MyNbMOHO/OMMA / PULMONOLOGY

DOI: 10.47407/kr2025.6.6.00632

0030p 1 KNMHNYECKNIA CTyYait

bynne3Haa ampunsema: npnUnNHbI, ANArHOCTUKA,
OCNOXHEeHNA. KnMHNKo-naTonoroaHaToMmnyecKkmnm
pa36op nauneHTta c 6ynnesHon smdpunsemon

1 ¢paTaNbHbIM CMOHTAHHbIM MHEBMOTOPAKCOM

C.W. Buktopos', [.C. UBaHoBa?*, [1.b. Ypan6aeBa?3, U.A. BuktopoBa?

1BY3 Omckoti obactu «I'oposickas 6ospauna N03», Omck, Poccus;

2@I'bOY BO «Omckuii rocyjapcTBEHHBIH MeIUIIMHCKUH yHUBepcuTeT» MuHn3apasa Poccun, Omck, Poccus;
3BY3 Omckoii obmactu «I'opozackas monukinHIKa N212», Omck, Poccus

“darja.ordinator@mail.ru

AnHomayusn

[IpenicTaBieH KIMHUKO-IIATOJIOTOAHATOMUYECKUN pa3bop mnanuenTa ¢ Oysuie3HON 3MbU3eMOi JIETKUX, OCJIO’KHEHHOH CIIOHTAHHBIM ITHEBMOTO-
PaKcoM, MPUYHUHBI KOTOPBIX HE OBLUIH IUATHOCTUPOBAHBI MPKU3HEHHO. PEHOTUITNUECKIE IPU3HAKY IUCILUIA3UU COETMHUTEIFHON TKAaHU, CHH-
nipom Butbsimca—Kamnbesia 1 MEKOTHYECKast TPaHyJIeMa JIETKOTO AUarHOCTHPOBAHbI [IOCMEPTHO. AHAIU3 JIUTEPATYPHBIX KICTOYHUKOB B aCIIeK-
Te JIAHHBIX KJIMHUYECKOTO HaOJII0ZIeHuUs IOUePKUBAET HEOOX0/IMMOCTD BBISBIEHHA (PEHOTUIINYECKUX U KJIMHUYECKUX IIPU3HAKOB JIUCIUIA3UH
COEIUHUTEIPHON TKaHU y MAIUEHTOB C OyJIIe3HON 9M(bU3EeMO, IPUKU3HEHHON Bepu( KAy HACIe/[CTBEHHBIX HAPYIIEHU COe/[UHUTETHHON
TKaHU [IPU CBOEBPEMEHHOM HaIlpaBJIeHUU MAI[MEHTOB Ha T€HETHYECKOe HCC/Ie/J0BaHue, pa3paboTKe WHANBU/YAIbHOU [IPOrPaMMbl peabunTa-
LMY U JIEYEHUs], YTO TI03BOJIUT POGUIAKTUPOBATh IIPEXK/IEBPEMEHHYIO THOEIb IAHHON KaTeropuu OOJIbHBIX.

Kuoueeste caosa: Gysesnas smbuzema, CIIOHTAHHBIN ITHEBMOTOPAKC, TUCIUIA3HS COEIMHUTEIBHOM TKAHU, CHHAPOM Brutbsamca—Kemmbesuia.
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Bullous emphysema: causes, diagnosis, complications.
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and fatal spontaneous pneumothorax
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Abstract

The clinical and pathological study of the patient having bullous emphysema complicated with spontaneous pneumothorax, the causes of which
were not diagnosed antemortem, is reported. Phenotypic signs of connective tissue dysplasia, Williams—Campbell syndrome, and granuloma of
the lung caused by fungal infection were diagnosed postmortem. The analysis of literature in terms of this clinical case emphasizes the need for
detection of phenotypic and clinical signs of connective tissue dysplasia in patients with bullous emphysema, antemortem verification of heredi-
tary connective tissue disorders with the timely referral of patients to genetic testing, development of individual rehabilitation and treatment pro-
gram, which will make it possible to prevent premature deaths among this category of patients.
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yJie3Has sMduzeMa — COCTOSHUE, IPH KOTOPOM 00-

