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3aknrouenue

Ha ocHOBaHWHM BBIIECH3I0KEHHBIX KIIMHHUKO-
ab0paTOPHBIX, WHCTPYMEHTAIBHBIX, THCTOJIOTH-
YeCKMX W WUMMYHOTHCTOXHMHYCCKHX JaHHBIX C
MOCJICTYIONTNM MHKPOCKOITMYSCKAM HCCIICIOBA-
HHAEM THCTOJOTHYCCKUX TMpErapaTtoB W TKAHEH
MAIAEHTKE OBLI BBICTABIICH CICAYIOIIMA JUATHO3:
«Capkoma FOwunray.

Capkoma FOwunra, no ganusiM BO3, BcTpeua-
ercsa B Bo3pacte 1o 30 5meT, ¢ mpenMyIIecTBEHHON
JIOKajM3aluen B TpyOuaThix kocTax [3]. B man-
HOM CJydYae BBISBJICHA HETHUIIMYHAS CHUTYaIlus:
JIOKAIM3AITHs OMyXOJIM B IIJIOCKOM KOCTH dYepera
y TaIMeHTKHU B Bo3pacte crapiie 30 jeT.

Takum 00pa3oM, pacrmpoCTpaHEHHOCTH JMaH-
HOTO 3a00JICBaHUS B TOMYJISAIIMA MOXET OBITH
BEITIIE, UM MIPUHATO cUUTaTh. HeoOXommmo Taxke
OTMETHTbH, UTO capkoMa FOwHTa mMeeT MHOTr000-
pasue KIMHUYIECKUX TPOosBIIeHNN u ee muddepeH-
IAajgbHas JUATHOCTHKA OT JPYTHX BHIOB KOCT-
HBIX CapKOM MOBOJEHO TpymaHa. Ho TmarenmpHOE
MaTOJIOTOAHATOMHYECKOE  HCCIICIOBaHUE, IIPH-

YK 616-008.9-056:611.018.2

[IEeTPHOE TUCTOJIOTHYECKOE M MMMYHOTHCTOXHMH-
YecKOe WCCIIeZIOBaHNE TIOPAKEHHBIX OpPraHOB W
TKaHel TO3BOJIMJIO JIOCTOBEPHO YCTAaHOBUTH JHa-
rHo3: «Capkoma HOwunray. B aToii ¢Bsi3n HE0OX0-
JUMOCTh TIPOBEJEHHS THCTOJIOTUYECKOTO C TIOJ-
tBepkacHeM WI'X wmccnmenoBanus mpuoOperaeT
0c00yI0 aKkTyalbHOCTh. M3-32 pa3nuyHBIX KIMHU-
YeCKMX «MacoK», a TIOPOH M MUX COYeTaHus 3a0o-
JieBaerie MOXKET He pAaCIO3HAaBaThCS B TEUCHHE
JUTTENBHOTO BPEMEHH, YTO TpeOyeT MPUCTAITBHO-
T0 BHUMaHHUS K JaHHOW IaTOJIOTHH TPaKTHKYIO-
IMX Bpadyel pa3IuyHbIX CIEIMaTIbHOCTEH.
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COCYJUCTBIN TUII CHHAPOMA DJIEPCA-JAHJIO V 38-JIETHEW )KEHIIHBI
E. T. Ma./meeal, E. D. Kapnenkoz, E. B. llumk03

'Yupe:xaenne o6pazoBanus
«I"'oMesbCcKuUil rocy1apcTBEHHbIH MeIUIMHCKU YHHBEPCUTETY,
r. 'omean, Pecnyoanka beaapych
’I'ocynapcTBeHHOe yupekaeHne 31paBo0XpAHeH sl
«["'oMenbCckasi ropoackasi KiMHu4eckasi 0oabHuna Ne 1,

r. 'omean, Pecnyoanka benapych
‘TocynapcTBeHHOE yupekIeHne 31PABO0XPAHEH s
«I'oMenbcKkasi HEHTPAJbHASI TOPOACKAS MOJTUKIUHUKAY,

