo3 JIUM-
(orpanynemaro3a He BbI3bIBaJ COMHEHHUSA. TeM He MeHee
MPOBEICHNE WMMYHOTUCTOXMMHUYECKOTO  HCCIICIOBAHHUS
ObUTO HEOOXOAMMBIM 30JI0TBIM CTaHIAPTOM JIMArHOCTH-
ku smMdorpanyinemMaro3a. BrimonHeHa OHOICHS HAIKIIO-
YUYHOTO JMM(arndeckoro yina. [Ipu TucTONOrHYeCKOM
WCCIICZIOBAaHUH BBISIBICHA KapTHHA HOMYISPHOTO CKJIe-
po3za juMpombl XokkrHA NS 1-T0 THIA 1O KIETOYHOMY
COCTaBy, MMMYHOTHCTOXHMHUYECKOE WCCIIEeIOBAHNE IO/~
TBEPAHMIO JUarHo3 JuM¢ombl XokkuHa ( T-KieTouHbIe
agturensl CD5,CD7,CD3 — BeIpa)keHHOE KOJIHYECTBO
T-numdounToB, NapakopTHKaibHas 30Ha He auddepeH-
uupyercst, B-knerounsie anturensl (CD19, CD20) — He-
YEeTKHE pEeayLUpOBaHHbIE B-30HBI; MHEIOMOHOLUTApHbIE
Mapkepbs:CD163 — BbIpa)keHHOE KOIMYECTBO THMCTHOLM-
T0B, CD15 — BBIpakeHHOE KOJIMYECTBO CETMEHTOSIEPHBIX
KJIIETOK, CKOILJIGHHE M OTHeJIbHBbIE KieTku bepe3oBckoro—
[Itepubepra; nononuutenbHbie anturedsl: CD1 — otpu-
narenbHast peakiusi; CD38 — yacTh TUMQOLIUTOB U IJ1a3-
monutel; CD23, CD21 — eguHu4Hble HEOONBIIHE 30HBI
JIeHAPUTHBIX KieTok, CD30 — oTnenbHble M CKOIJICHUS
KPYIHBIX aHTUTCHNO3UTUBHBIX Ki1eTok; HLA-DR — uacte
KJIETOK aHTUT€HIO3UTUBHBIX; CD45 — GonbIIMHCTBO Kile-
TOK aHTUICHIIO3UTUBHBIX). KpoMe 3Toro0, A5 onpeneneHus
cTaguu JuMQorpaHyineMaro3a HEOOXOOUMO ObLIO yTOY-
HUTb HalM4yue MOPa)KeHUS KOCTHOIO Mo3ra. BrimonHeHa
TPENaHoOHUOTICHs, HE BBISIBUBIIAS MPU3HAKOB IMOPAKEHUS
KOCTHOTO Mo3ra. TakuM o0pa3oM, MO0 CyMMeE IOITy9eHHBIX
pe3yibpTaToB 00cIe10BaHus OB C(HOPMYIUPOBAH JUATHO3:
miMdorpanyiemMaro3, BapHaHT — HOJIYJSPHBIA CKIIEpO3
(NS 1-ro tumna), IV cragus ¢ nopaxeHueM nepupepuuecKkux
muMdaTHIeCKuX y3710B (MEHHBIX, HAIKITFOYMYHBIX, TIOIMbI-
IIEYHBIX) CPEOCTEHMS, JIETKUX; aTeJeKTa3 CpenHel T0iHu
MIPaBOTO JIETKOT0; XPOHUYECKUI OPOHXUT C OOCTPYKTHBHBIM
curgpomom; H® 1-ro Tuma (koxxkHas Gpopma).