pasyorca cyOnjieBpaJibHblE BO3JYIIHBIE IIOJIOCTH
(6ysel vi/vu 671€661), OOBIYHO PacCIIOJIOKEeHHbIE B 00JIa-
CTH BEPXYIIEK JIETKUX. IM(U3EMY JIETKUX C MHOXKECTBOM
KPYITHBIX OyJIJT TAaK’Ke Ha3bIBAIOT «Oysuie3Has 60JIe3Hb Jier-
KHUX», [TOJ{YEPKHBAs, YTO TaKasd dMPU3eMa CUUTAETCA «XHU-
pypruveckuM» 3a00JIeBaHHEM, JIEYEHHE KOTOPOro, KaK U
€r0 OCJIO}KHEHUH (HalpssKeHHAs TUTAHTCKasA OyJuia, ITHEB-

MOTOpPAKC, 'eMOIIHEBMOTOPAKC), HYXJAIOIIUXCA B He-
OTJIOKHOU XUPYPTUYECKOM IOMOIIYM, OTHOCHUTCSA B OCHOB-
HOM K KOMIIETEHIIUH XUPYProB. Byyie3nas smopusema sB-
Jisercsl HanboJiee 9acTod IPUYHHOHN CIIOHTAHHOTO ITHEBMO-
Topakca [1].

Cnonrtauubiii nHeBMoTOpakc (CIT) — cocrosiHue, KOTOpoe
XapaKTepHU3yeTcs CKOIUIEHHEM BO3/1yXa B IJIEBPAJIbHOU I10-
JIOCTH IIPY BO3HUKHOBEHUU €€ IIaTOJIOTUYECKOTO coo0Ire-
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HUS C BO3/[yXOHOCHBIMU IIyTAIMHU U HE CBA3aHO C TPaBMOH
WU JiedeOHBIM Bo3ecTBreM [1].

ITepsuunsbiii CII Bo3HHKaeT IPEUMyIECTBEHHO y MaIlH-
€HTOB MOJIOZIOTO Bo3pacta (/10 30 JieT), y My»KYuH — B 8—10
pas yaie, 4eMm y keHIIUH. PakTopaMu pUCKa ABJIAIOTCA
TaK)Ke ceMelHBIH aHamMHe3 nepsuuHoro CII, kypeHue Ta-
0aka ¥ aCTEHHYECKUH THUII KOHCTUTYIIUH [1].

[TpuunHOH Oy I1e3HOM 3MbU3EMBI JIETKUX B IIEPBYIO OUe-
penp ABAeTca AedbunuT pepMeHTa Al-aHTUTPHUIICHHA, KO-
TOPBIA MOXKET OBbITh HNEPBHYHBIM (T€HETUYECKUM, HMEIO-
UM ayTOCOMHO-PELeCCUBHBIN XapakTep Hac/IeZOBaHUA)
WIA BTOPUYHBIM — IIPH BBIPQYKEHHOM BOCIIQJINTEIBHOM
nporecce. IIpu HemocraTke A -aHTUTPUIICMHA ITPOIOJIAKH-
TEJIBHOCTh BO3JEHCTBUA «U30BITOYHBIX» arPECCHUBHBIX
(epMeHTOB Ha JIETOYHYIO0 TKAaHb YBEJIUYUBAETCA C 20 JI0
80 Mc, U4TO IPUBOAUT K HEM3OEIKHOH JEeCTPYKIIMH 3JIACTH-
YeCKUX BOJIOKOH JIEFOYHOH CTPOMBI U OPOHXUAIBHOU
CTEHKH, IIPOTEOJINTUYECKOMY Pa3pYILIEHUI0 3JIaCTHYECKUX
BOJIOKOH, HICTOHUYEHHIO U Pa3PBIBY aJIbBEOJIAPHBIX IIePero-
poznok ¢ popmupoBaHueM s3mbusems! [2].

Vi3yueHne TeHETHYECKHUX MapKepoB W IPU3HAKOB Ha-
CJIEZICTBEHHBIX HAPYIIEHUH COEJJUHUTEIBHON TKaHU IIpU
Oyss1e3HOM HM(pH3eMe IOKa3bIBAET ee TECHOE PO/ICTBO C Ha-
CJIEJICTBEHHO JIeTEPMHHUPOBAHHBIMU CHUCTEMHBIMH 3a00-
JIEBAHUSAMH COETMHUTETBHON TKAHH, TAKIMH KaK CHH/IPOM
Anepca—/lanno, cuHgpom Mapdana, curapom bepra—
Xorra—/Iro6e, cunzpom Buiibsmca—Kamibesuia, THCTHON-
T03 X, UMEIIIUMHI Pa3JINYHYI0 3THOJIOTHIO, HO CXOJIHbIE
rnaroreHeTu4eckue (pakTopbl, KOTOPbIe IPUBOJAT K JieTpa-
JIAIAN DJIACTUYECKUX CTPYKTYD COEUHUTEBHON TKaHU, B
TOM YHCJIe U B OpraHax JbIxaHust [3].