r. F'omenan, Pecny0iuka benapych

Cungpom Dinepca-JlanHino cocyqucToro TUIa — PeaKoe HAaCJIEACTBEHHOE ayTOCOMHO-JOMHHAHTHOE 3a00JeBa-
HHUE COCJMHUTEIILHOW TKAaHU, BO3HUKAIOIIEE B pe3yibraTe myraiuu B rere mpokosuiareHa-III (COL3A1). Cpeau
BCEX BapUAHTOB 3a00JIEBAHMSI COCYUCTBIN THI CcOCTaBIsAeT MpuMepHo oT 5 1o 10 % ciryyaeB. [lnarHo3 ycraHaBin-
BaeTCs Ha OCHOBAHWH KIIMHIUYECKUX KpuTepueB U Hanmmuus myTtanun B TeHe COL3Al. Jleuenne cuaapoma Diepca-
JaHno cuMnToMaTH4ecKoe, Crieu(pUIecKoe JIe4eHHEe OTCYTCTBYET.

KitroueBbie cnoBa: cunapom Dmepca-/lamno, ren COL3A1, kosutareH, MyTanusi, THIIEPMOOHIBHBIN CHHAPOM.

VASCULAR EHLERS-DANLOS SYNDROME IN A 38-YEAR-OLD WOMAN
E. G. Malayevd', E. E. Karpenko’, E. V. Tsitko’

'Gomel State Medical University, Gomel, Republic of Belarus
’Gomel City Clinical Hospital No.1, Gomel, Republic of Belarus
*Gomel Central City Polyclinic, Gomel, Republic of Belarus

Vascular Ehlers-Danlos syndrome is a rare inherited autosomal dominant disorder of connective tissue caused
by a mutation in the procollagen III gene (COL3A1 gene). Among all the types of the disease the vascular type in-
volves ~5-10 % of cases. The diagnosis is based on clinical criteria and mutations in the COL3A1 gene. The treat-
ment of Ehlers-Danlos syndrome is symptomatic, there is no specific treatment.

Key words: Ehlers-Danlos syndrome, COL3A1 gene, collagen, mutation, syndrome hypermobility.
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Beeoenue

Cunnpom Onepca-lanno (C3/1) mpemcrapis-
€T TeTEePOTeHHYIO TPYIITy HacleACTBEHHBIX 3a00-
JIEBaHUN COEJIMHUTEIBHON TKaHM, XapaKTepusy-
FOITUXCS TUIEPMOOMIBHOCTHIO CYCTaBOB, ITOBBI-
IIEHHOW pAacTsHKUMOCTBIO KOXH, PaHHUMOCTHIO
TKaHEeH C MPENMYIIECTBEHHBIM MOPAKEHHEM KO-
KU, CBSI30K, CYCTaBOB, KPOBEHOCHBIX COCYIOB,
BHYTPEHHHX OpraHos [1, 2].

Mexmynapomnas kinaccudukammst CI/] (2017)
BKUTIOUaeT 13 TumoB 3aboseBanwms [2, 3]:

. Kinaccnueckuid.

. Tur, momoOHBIH KITAaCCHIECKOMY.
. CepeuHo-KITaITaHHbIH.

. CocymuCTBIi.

. 'unepMoOHITHHBIH.

. ApTpoxanazus.

. Jlepmarocmnapakcuc.

. Kudbockonmmornaeckuii.

. CHHIIpOM XPYIIKOH pOTOBHIIHI.

10. CioHaMIIO-TUCTIIACTHYECKUH.

11. MycKyJ10-KOHTPaKTypHBIH.

12. MuonaTuyeckui.

13. IlepuooHTATBHBIIH.

Cpemn Bcex BapmantoB CDOJl cocyaucThIi
tun IV cocrasnser ot 5 1o 10 %. Cpennsist mpo-
TIOJDKUTENBHOCTE Ku3HN — 48—-51 rox [4, 5]. Ona
3aBUCHUT OT TI0JIa (MEHBIIEC Y MYXXYHH) U OT THIIA
MyTaIuu [5].