VY 6onpHOM, cTpanatonieid HO ¢ 3-mecsuHoro Bo3pacra,
o0OHapykeHa KOHKYPHUPYIOILAs aTOIOTHs, KOTOpasi B HACTO-
siiee BpeMs OTpeIeNsieT ee KU3HEHHBIN MporHo3. B HacTo-
SIe cTaTbe Mbl XOTEJIM OCTAHOBHUTHCS Ha JIBYX acCIEKTax.
[lepBblit aciekT — BapHaHThI MOpaXxkeHUs Jerkux npu HO,
BTOPO — B3aMMOCBSA3b 3TOTO 3a00JIE€BaHHSA C PAa3BUTHEM
HOBOOOpa30BaHMM, B TOM YHCJIE 3JI0KaU€CTBEHHBIX.

B cepenune 60-X romoB NpoIUIOTro CTOJIETHS CTANHU MO-
SIBIISITBCS IMyONMKAMU O pa3BUTHU AU(D(DY3HBIX UHTEPCTHU-
LMANBHBIX TIOpaKeHH Jerkux y oonpHeix HO1. B HacTo-
s1ee BpeMsl U3BECTHBI CIEAYIOIINE BAPHAHTBI MOPaKEHUS
Jerkux: OysiezHas sMdu3eMa, HHTEPCTULHAIbHbIE H3Me-
HEHHUS JIETKUX, HeMpo(uOPOMBI JIErKHX, BTOPUUHbIE (METa-
CTaTUYECKUE) ITOPaKEHHs JIETKUX Ha (JOHE OIyXO0JIH APYroi
JIOKaJIM3aLUH, aleHOKapPLIHOMBI JIETKUX.

Oco0oe BHUMaHNE 3aCITy’KUBAET CYIIECTBYIOIIAS TOYKA
3penHwust o B3anMocBs3un HO n nuddy3Horo nHTEpCTUIIMAIB-
HOTO TOPaXCHHUS JIETKUX. B 9T0M CcBA3M HEeoOXommumo obpa-
TUTBCSA K CIICAYIOIIUM HCCIICAOBAHUAM, Oarogapsi KOTOpPbIM
9TOT (PaKT yTBEPANIICS B MEAULIMHCKOM JINTEpaType.

HccnenoBanmne D. Massaro u S. Katz [9] nposeneHo B
1966 romy Ha OCHOBE aHAIM3a MEIUIIMHCKHUX JOKYMEHTOB
88 OonmbHbIx ¢ H® B Bo3pacte 34—60 ner. Y 20 (23%)
OOJILHBIX TIPH PEHTTEHOTpa(UU TPYTHOM KIETKH OOHApYIKe-
HBI TAPCHXUMATO3HbIC U3MEHEHHS B JIETKUX, Y 6 IPOBEICHO
THCTOIATOJIOTUYEeCKOe HCCIeIOBaHNe, MOATBEpAUBIICe Ha-
JMYHE abBEOINTA, HHTEPCTUIIMAIBHOTO (GrOpo3a u Oyl

B uccnenoBannun W. Webb u P. Goodman [16] npoBenex
aHaJIM3 PEHTTeHOBCKUX CHUMKOB OPraHOB I'PYJHOW KIIETKU
70 6onbHBIX, cTpagatommx HO, u3 Hux y 7 (10%) BbLBICHBI
neroyHslid puopo3 u anukaibHble OyIUIbl. Y 6 MalMeHTOB Ha-
OJr0ANINCh ABYCTOPOHHHUE JIMHEWHBIE W HEOOJbLINE Y3II0-
BbI€ 3aTEMHEHUS; U3 HUX y 5 OTMEUeHbI OyJlIbl BepXHEHole-
BOH JIOKanu3aLuy, y 3 — (GopMupoBaHue COTOBOIO JIETKOTO.

J. Burkhalter u coaBt. [3] npoBenu peTpOCHEKTHBHBII
aHaIM3 JaHHBIX peHTreHorpaduu y 45 mpou3BOJIBHO OTO-
Opanubx 60sbHEIX HD. V 3 (7%) GONBHBIX OTMEUYEHBI UH-
TepCTUIHANIbHBIC MH(DUIBTPATHI H/UITN OYyJTbI, OOHAPY KEH-
HbIE NP PEHTreHOTrpaduu.