CyZuTb O HIMYUY TeHETUIECKH JIETEPMIHUPOBAHHOH HIa-
TOJIOTHH COeZIJUHUTEIFHON TKaHH y ITAIIIEHTOB C IEPBUYHBIM
CII Takke MO3BOJIAIOT UX (PEHOTUIINYECKHE OCOOEHHOCTH.
JlaHHbIe TAIMEeHTHl OTIMYAIOTCA HE TOJIBKO BBICOKHM PO-
CTOM H Xy/IOIIABOCTHIO (IpU3HAKKU MapdaHOUIAHOCTU) —
y GOJIBIIIMHCTBA M3 HUX UMEIOTCA pasInyHble BU/IbI 1edop-
Manuy TPYAHON KJIETKH U IT03BOHOYHHUKA, IUIOCKOCTOIIWE,
BapHKO3HOE PACIINPEHNE BeH, MUOIINsA, TUIIEPMOOUIBHOCTD
CyCTaBOB, ITPOJIAIIC MUTPAIIBHOTO KJIallaHa cepaua [4].

ITpu cungpome dnepca—/anno CII onucas npu ABYX TH-
I1ax: COCYAMICTOM M MBIIIEYHO-KOHTPAKTYPHOM.

JlnarHo3 «cuHApoM diepca—/laHI0, COCY/IUCTHINA THII»
CTAaBUTCS Ha OCHOBAHUU KJIMHUYECKUX IIPU3HAKOB, HEHH-
Ba3WBHOHM BH3yaJlW3allVill U BBIABJIEHUA MyTalliH B I'eHe
COL3A1, xosuares 111 Tuna, a1 — nens; pexxe COL1A1, koJi-
naren I Tuma, a1 — memns [5].

Bosbiine kpurepun:

1. HacoresicTBeHHBIM aHAMHE3, OTSTOIIEHHBIN 110 COCY/TH-
CTOMY THILy C 3apETHCTPUPOBAHHBIMU H3MEHEHUAMH I'eHa
COL3A1.

2. Pa3ppIB a0pTHI B M0OJIO/IOM BO3pacTe.

3. CnoHTanHasA nepdoparys CUTMOBUHON KUIIKHU B OT-
CyTCTBUE IUBEPTUKYJIOB UJIX APYTOH MaTOJIOTHH.

4. CIIOHTaHHBIN pa3pblB MaTKU/IIPOMEKHOCTH.

5. ®opMupoBaHue KapOTHUHO-KaBEPHO3HOTO COYCTHS B
OTCYTCTBHE TPaBMBI.

Mausible KpUTEPUU:

1. CuHAKY, He CBA3aHHBIE C TPABMOH H/WJIN B HEOObIU-
HBIX MeCTaX, TAKUX KaK IIEeKH U CIIFHA.

2. Tonkas, mosynpo3payHas KOXKa C BHAMMBIM BEHO3-
HBIM PUCYHKOM.

3. XapakTepHbIA BHENIHUH B/ JIUIA — U3MEHEHUE pa3-
MepoB u (opmbl snia (qucmopdus). Jumo uz-3a HemO-
CTaTKa ITO/IKOKHO-KIPOBOTO CJIOS BBIIVIAUT UCTOIIIEHHBIM
¢ BBICTYIAIOIUMU CKyJIAMU U BIIQJIBIMHU II€KaMH, IJa3a —
3aIaBIIMMU WIH BBIITYKJIBIMHU, 9aCTO C TEMHOM ITUTMEHTa-
M€l ¥ TOHKUMU TeJeaHTHIKTa3uAMU Ha Bekax. Hoc ToH-
KHH, KaK U TyObl, 0COOEHHO BepXHss, Kpasd KOTOPOU YacTo
He ompezenanTcsa. Moryr OBITh CJIeTKa OTTOIBIPEHHBIE
ymu. Ha xoske tuIja ¥ pyK OTMeYaroTcsl IPU3HAKU PAHHETO
CTapeHUs, YTO IO3BOJIWJIO IIPY OIMCAHUU HCII0JIB30BATh
TepMUH «akporepus». CHHIPOM MOKeT TaKXKe IIpPO-
ABJIATHCA 6€3 XapaKTEPHBIX YePT aKPOTe€PHUH, YTO, 110 MHe-
HUIO PsA/ia UCCleioBaTesel, 3aTpyAHAeT KINHUYECKYIO JH-
arHocTuky [5].