Tum HacnenoBauus cocyaucroro tuma COJ] —
ayTOCOMHO-IOMUHAHTHBIN,  MyTalsi  T€HOB
COL3A1, COL1A1 (penko) obycnaBmuBaeT 3a00-
JIeBaHMe, YTO MPUBOIUT K Aedexty al-mernn kom-
nmarena 111, al-mmenu konnarena I.

ILenv pabomur

Jatp ommcaHme KIMHUYECKOTO Ciydas pei-
KOTO HACJIEeICTBEHHOTO 3a00JIeBaHMS — CHHAPO-
Ma Diepca-Jlanno cocyaucToro tuma y 38-j1eTHel
JKEHIIUHBL.

Mamepuan u memoont

ITammenTtka I'., 1979 ronma poxaeHusi, Haxo-
JIWITach Ha CTAIlMOHAPHOM JIEYCHWU B OTACICHHUU
PEBMATOJIOTHHA TOCYJIAPCTBEHHOTO  YUPEKIACHUS
3npaBooxpaHeHus «['oMenbckas TOpoAcKas KIH-
Hudeckas 6onpHUIA Ne 1. [loctymma ¢ xamoba-
MU Ha BBIPOKEHHYIO YTOMIISIEMOCTh M CIIa00CTh
BO BTOPOH MOJIOBHHE JHS, PEHUANBHPYIOIINE HO-
COBBIC KpPOBOTEUCHHs, TIOSBJIICHHE HeauddepeH-
[IUPOBAHHBIX KOXKHBIX U3MEHEHUN Pa3IMYHOMN JIO-
KaJn3aliy, T[PEHMYIIECTBEHHO KOHEYHOCTEH,
PEIUINBUPYIONINX U OBICTPO MCUE3AIONINX CITOH-
TaHHO (MMAaIMEeHTKa TpenocTaBisuia (oTorpaguu
STHX BBICHITAHWH B BUJE OTEKa M THIIEPEMHU Ha
KaMmepe MoOHMIBEHOTO TenedoHa), apTpanrun. Bee
9TO OECMOKOWT MAaIMeHTKY Ha MPOTSHKEHUH MHO-
TUX JIeT W 3HAYUTENFHO CHHUKAIOT KAa4eCTBO JKU3-
HU ¥ TPYAOCITOCOOHOCTb.

B amamHe3e ¢ poxmeHus Yy TAIMEHTKA
HAOIOANCh PEIUANBHAPYIONINE HOCOBBIE KPO-

O 01NN B W —

BOTEUEHHS, YTO TPeOOBANO IMTEIHHBIX MOBTOP-
HBIX rociaTanm3anuid. C MOMEHTa IMOJIOBOTO CO-
3peBaHUs MPHUCOEAWHWINCH MAaTOYHBIE KPOBOTE-
YEHUsI MPOAOJIKUTENbHOCThIO 20-25 nHelt B Me-
cau. B 13 ymer manueHTKe BBICTABIEH IUArHO3:
«Cunapom Onepca-/lanHno, COCYTUCTBIA THIDY HA
OCHOBaHHH OWOTICHH KOXKHOTO JlockyTa. B 2017 romy
MpOBe/IeHa MEUKO-TeHEeTHIeCcKasi SKCIepTH3a el u
CBIHY C TIOJTHOHM BepH(HKAIIICH THarHo3a 000HM.