Takum 00pa3oM, yCTAHOBJIEHO, YTO JIOJS TIAIIMCHTOB C
(G }y3HBIM HHTEPCTUIHMATIBHBIM MTOPaKSHUEM KOJeOIeTCst
ot 7 10 23%. Ha ocHOBaHUM 3THX JAHHBIX BBICKA3aHO MPE/I-
MIOJIOKCHHE O B3aMMOCBS3H TU(P(PY3HBIX WHTEPCTUIHATB-
HBIX IOPAXEHUH JIeTKUX U opmupoBarnem Oyt ¢ HD, gro
no3posiiio BHecTH H® B kareropuro penkux 3a0oJeBaHMid,
BBI3BIBAMOIINX HWHTEPCTUIMATBHBIC TOPAKEHHS JIETKHX, B
Kkiaccuukanuu AMEpUKaHCKOTO TOPAKaJIbHOTO OOIIECTBA
(2000) [1]. K coxanenuto, BO BceX TpeX yKa3aHHBIX HCCIIe-
JOBAaHHAX OTCYTCTBOBaJa HHPOpMAIHS O KypeHUH Tabaka,
a TaK)Ke O JPYTUX BPEAHBIX HHTAISIUOHHBIX BO3IEHCTBUAX
Y COITyTCTBYIOLICH MaTOJIIOTHH.

OnHO M3 caMbIX KPYNHBIX HCCIEIOBAaHMMN, KacarolIMXCs
MopaXkeHwus1 Ierkux y 0osbHbIX HD, 06110 NipeicTaBieHo ame-
pUKaHCKOM KITMHUKOW Mbii0 Ha OCHOBE aHajKM3a UCTopuid 00-
ne3Hu 163 O0JbHBIX, NPOIIEANINX 00CIeJOBAHUE B KITMHUKE
¢ 1997 o 2002 rop, y 7 u3 KOTOPBIX OBUIM HOPMAJIbHBIE PEHT-
TeHOJIOTHYECKUE TOKa3aTely, MO3TOMY B OKOHYATEJIbHBIHA
aHaJIN3 MCCIICI0BaHMsA BOILIH 156 6onbHBIX [6]. Mccnenora-
HHE BBIIBUIO TOJBKO Y 3 (1,9%) Oonbubix H® nBycropon-
Hee MHTepCTULMANbHOe NMopaxkeHue Jerkux. OIuH U3 yKa-
3aHHBIX OOJIBHBIX SIBIISUICS 3JI0CTHBIM KypuuibiuukoM (KUY
55 madko-jieT), BTOPOi MMeJ COIMyTCTBYIOLIME 3a00IeBaHuUs
(peBMaTouHbIA apTpuT, TUM(oIeiiko3), a TpeTUil nepeHec
TPaHCIUIAHTAIIHIO TIOYKH, OCIIOKHUBIIYIOCS PECITUPATOPHBIM
JIICTPECC-CHHIIPOMOM B3pOCIBIX. TakuMm 00pa3oM, y Bcex
Tpex OOJBHBIX UMEIHCH JIpyTHe OOBCKTHBHBIC TIPHYHHBI JIJISI
(hOpMHUPOBaHWMST UHTEPCTUIMAIBHOTO TTOPAKCHUSI JICTKHX,
kpome HO. V 6 (3,8%) GonbHBIX OTMEUEHBI OyIUTC3HBIC W3-
MEHEHHS WITU KHCTHI B MIApEHXMME JITKUX; BCe OHU KYpHIIH,
MOATOMY aBTOPBI PACIICHHJIA 3TH M3MCHCHHUS KaK PEe3yJibTar
KypeHus, a He HO. JlaHHbIe, OTyYEHHBIE YUEHBIMU KIIMHU-
K1 M0, PE3KO ONIMYAKOTCS OT Pe3yabTaTOB MPEABLIYIINX
UCCIICIOBAaHHM, BOBMOXKHO TOTOMY, YTO UMM OBLIH MOAPOO-
HO MPOAHATM3UPOBAHBI UCTOPUU OOJE3HU M YUTCHBI MHOTHE
(haxTOpBI, HE pacCMaTPUBABIIMECS B MPEABIIYIINX PadOTax.
[Ipencrasnsercs, uro ¢ paciupenueM npumerenust MCKT u
OMOIICUH JIETKUX B 00JIACTHU JOKA3aTEIBHON JUArHOCTUKH I10-
paKEHHI JIETKHUX Y JIAHHOM KaTeropuu OOJIbHBIX MPOU30UIET
CYILECTBEHHBIH MPOrpecc, YTO MO3BOJIUT MO Mepe HaKoILIe-
HUA IAHHBIX YCTPAHUTD CYILIECTBYIOLIYIO HESICHOCTb.