4. CIL.

5. Akporepus (aTpodusa KOXXKHM Ha IaJIbIaX CTOI U KH-
crein).

6. DxBUHOBapycHaA epopManus CToIm.

7. BpoxxzieHHBIH BBIBUX Oezpa.

8. I'nnepMoOUIIBHOCTD MEJIKUX CYCTaBOB.

9. Pa3phIB CyXOKUIUH ¥ MBIIIII.

10. Keparokonyc.

11. Penieccus1, XpynKoCTb JieCeH.

12. PaHHee BOBHUKHOBEHNE BAPUKO3HOU (OJI€3HU.

Haynnune cemeldHON ucropuu 3abosieBaHUs, Pa3pbIBOB
WJIA PACCIOEHUN apTepuil, CHIOHTAHHOU nepgopanuu cur-
MOBH/IHOH Kunku uinu CII B IPUCYTCTBUM APYTHX MaJIbIX
IIPU3HAKOB JIOJKHBI CTATh IIOBOZIOM JIJI1 MOJIEKYJIAPHO-Te-
HETHYECKOTO HCCaeq0BaHusd [5].

Juarnos «cuaapom diaepca—laHIO» COCYAUCTOIO TUIIA
OCHOBBIBAETCA HA TUIINYHBIX KJIMHUYECKUX IIPOSBJIEHUAX,
Pa3BUTHH XapaKTEPHBIX TAKeJIBIX OCI0KHEHUH U HaCJIe-
CTBEHHOMH OTATOIIeHHOCTH. 3ab0JieBaHNEe MOKeT OBITh 3a-
I10/I03PEHO NIPY HAJWYUN TOHKOH DAaHHUMOH KOXKH, THUIIEp-
MOOUJIBHOCTH CyCTaBOB B COYETAHUU C IIPOZOIBHBIM ILJIOC-
kocronueM. O6Hapy:xeHne myraruu B reHe COL3A1 oGec-
[IeYWBAET TOYHOCTh JHATHOCTUKU CHHJpOMa Jjepca-—
Hano [6].

C 1997 r. iuar€ocTuKa cuHapoma diaepca—/laHiio Besach
110 GOJIBIIMM ¥ MajblM Buab(QpaHIICKUM JHarHOCTHYeE-
ckuM kputepusm [7]. B HacTosiiiee Bpems /IJisl IOCTAHOBKHU
JINarHo3a IOJIb3YI0TCA MeXyHapOoJHBIM KOHCOPIIULYMOM
2017 T., I/le KpDUTEPUU JMATHOCTUKHU CHHJIpoMa Jjepca—
Jlausio peBU3upOBaHbI 1 OOHOBJIEHBI [5].

MBpIIeYHO-KOHTPAKTYPHBIH THUI CHUHJApPOMa Jjepca—
JlaHJI0 BKJIIOYAET ITHEBMOTOPAKC KaK MaJIblid IMarHOCTHYE-
CKUU KpuTepui. 3abojieBaHUE HMEET ayTOCOMHO-pelec-
cuBHOe HacisienoBanue, OMIM 615539. [Iji 1UarHOCTUKHA
HCIIOJIB3YIOT COBOKYITHOCTH OOJIBIINX W MaJIbIX KDUTEPHEB
[5].