B 2001 rony nmanueHTKa pojuia ChiHa IIyTEM
KecapeBa CEYEHHUsS M MOCIeAyIOMed dKCTHPIAIn-
elt Matku ¢ TpyOamu. bepeMeHHOCTH MpoTekanta
6e3 ocnoxaeHni. [loCcTOAHHO HaxoAWIach IMOX
HaOIIOJEHNEeM THHEKOJIOTa, TepaneBTa, TeMaToJo-
ra, KOHCYJBTHPOBaHA 3aBEAYIOMMM Kadenpoi
reMaroyioTuu u TpaHcgysuonorun bemopycckoro
rOCyIapCTBEHHOTO MHCTUTYTa yCOBEPIIEHCTBOBA-
HMS Bpauel (HbIHE — benopycckass MeauIuHCKas
aKameMus TIOCIEAUIUIOMHOTO oOpa3zoBanwus). [la-
[MEHTKa TOoJydalla CUMITOMATHYECKOe JIeUeHNE!
mpemapartsl xene3a, ButamuH C. Ilocie pomopas-
pelIeHusT BBEIEHBI CBEXXE3aMOPOKEHHAs TUIa3Ma,
KOHIICHTpaT TPOMOOITUTOR.

B 2017 rony B I'Y «PecnyOnukaHCKuii Hayd-
HO-TIPAKTUYECKUN LIEHTP METUIIMHCKON SKCTIEPTH-
36 M PEaOMINTAII» PACCMOTPEHBI BOMPOCHI
TpynocnocobHoctr I'. KnmmHndecknii aumarHo3 Ha
MOMEHT JKcrepTusbl: «CuampoMm Onepca-Jlanio,
COCYJMCTBIM THUII, ayTOCOMHO-JIOMHHAHTHBIN THII
HacnenoBanus. CuHapoM PeitHo. PeTukysipHBII
Bapuko3, C1, XBHO. IlepBuuHbIii ocTeoneHnYe-
ckmii cuaapom (Tkp — 1,3). Iloamaprpanruu BTO-
puuHOTO TeHe3a. OCTEOXOHAPO3, CIIOHIUIOAPTPO3
MIEHHOTO, TMOACHUYHOTO OT/eNia ITO3BOHOYHHKA.
Beprebporennas mepBUKaITHs, JTIOMOANTHA, JIeT-
kwii OoneBoit cuaapoMm. MAPC: anHomamsHO pac-
MTOJIOKEHHBIE XOPJIBI JIEBOTO JKemymouka. Hemocra-
TOYHOCTh MUTpaJbHOrO KiamaHa 1-# cT., Tpu-
KycnuJaiapHoro kiamaHa 1-it ct. Penkas Hampkeny-
noukoBas skctpacuctonus. HO. XpoHuueckuil Bu-
pycubri renatut C BHE OMOXUMHUYECKOH aKTHBHO-
ctu. Dkrcrupmarusa MaTku (2001)». Komuccns mpu-
3Haja, YTO HET OCHOBAaHWU [UIS OIpeneNieHHs
TPYTITEI HHBAJIMTHOCTH MAIIHEHTKE.

OOBEeKTHBHO Ha MOMEHT HAaXOXKACHUS MAallH-
€HTKH Ha CTAIllMOHAPHOM JIEYEHHWH B PEBMATOJIO-
THYECKOM OTIEICHWH €€ COCTOSTHHE pacleHEHO
Kak ymaosieTBoputensHoe. [lammentka HopMocTe-
HUYECKOTO TEJIOCIOKEHHS, YAOBIETBOPUTEIHHOTO
nutanus. KoxXHble TOKPOBBHI OOBITHOH OKpPACKH,
KOXXKHBIE BBICHIITaHUS OTCYTCTBYIOT. [lepudepude-
ckue TuM(Oy3ITBl HE YBENWYEHbI. B Jerkux aprxa-
Hue BesukyysipHoe, Y/l — 18 B mun. ToHbI cepa-
1a purtMudHEIe, sicisie, YCC — 72 yu/mun, AJl —
120/80 MM pT. cT. HAa 00X pyKaX. SI3BIK YHUCTHIMH,
BIIaKHBIH. JKUBOT Msirkuii, 0e300e3HeHHbIH. Hink-
HUN Kpail TIeYeHH — y Kpas TpaBoi pedepHoit
nyru. OOBeM akTHUBHBIX M MACCHBHBIX JIBMKCHUN
B CyCTaBaX IOJHBIA. Y IMMAaIIMEHTKH HaOIIOdacTCs
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HETIOJIHBIN THUITePMOOUIBHBIA CHHIPOM: JIETKOE
nepepa3ru0aHie B JOKTEBBIX CyCTaBax, yBeIHde-
HUE oO0beMa NIBMKCHHU B JTyde3allsICTHBIX CyCTa-
Bax (cueT mo mikane beiitona — 3 6amra). Moue-
UCITyCKaHue cBOOOIHOE, Oe300Ie3HeHHOE, 4—5 pa3
B neHb. Ctyn oOpMIICHHBIH, peryJsapHBIN, 0e3
MaToJOTHUYECKuX npumecel, 1 pa3 B J€Hb.