Bropoii Bonpoc, KOTOpBII MBI XOTENH 3aTPOHYTH B Ha-
CTOAIIEH CTaThe, KacaeTcs PUCKa Pa3BUTHUs OIyXOJed mpu
H®. 3a nocnennue 20 ner npoBeneH psia KPYMHBIX HCCIIe-
JIOBaHUH 10 N3Y4EHMIO MOBBIIEHHOTO PUCKA MAaJTUTHU3ALUH
y OospHbIX H® 1-ro THma; 3TOT mokas3arens KojaeOnercs: oT
5 mo 15%. UccnenoBarme S. Sorensen u coasT. [13], B ko-
TopoM y4actBoBaiu 212 6omsHbIx HD1, BeIsSIBUIIO pa3BuTHE
3JI0Ka4€CTBEHHBIX OITyX0Jel y 57 OOJIbHBIX, U3 KOTOPBIX y 21
HaOJIIOJAJIOCh NTOPAXKEHHUE LIEHTPaIbHOW HEPBHON CHUCTEMBI,
y 6 — pasBurue nepudepuueckoil Helipocapkomsl. Ilo pe-
3yJIbTaTaM MPOCIIEKTHBHOTO HCCIICIOBAHUS, TIPOBEIICHHOTO B
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Benukoopurtanuu L. Walker u coasr. [15], koTopoe BKItoua-
710 448 conbabIX HO1 (0T 7 Mec 10 72 5ieT), OTMEUYEHO pas-
BUTHE 3JIOKAY€CTBEHHBIX 00pa3oBanuii y 36 (8%) OOJIbHBIX.
Hawubonee gacto (11 ciy4aeB) BCTpeHannuch OMyXOJIH COEIHU-
HUTEJILHOTKAHHBIE (KOKH, KOCTHOH CHCTEeMBI ). OIyX0i MO3-
ra BbIABICHBI Y 7 OONbHBIX (HamOonee pacrnpocTpaHEHHBIM
THCTOJIOTMYECKHUM THUIIOM OITyXOJIEH SIBIISUTUCH aCTPOLIUTOMBI
Y IJIMOMBI MO3Ta), KOJIOPEKTAIbHBIE OITYXOIH — Y 2, paKk MO-
JIOYHOM JKeNe3bl — Y 5; TI0 OAHOMY CITy4alo MPUXOTUIOCH Ha
pak SUYHMKA, TapalIUTOBUIHON JKeJIe3bl U MOYEBOTO ITy3bl-
ps. B HacTosieM McciemoBaHHM MOKA3aHO, YTO PUCK pas-
BUTHSI OHKOJIOTHYECKHX 3a0omneBanuii y 0ombHbIx HO1 B 2,7
pasa BbllIe, YeM B MOMYJSILUM, a K 70 TogaM MOBBILIAeTCs 10
36%. Taxoke OTMEUEH BBICOKHIA IIOKa3aTesb 00pa3oBaHUs pa-
Ka MOJIOYHOM Kee3bl y ykeHIuH Mooxe 50 ner. Heooxomu-
MO OTMETHTb, 4TO Y OOJBHBIX C HelpoduOpomMaMu yacToTa
Pa3BUTHS 3JI0KaUECTBEHHBIX 00pa30BaHUI NepudepriecKoi
cucTeMbl (Helpo(huOpocapKOMBbl) 3HAUUTEIHHO BHIIIIE.