Bospmiie kpurepuu:

1. BpoxxzieHHbIe MHOKeCTBEeHHbIE KOHTPAKTYPBI, IIPUBO-
JAle-crubarenbHas U/ Wik SKBUHOBapycHas fedopManus
CTOII.
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2. XapaKkTepHble YepermHO-JIUIEBble 0COOEHHOCTH, MPO-
SIBJISIIONIUECS] TIPU POXKJEHUU WX B PAaHHEM BO3pacre
(60JIBIION POJHUYOK, THIIEPTEIOPU3M, KOPDOTKHE U KOChIE
MOPIIVHBI BEK, TOIyOble CKJIEPBI, KOPOTKUM HOC C THIIO-
IJ1a3uel CTOJIONKA, HU3KO PACIIOIOKEHHBIE U IIEPEKPYUYEH-
HbIE YIIIH, BBICOKOE He0O, YIVIMHEHHBIH (GUJIBTP HOCA, TOH-
Kas BepxHss ryba, MaJieHbKHH POT, HE3HAYUTEJHHBIN
CJIBUT BEPXHEH YeTI0CTH K331 (MUKPOPETPOrHATHA).

3. XapaxkTepHble KOXKHble H3MEHEHHs: THUIIEPITACTUY-
HOCTb KOKH, JIETKasi TPABMUPYEMOCTb, XPYIIKOCTb, aTpOdu-
yeckre pyOIibl, MOPIIIUHUCTbIE JIA/IOHU.

Mausible KpUTEPUU:

1. Ilepriosinyeckue/XpOHUYECKHE BHIBUXHU.

2. lebopmanuu rpyTHOH KJIETKH (IIOCKAsi, BOPOHKOOO-
pasHas).

3. Jedopmaiuu mo3BOHOUHHUKA (CKOINO3, KH(DOCKO-
JIN03).

4. XapakTepHble MaIblbl (KOHYCOBU/HBIE, TOHKUE, IU-
JIMH/IpUYECKHE).

5. IIporpeccupyioriue gedbopmarnuu cTon (IJIOCKUE,
BaJIbI'YCHBIE, IIOJIBIE).

6. BoJibie IOIKOKHBIE TEMATOMBI.

7. XpOHUYECKUH 3a110P.

8. IMBePTHUKYJIbI TOJICTOU KHUIITKH.

9. ITHEBMOTOpAKC/TEMOITHEBMOTOPAKC.

10. Hedposnurras/nucroauruas.

11. F'maponedpos.

12. Kpunropxusm.

13. Kocormazue.

14. Hapymenusa pedpaxiuu (61130pyKOCTb, acTUIMa-
TU3M).

15. [J1aykoma/moOBBINIIEHHOE BHYTPUTJIA3HOE /IaBIEHHE.

JIJist IOCTAaHOBKY /IMAaTHO3a HEOOXOIMMO: TIPU POXK/IEHIHT
U B [IEPUO/IE PAHHETO /IETCTBA — COYETAHUE TIEPBOTO U BTO-
poro GOJIBIINX KPUTEPUEB; B IOIPOCTKOBOM IIEPUO/IE — CO-
JeTaHHe [IEPBOTO U TPEThEro OOJIBIINX KPUTEPHEB [5].

Cunzpom MapdaHna — ayTOCOMHO-ZIOMUHAHTHOE HACJIe]-
CTBEHHOE HapyllleHHe COeUHUTEJTHHONU TKaHu (MyTalus
reHa ¢ubpwuinHa-1 — FBN1). IlepecmoTpeHHBIE B 2010 T.
FeHTCKME KPUTEPUH XapaKTEpU3YIOTCS KIMHHUYECKOW OpH-
€HTUPOBAHHOCTHIO. BMECTO MHOKECTBA IIPU3HAKOB, BCTpeE-
vauxces: npu cuapoMe Mapdana, BbiiesieHa TpHaa
CUMIITOMOB, 00J1a/iaronias HauOOJIbIIEN CIeU(PUIHOCTHIO:
1) AuutaTaIys/paccyioeHrue aopThl, 2) AKTOMUsA (IIO/[BBIBHIX)
XpYCTaJInKa, 3) CKesieTHbIe aHoMauu. Hanbosiee 3HaunMbIe
CKeJIeTHbIe ¥ KJIMHUYECKUEe NMPU3HAKU OIleHEeHbI B Oasliax,
TI0/ICUET KOTOPBHIX TI03BOJISET OIIEHUTh HAJIMYHE CUCTEMHOTO
BOBJIEUEHUsI COEIMHUTEIbHOM TKaHH [ 8].