[lo nasHBIM TPOBENEHHBIX JIA0OPATOPHBIX
HCCIIeIOBaHNH (OOIHiA aHATN3 KPOBH, OMOXMMIIC-
CKUH aHaM3 KpoB (00mTHii 6eI0K, MOUCBHHA, XOJIe-
cTepuH, roko3a, ommupyoun, AJIT, ACT, Harpuii,
Kajwid, ModeBas kuciora, CPB, remocrazmorpam-
Ma), aKTUBUPOBAHHOE YaCTHYHOE TPOMOOILIACTHHO-
BOE BpeMs, IPOTPOMOMHOBOE BpeMs, TPOMOMHOBOE
Bpems1, (nopuHOTeH, J[-muMmep, oOmuil aHanmu3 Mo-
YH) W3MEHEHHs OTCYTCTBYIOT, BCE yKa3aHHBIE aHa-
JIM36I COOTBETCTBYIOT HOPMATbHBIM 3HAYECHHSIM.

ITo marapM Y3U opraHoB OPIOITHON ITOJIOCTH
Y TIOYeK BBIABICHBI MU Qy3HBIE N3MEHEHNS MapeH-
XHMMBI TIEYEHH, aHTHOMHUOJIATIOMA JIEBON TTOYKH.

3axmouenne OI'JIC: HEOOCTaTOYHOCTH Kap-
mun. lIpu3Hakum XpOHHUYECKOTO IMOBEPXHOCTHOTO
racTpuTa, XpOHHYECKOTO ayoneHuTa. JlyomeHo-
TacTpaJbHEIN pedITrokc.

ITo pesympraram OKI' ycTaHOBICH CHHYCO-
BeIft put™M, UYCC — 68 ya/MHUH, CHHAPOM yKOpO-
YeHHOTO MHTEepBajia PQ.

[IpoBeneHo PeHTreHONIOTHYECKOE UCCIIeI0Ba-
HHUE Ta300€qpeHHbBIX, KOJEHHBIX CyCTaBOB, KUCTEH
pyk. Mopdorornaeckiux n3MEHEHHH HE BBISBIICHO.

[IpoBeneHo cuMnToMaTudecKoe JIeUeHne, ma-
[IUEHTKa BBIMMHCAHA C PEKOMEHIANHAMHU TIPHHH-
MaTh Kypcam¥ 3TaM3WIaT 107 HaOIfo/IeHNe Tepa-
TIeBTa ¥ TEMAaTOoJIOTa.

Pesynremamut u 0ocyxncoenue

Y B3pOCHBIX JIOAEH OCHOBHBIM TSDKEJIBIM
OCJIOXKHEHHEM, OOYCIIOBIICHHBIM HECOCTOSTENHHO-
CTBIO KOJITAreHa, SBIISIETCS pa3phiB KUIIeYHHKa. Jpy-
THMH KU3HEYTPOXKAIOIIMMH OCIOKHEHUSIMH U TIPH-
YUHAMU CMEPTH MpH cocyaucToM Turme COJ] sBis-
FOTCSI pa3pbIBBI apTepHil KPYITHOTO W CPEIHEro Jna-
METpa, a TaKXKe PaspbIBBI JPYTHX TOJIBIX OPTaHOB, B
TIEPBYIO oUepelhb OepeMeHHON MaTKH [2, 3, 4].