I. Modlin u coasr. [10], A. Hartley u coasr. [8] B cBOMX
COOOIIEHMSIX MPOAEMOHCTPUPOBAIIN CIIy4Yan Pa3BUTHS pad-
JIOMOCapKOMBI M (peOXPOMOIIUTOMEI Y 001bHBIX HD1.

VYuuThiBas Halle KIMHUYECKOE HAOIIOJICHUE, OCOOBIH
WHTEpEC TPEACTABISIET TeMa Pa3BUTHs TeMOoO0JIacTo30B y
oospHBIX HD1. B muteparype omucaHbl JIMIIb SIHHUYHBIC
ciyuau couetanust HO1 ¢ iumpomoit XomkkuHa U HEXO0-
KKUHCKOU TMM(OMOIA (B 4aCTHOCTH, ¢ B-KpyITHOKIIETOYHOM

Caeenusi 00 aBTopax:

mumdomoit) [7, 8, 11], ¢ MHOXECTBEHHOW MHEIOMOH, Xpo-
HUYECKUM JTUM(OICHKO30M ¥ MHUEIOIUCIUIACTHICCKIM
cunipomom. [Iposenennoe uccnenonanue C. Stiller u coasT.
[14] BBISIBHIIO BBICOKYIO 4acTOTY 3a00J1€BAEMOCTH OCTPBIM
MHEIIOMOHOONACTHBIM Jieiiko3oM y aeteir ¢ HO1. Takxe
YCTaHOBJIEHA B3aMMOCBS3b Pa3BUTHUS IOBEHMJIBHOTO MHEJIO-
MOHOOJIACTHOTO JIEHKO3a ¢ HaJTMYUeM IOBEHHIIbHOM KCAHTO-
rpanynemsl y pereit ¢ HO1 [2].

OnucaHHOE KIMHUYECKOE HAOIIONEHUE MPEeNCTaBIseT
Ype3BbIYAHBIA UHTEPEC, TAK KaK TEPareBThl B CBOEH Jieueo-
HOM TPaKTHKE PEAKO CTAJIKUBAIOTCS C 9TOW HO30JIOTUYECKON
(opMoit, 00BIYHO ABIAIOLIEHCS TPEPOraTUBON AEPMATOIIOT U
U HEUpOXUPYpPTUH. AHAJIM3UPYS ONUCAHHbIE HAOMIONCHUS,
MBI XOTEJIU ObI OTMETUThH HECKOJIBKO «YITYIIIEHHBIX» BO3MOXK-
HocTell Oosiee paHHeH ANarHOCTUKY JTUM(OrpaHylieMarosa y
Halllel TMalUeHTKU. YK€ B CeHTA0pe NP I'MCTOJIOIMYECKOM
HCCJIEA0BaHUN BHYTPUIPYAHOTO JIMM(pATHUECKOTO y3J1a MOp-
¢osoroM He ObUI YCTAQHOBJIEH BEpHBII AMAarHo3 (OmHCaHHUe
THCTOJIOTHYECKOTO HCCIIEIOBAaHMSI OTCYTCTBOBAJIO B MeEJIH-
LIMHCKUX JIOKYMEHTax). B panpHelmeM pa3BHBaBIIAsCS
KJlaccuueckasl KIMHUKa JTUMQorpanyieMaro3a (JIMxopajka,
TIPOTPECCUPYIOLTHI KOKHBIN 3y/l, CHMITTOMBI HHTOKCHKAIINH,
TMIOSIBIICHUE MTepU(eprIecKoit TnMdaeHONaTr ) TaKKe Oblia
HEJIOOIIEHEHA, YTO B UTOTE MPUBEJIO K OTEpe BPEeMEHH, Kave-
CTBEHHOM TpaHC(opMaIyy (pa3BUTHIO HOMYIISPHOTO CKIEPO-
3a) ¥ [IPOrPECCUPOBAHMUIO 3a00JICBAHMS.
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K cm. Becrnunou u coasm.