BajibHAsA OLlEHKA CHCTEMHOIO BOBJIEUEHUS] COEIMHU-
TEeJIBHOH TKaHU IIpU cuHApoMe Mapdana [8]:

1. ITpusHak 3amnscTbs 1 60JIBIIOTO Hasbiia (3 6asa).

2. [TpusHak 3amscTbs WK 60JIbIIOro masbiia (1 6asm).

3. BoponkoobOpasHas uiu acuMMeTpudHas edopmaiius
rpy/iHOH KieTku (1 6asun).

4. KuseBuyinas repopmariusi rpy/iHON KiieTku (2 6asia).

5. Basnbrycuas nedopmarius cromsl (2 6asia).

6. IT;mockocromnue (1 6amn).

7. CII (2 6amna).

8. AKTaszus TBEP/I0M MO3TOBOM 060sI04KY (2 Gasia).

9. [TpoTpysus TazobenpeHHOro cycrasa (2 6awia).

10. OrHolleHHWe BepX/HH3 <0,86 U pasMax pyK/poct
>1,05 6e3 BhIpaKEHHOTO CKOIH03a (1 6asw).

11. Cxosino3 win kudo3 (1 6aswr).

12. HenostHoe (170°) pasrubanue oKt (1 6asr).

13. Tpu K3 IATH JIUIEBBIX IPU3HAKOB: Jouxonedanus,
SHO(TAJIBM, CKOIIEHHbIEe BHU3 IVIA3HbIE INEJIH, THIIOIUIa-
3Us CKYJIOBBIX KOCTeH, perporuarus (1 6aiw).

14. Muonus (1 6amr).

15. Crpuu (1 6asw).

16. ITpostanic MuTpanpHOro kiamnana (1 6amwr).

Cunyipom Bepra—Xorra—/lrobe Takke H3BECTHBIH Kak
cunzipom XopHiureliHa—KHuKeHOepra, BbI3BIBA€TCA reTe-
posurotHoii myranueid B rene FLCN (607273) Ha XpoMo-
come 17p11. Takke u3BecTHA HO30JI0THUYECcKasA ¢hopMa IOJ
HazpanueM nepeuunbiil CI1 173600 — 3T0 ajuiesibHOE 3a60-
JIeBaHUE, KOTOPOE MOKET IIPEZCTaBIATh c000H Oostee jier-
kyto ¢popmy cunzpoma bepra—Xorra—/Iwo6e [9].

Cunjyipom Bepra—Xorra—/Tio6e — 3T0 peikuii ayTOCOMHO-
JIOMUHAHTHBIA HACJIEJCTBEHHBIA T€HOJEPMATO3, XapaKTe-
PpUBYIOIIUICA MHOXKECTBEHHBIMU OeCCHMIITOMHBIMU KyTIO-
JIOOOpa3HBIMH IAIyJIaMH Ha KOXKE TOJIOBBI, IIed, TPY/H,
CIMHBI ¥ PyK. DTU KOXKHBIE IPOSBJIEHUA I1aTOJOTHIECKH
XapaKTepUsylTcsd Kak (GHOPOdOIINKYIOMBl WU TaMap-
TOMBI BOJIOCSHBIX (osunkysnoB. Curzapom Bepra—Xorra—
Jr06e acconuupyeTcs ¢ HaC/IeZCTBEHHBIMHU OITyXOJIAMH I10-
YeK, 0COOEHHO r'IOPUTHBIMU OHKOIIUTAPHBIMH OILYXOJIAMHU
oyek ¥ XxpoMohoOHOU IIOYEYHO-KJIETOYHON KapIIUHOMOH,
a TaKKe C [THEBMOTOPAKCOM H/WJIM MHOXKECTBEHHBIMU KH-
CTaMU JIETKUX [10].