Juig  TmocTaHOBKM IMAarfHo3a HeoOXOauMO
Hanu4gre OOJNBIINX AMATHOCTUYECKUX KPUTEPHEB.
Manble KpUTEPHH CaMOCTOSITENIbHOTO TUArHOCTH-
YECKOTO 3HAYECHHSI HE MMETOT.

Bonbimme kpurepun CIJI cocynucroro tuma
(Hsro-Uopxk, 2017) [2]:

1. Cemeitannii anamuae3 COJ] ¢ moOKyMeHTaIb-
HO TOATBepKIeHHO# MyTanuet reHa COL3AL.

2. Pa3pbIB apTepUalibHBIX COCYJ0B B BO3pacTe
1o 40 ner.

3. CnoHtaHHbIe Tiepdopalid CHTMOBHIHOU
KHIIKA TIpU OTCYTCTBUH NHWBEPTHKYJSPHON 00-
JIE3HU WU IPYTHX 3a00JIeBaHUA KUIEIHUKA.

4. Pa3pblB MaTKU BO BpeMs TPEThETO TpH-
MecTpa OEpEMEHHOCTH TIPH OTCYTCTBUH B aHAMHE-
3€ KecapeBOro CEYCHUSI.

5. ®opMupoBaHUE KapOTHIAHO-KaBEPHO3ZHOU
(bUCTYIBI IPU OTCYTCTBUHU TPABMBIL.

Mansbie xputepun C3/I cocynucroro Tuma
(Hwro-Uopxk, 2017) [2]:

1. [lossBIeHME CHUHSIKOB, HE CBS3aHHBIX C
TpaBMOH, /WM B aTUITHYHBIX MeCTax (Hampumep,
eKe, CIIuHE).

2. ToHkas npocBeunBaroiasi Koxa ¢ MmpocTy-
MAIOIINM BEHO3HBIM PHCYHKOM.

3. XapakTepHble YepThl JHIA: HU3MEHEHUE
pasmepoB u GopMbl auna (aucMmopdus). JIumo u3-
3a HEJOCTaTKa IMOAKOKHO-)KHPOBOTO CJIOS BBITIIS-
T WCTOIICHHBIM C BBICTYMAIOIIUMHU CKyJaMH U
BITAJIBIMU II[EKaMH, TJIa3a — 3aMaBIIMMA W BBI-
MYKJIBIMH, YaCTO ¢ TEMHOW MUTMEHTalUed U TOH-
KUMH TEJIEaHTUIKTA3UsIMU Ha Bekax. Hoc ToHkuM,
KaKk ¥ TyOBI, OCOOCHHO BEpXHsSA, Kpas KOTOPOM
9acTo HE ompenessroTcs. MoryT OBITh cierka oT-
TOTIBIPEHHBIMH YTITH.

4. CToHTaHHBIN ITHEBMOTOPAKC.

5. Akporepuss — MPEXJIEBPEMEHHOE CTape-
HUE KOXH JINIA U PYK.

6. DKBHHOBapyCHas Ae(popMaItis CTOIBI (KO-
COJIAITOCTh ).

7. BpokneHHass ITHCIOKAITUS Ta300eIpEeHHBIX
CYCTaBOB.

8. ['umepMOoOMIEHOCTE MPEUMYIIECTBEHHO
METKAX CyCTaBOB (MEX(aIIaHTOBBIX W IIACTHO-
(hamaHTOBBIX CYCTaBOB KHCTH).

9. Pa3pbIB CyXOXUIUNA U MBIIIIII.

10. KepaTokoHyc — JiereHepaTuBHOE HEBOC-
MaJIATENbHOE 3a00JIeBaHME TJa3a, IMPH KOTOPOM
pOTOBHIIA HWCTOHYAETCS ¥ TPHHUMAET KOHHYE-
ckyto opmy.