Puc. 2. [lamoghu3suonozauyeckue MmexaHu3mMbl pazeumusi CH (cxe-
ma) [51].

Pasepyska bapopeuenmopos (2onybbie kpyxku) 8 JIK, kapomudHom
cuHyce u Oyee aopmbl 2eHepupyem achgpepeHmHble cuegHarbl (4ep-
Hble JIUHUU), KOmopble cmuMynupytom KapouopezyrsimopHble UeH-
mphbl 20/108HO20 MO32a, NMPUB00sT K akmusayuu 3¢hchepeHmHbIX mymed
cuMmnamuyeckol Yacmu repughepuyeckol HepeHoU cucmembl (3erne-
Hble n1uHuU). [NocnedHsisi sensemcsi Nep8UYHbIM UHMe2pamopom Heu-
pO20PMOHarbHOU 8a30KOHCMPUKMOPHOU peakyuu Ha CHUXeHue ap-
mepuarnbHo20 Kpogomoka. Akmueayusi cuMnamu4yeckoll UHHepsayuu
noyek cmumyrnupyem 8bic80b60X0eHUe peHUHa U aHauomeH3uHa Il.
OdHospemMeHHO cumnamuyeckass CmuMyrnsyusi cyrnpaaopmarnbHbIX U
rnapaseHMpUKYIsipHbIX 0ep 8 auriomanamyce npueooum K HeocMo-
muyecKomy 8bIc80O0XOEHUK0 apauHuHa sasornpeccuHa. Cumnamuye-
CKas akmueayusi makxe ebl3bleaem MepugpepuyecKyto U rMoYeyHyr
8a30KOHCMPUKUUI, 0bycriosneHHyro eo30elicmeueM aHauomeH3u-
Ha Il. [MocredHuli ebi3bisaem 8a30KOHCMPUKUUI, CmuMyaupyem 8bl-
c80b0x0eHuUe anbdocmepoHa U3 HadrnoYeyHUKO8, a makxe rnosbiua-
em KaHanbuesyto peabcopbyuto Hampusi U 8bi3bleaem pemooernnupo-
g8aHue Kkapouomuoyumos. [NloMumo rosbiweHusi peabcopbyuu Hampusi
U cekpeyuu Kanusi U UoHo8 8o0opoda 8 cobupameribHbIX MPOMOoKaXx,
anbO00CMePOH MOXem makxXe okasbigamb rpsMoe gosdelicmeue Ha
cepdue. lonybbie nuHUU 0603HaYam UUPKYIUpyUUe 20PMOHSbI.

LleHTtp

Kapavoperynsummn
BapopeuenTopbl

cepaua

|
| CumnaTtuyeckas
HepBHas cucTema

ApreHuH
Ba30MpPeCCUH

o shabenivieiologine o

AnboocTtepoH

aHrnoTteHanHa Il

Mepudepnyeckas

Ba30KOHCTPUKLNSA + YMeHblueHne

BKCKpeunn
BOAbl U HaTpua

Moukn

K cm. I[eemkosou u coasm.

Puc. 1. XapakmepHbie Onsi Helipoghubpomamo3a U3MeHeHUsl Ha
Koxe mynosuuia y 6onbHol K.

O6bsicHeHUe 8 meKkcme.

Acc: 4901

Puc. 2. MynbmucnupanbHasi KOMIbIOMepHasi momozpamMma op-
2aHoe 2pyJdHol knemku 6osbHol K.

O6bsicHeHuUe 8 mekcme.

K cm. M. U. Bacunvueuxo u coasm.

Puc. 1. Ynbmpa3eykoeasi KapmuHa KUCmbl cesie3eHKU.