Cunznpom Buibamca—Ksmmnbesuta xapakrepusyercs: Te-
HepaJIN30BaHHBIM JieeKTOM OpOHXHAJIbHBIX XPAIMIEH.
dtot opok Buepsble 6pu1 onucad H. Williams u P. Camp-
bell B 1960 1. y 5 manueHTOB ¢ HEOOBIUHBIMU T€HEPATIU30-
BaHHBIMU OPOHXO3KTa3aMH, KOTOpble PAaCIIUPSJINCH Ha
BJIOXE M CIAJaINCh Ha Bbloxe. Ilpenmosaraercs ayro-
COMHO-PEIleCCHBHOE HACJIeOBAHUE [TIOPOKA, OHAKO IIaTO-
JIOTUYECKUH I'eH He BbIABJIeH. IIpu cuHzgpome Bribamca—
Ksmnbesta mmveer MeCTO OTCYTCTBHE WIM HEZOPa3BHUTHE
XPAILIEBBIX KoJiel] OPOHXOB Ha YPOBHE OT 2-H 10 6—8-i re-
Hepanui. B 6ospinHCTBE cydyaeB JieeKT UMeeT pacipo-
CTpaHEHHBIH JIBYyCTOPOHHUH XapaKTep, XOTs OIUCAHBI U O7I-
HOCTOPOHHHE IIOpakeHusA. J[0Ka3aTeIbCTBOM BPOXKIEH-
HOTO ITPOUCXOXK/AEHUS CHH/IPOMA CYUTAIOT HAJIMYKE O/THO-
TUITHOTO XPALIEBOTO JiedeKTa MPOKCUMAIbHBIX OPOHXOB,
OTCYTCTBHE HOBDPEXKJEHUU APYTUX 3JIeMEHTOB OpOHXUATIb-
HOHU CTEHKHU, YTO HAOJII07[aeTcss IpU OOBIYHOM BOCHAJIHU-
TEJIPHOM IIpOIiecce, HECOOTBETCTBHE OOJIBIINX aHATOMUYE-
CKUX M3MEHEHHH, BBIABJIAEMBIX IIpH OpoHxorpaduu, cre-
IeHu OPOHXOIYJIBMOHAIBHON MHpekuu. B 30Hax nedex-
TOB OPOHXHAJIbHBIE CTEHKH JIMIIIEHBI XPAIIEBOH OIIOPHI, I10-
STOMY JIETKO PAaCIIHPAIOTCA Ha BJIOXE W KOJIAOWPYIOT Ha
BBIIOXE, BCJIEJICTBHE 4Yero (GOpMUPYIOTCA XapaKTepHBIE
«bayytoHUpyoOIIKe» OPOHXO03KTa3bl. IIpu 3TOM IOpa-
JKAIOTCS TPEUMYIIIECTBEHHO HUKHUE JIOJTHU JIETKUX [11].

JIerouHslil THCTHOIUTO3 X — CHCTEMHOE 3a00JIEBaHHE,
Xapakrepusymoleecs 00pa3oBaHHEM B TKaHAX I'paHyJIeM
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u3 K1eToK JlaHrepraHca (IeHAPUTHBIE KJIETKU — OJIMH U3
BapUaHTOB KJIETOK MOHOHYKJIEAPHOTO psAna) [12]. Pacupo-
CTPAaHEHHOCTb T'HCTHOLHTO3a X Y MYXYMH — 0,27 Ha
100 THIC. HACEJIEHU S, Y )KEHII[UH 3a00JIeBaHIe BCTPEYAETCs
B 2—4 pasa pexe. ['ucrnonuros X — 3a6o0s1eBaHUE IPEUMY-
IIECTBEHHO MTallMEHTOB MOJIOZIOTO BO3pacra, MUK 3aboJie-
BaeMOCTH IIPUXOUTCS HA BO3pacT 20—40 Jiet [13].

OCHOBHBI€E ITATOT€HETUYECKIE 3BEHDS BKJIIOYAIOT HAKOII-
JleHHe KJIeTOK JlaHrepraHca C IepecTpOHKOH OpoHXHasIb-
HOTO JlepeBa W HapylleHHeM razoo0OMeHa. Buauase npu
peHTreHOrpaduu JIErKUX BBIABJIAIOTCA MEJIKUE U CPEJHUE
oJYary, TOHKOCTEHHbBIE €JUHUYHBIE KHUCTBI, PACIOJIOMKEH-
Hble B BEPXHUX U CPEJJHUX OT/iesIaX, a 6a3aybHbIe OT/EeJIb
JIETKUX UHTAKTHBIL. [10 Mepe nporpeccupoBaHusA HAPACTAIOT
mHeBMOGUOPO3, KUCTO3HAS IIEPEeCTPONKA C PACIIPOCTpaHe-
HHUEM Ha BCE€ CErMeHTHI JierKuX. [Ipu mpophiBe KPYIHBIX
6ys1 Bo3HUKaeT CII, KOTOPBIF MOXKET cTaTh MPUIUHOH Jie-
TAJIBHOTO MCX0/ia. TaGauyHbIA JIBIM OTHOCHUTCA K IJIAaBHBIM
IIPOBOIUPYIONINM (paKTOpaM pa3BUTHA JIETOYHOTO THCTHO-
[IMTO03a, YTO OBLIO IPOJIEMOHCTPUPOBAHO BO MHOTHX pabo-
Tax [14].