11. Perpakmust (ocemaHue) neceH, MX HEIO-
pa3BHTHE.

12. PaHHee pa3BHUTHE BapHUKO3HBIX BEH (MO-
moxe 30 meT).

JlaGopartopuass muaraoctuka C3J] 3akmmroda-
eTcsi B BhIIeNeHNH (puOpo0IacToB M3 OHONTATOB
KOXKH C UX TOCJEYIOMNM KYJIbTHBUPOBAaHHEM, KO-
JINYECTBEHHON M KaueCTBEHHOW OIIEHKOM CEKpeTH-
pyemoro umu kosuaresa IIl. Jluarnos nmoareepxna-
€TCsI TIO BRISIBJICHHUIO aHOMaTbHOU Murpartun ol (111)-
Ilenel TpoKojareHa mpyu 3JekTpodopese OenKkoB B
TTOJTHAKpHIIaMUTHOM Tene [4]. HemnBasuBHBIE Me-
TOmbI (KOMITBIOTEpHAsE ToMoTrpaduiecKas aHTHO-
rpagus, MarHUTHO-PE30HAHCHAas aHTHOTpadws,
IYTUIEKCHOE YJIBTPa3BYKOBOE MCCIIEIOBAHUE) Y Tia-
IIUEHTOB C TIOATBEP)KACHHBIM AWArHO30M COCY.IH-
croro Bapuanta COJ] mpUMEHSIOTCS U paHHEH
JIMarHOCTHKA apTEPUATTBHBIX OCTIOKHEHHUH.

Tenaenmus k kpoBousnusHusaM mpu COJ1 IV
THITa 00yCIIOBJICHA CITa00CTBIO COCYAMCTON CTEH-
KW, a He KOaryJIIINOHHBIMH HapyIICHUSIMHU. XPO-
HUYECKOe TOBPEKICHUE COCYIUCTONW CTEHKH MO-
KET OCJIOKHHUTHCS CHCTEMHBIM BOCIAJIUTEIHHBIM
otBeTOoM c moBbIieEreM CPb, 4ro cimykut map-
KepoOM aKTUBHOCTH 3a00JieBaHMSI. ITO 00OCHOBHI-
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BaeT LEJIeco00pasHOCTh MOHUTOPUHIA YPOBHS
CPb npu CO/I IV tuna.

Criertugmueckoe nedenue COJ] cocymucTtoro
THUIIa B HAcTosllee BpeMs OTCyTcTByeT. Kpome
CHUMIITOMaTHUYECKOTO JICUEHHUS] MPOBOIATCA IPO-
(HUIaKTHYECKNEe MEPONIPUATUS U TEHETUIECKOE KOH-
CyJIbTUpOBaHKE. BeneHne maumMeHToB mpeanoiaract
MEKAUCUUIUIUHAPHBIN noaxon. Ilexnarpel, reneru-
KU, TepareBThbl, OpTONenAbl, (PU3HOTEpaneBTh, CIie-
unanuctsl JIOK, HeBponoru, kKapauosoru U aApyrue
CIICLIMATTCTBl MOAKIIOYAIOTCS Ha Pa3iIMYHBIX 3Ta-
Max >KM3HU MalUeHTa U ¢ YYeTOM JOMHHHUPYIOLINX
Ha 3TOT MOMEHT KJIMHWYECKUX cuMnToMoB. Ilanm-
GHTaM M MX CEMBbSIM JOJDKHA OBbITh OKa3aHa IICHXO-
JorMyecKasi oMol 1 nognepxka. Cnexnyer usbe-
raTb IpHeMa aHTHATPEraHTOB, AHTUKOATYJISHTOB M
MPEernapaToB, MOBBIIIAIOMNX apTEPHAILHOE JaBIIe-
nue. Mcnons3oBanue Onokatopa [1-agpeHopernen-
TOPOB LEIMIPONONA, & TAKKEe MHIMOWUTOpa PEHHH-
AQHIMOTEH3MHOBOM CHCTEMBI JIO3apTaHAa CHMKACT
pUCK cocynucThix ocnoxkHenud npu COJ IV tuna
[4]. Temocratmueckass Tepanus HampaBieHa Ha
yiy4iieHne (yHKIIMOHUPOBAHUS COCYIUCTON CTEH-
K1, BO3MOXKHO Ha3HAuUCHUE aCKOPOMHOBOM KHUCIIOTHI
(ackopyTHHa), dTam3uIaTa, aHTU(PUOPHUHOIUTHKOB.
B cnyuasx okazaHHS SKCTPEHHOH TOMOLIN HCIIONb-
3yeTcs MHTEHCHBHAs TIeMOCTAaTHYECKas Teparlus:
TpaHcy3uu TPOMOOLMTOB, CBEXE3aMOPOKEHHON
mra3Mebl, penaparoB VII ¢axTopa, 3pHTpOIUTHOMN
Macchl € 3aMECTUTEILHOM LENbIO.

[IpuBeneHHBIN KIMHUYECKUM CITydail sIBIsET-
Csl YHHMKAJIbHBIM H3-32 HECOOTBETCTBHA Kaynod

narnenTta (Ha BBIpaXEHHYIO CIIa0OCTh, HEBO3-
MOJKHOCTH BBITIONIHATh MHHUMANBHYIO (U3NYe-
CKyr0 paboTy BO BTOpOHW IOJIOBHHE JHS, MOSIBIIC-
HUE PeUUINBHPYIONIEH KOXKHOU CHITTH, PEIUINBH-
pYIOIIHEe KPOBOTEUCHUS, MOIUAPTPAITUN) OO0BEK-
TUBHOW, XOTSI W CKYJAHOW CHUMIITOMATHKE, HOP-
MaJBHBIM pe3yNibTaTaM, TIOJYYEHHBIM TIpHU J1a00-
PaTOPHBIX WCCIEIOBAHUSAX, YTO BBI3BIBACT TPY/-
HOCTH B OIpENeNIeHUH TSA»KEeCTH 3a00JIeBaHus, He-
CMOTpsI Ha HEOJIArOMPUATHBIA TTPOTHO3.

3axnwuenue

Hanuuue cemeiinoro anamuesa CO/l, paspsl-
BOB apTepUil WM AUCCEKLMH Yy JUL Mojoxe 40
neT, HeoOBSICHUMBIX Tiep (oparuii CUrMOBHIHON
KHIIKH, CTIOHTAHHBIX ITHEBMOTOPAKCOB M JIPYTHX
CHUMIITOMOB H3 TPYIIIbl IUATHOCTHYECKUX KPHTE-
pueB CO/I siBAsieTcsl HOKa3aHUEM ISl IPOBEACHUS
MOJIEKYJIAPHO-TEHETUYECKOTO HUCCIICAOBAHUS IS
Bepudukarnmu nuaraoza CO/1.
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L]ens: u3y4nTh BO3MOXKHOCTh HCIIOJIB30BaHMSI B KQUECTBE MOKA3aTeNsl HEKQueCTBEHHOM (PHKCALMH MPH PaKe MOJIOYHOMN
JKeJIe3bl OCOOCHHOCTH JIOKaIM3aIK Mapkepa nporudeparmu Ki-67 B 00pasiax omyXou ¢ OTCPOUCHHOM (DUKCAIHCH.

Mamepuan u memoosl. MatepuaioM HCCIEAOBaHUS SBISUIMCH 9 00pa3IoB OMyXOJIeH C JMarHO30M paka Mo-
JIOYHOM JKeJe3bl, YAAJICHHBIX BO BpeMsl OIepalliu, KOTOpbIe ObUIN pasienenin Ha 3 yacTu. OJUH KyCOUYeK SBIISIICS
KOHTpOJIeM, B IBYX — (ukcaius 6puta oTcpoyeHa Ha 6 u 12 gacos. IIpoBeseHo cTaHOAPTHOE UMMYHOTHCTOXHUMH-
yeckoe uccienoBanne HER2, ER, PR u Ki-67 peakruBamu ¢pupmbr «DAKO» (Hanus).