B simTepaType onucaHbl pa3Hble BADHAHTHI TEUEHUA JaH-
HOH nartosoruu. IIpescraBieHsl IPUMEPHI, XapaKTEPU3YIO-
meecsl MeZJIEHHBIM Pa3BUTHEM JIETOYHBIX CUMITOMOB (3a-
6osieBaHUE BBIABJIEHO IIPU NPOBEIEHUH IUIAHOBOH (DIII00-
porpadun), y MOJIOZOH KEHIIMHBI — KyPUJIBIIHIIBI B aHAM-
He3e, C HEBBICOKOHU CTEIeHbI0 aKTUBHOCTH 3a00JIeBaHUA B
JiebroTe, XOPOIIMM OTBETOM Ha IPOBOJUMYIO TEPAIIHIO
[IPETHU30JIOHOM U OTHOCHTEJIBHO 0JIArONPHUATHBIM >KU3-
HEHHBIM IIPOTHO30M. B JipyroM mnpumepe IpozieMOHCTPH-
pPOBaHO TeueHue 3200JI€BAHUA C JIETAIBHBIM UCXOZOM Y MO-
JIOJIOTO YeJIOBEKa, KOTOPOE HEYKJIOHHO IPOTPECCHPOBAIIO
BOIIPEKH IIPOBOAUMON 6a3MCHOU TepaIy IPEeJHU30JI0HOM
(B TeueHue 3 JIeT B 103€ 15 MI'/CYT) U COIIPOBOXK/IAJIOCH ITTH-
3omamu CII, mocielHUN W3 KOTODPBIX CTaJI HPUUYMHOHN
cMepTH manuexTa [15].

[TpencraBiseM KJIWHWYECKOe HAOJIIO/IEHUE MAlMeHTa C
Oyse3HOM 3MbuseMoli, ocsoxHeHHOH CII u cMepThIO Ma-
nueHTa. [Ipy naToMOpdOIOrNYecKOM UCCIeJOBAHUY B Ka-
YecTBe OCHOBHOI'O 3a00sIeBaHMA ObLI YCTAHOBJIEH CUH/IPOM
Bunbsamca—KoMmiibesia, a Tak:Ke MHOKECTBEHHBIE BHEIII-
HYe U KJIMHWYEeCKHe IPU3HAKY, YKa3bIBAIOLIe HA HAC/Ie-
CTBEHHYIO IIaTOJIOTHIO COEIMHUTENIBHOH TKaHM (JucILIa-
3UI0 COEJUHUTEJIBHOU TKaHU), KOTOPbIE He ObUIN OIHCAHBI
U IMaTHOCTHPOBAHBI IIPY JKUBHU [TallEHTa.

V13 anamHe3a 60JIBHOTO, 1955 T. P., H3BECTHO, UTO B Te€Ue-
HYe€ JUIUTEJTBHOTO BPEMEHU ero 6ecIIOKONIa OZBIIIKA, CBH-
3aHHAsA ¢ GU3NIECKON Harpy3KoH, 10 IIOBO/Ly KOTOPOH Ia-
[MEeHT He obpamascs K BpadyaM. B uioHe 2024 r. B Bo3pacre
69 Jsier Ha GOHE yCUJIEHHA OJBIIIKY, YMEHBIIEHUA TOJIe-
PaHTHOCTHU K (pusHuecKor Harpyske O0JIbHOHM 06paTuiics K
YYaCTKOBOMY TepaleBTy. BBIIIOJIHEHBI OOIEKINHUYECKHE
nuccnenoanusd. [Ipu ¢urrooporpadun BeISIBIEHO 04aroBoe
obpasoBaHue BepXHEH JI0JIM IPABOTO JIETKOT'O, IO ITOBOAY
KOTOPOT'O IaIMEeHT HAIpaBJIeH K OHKOJIOTY C JHArHO30M
«ObpasoBaHue BEPXHEU 10U [IPABOr0 JIerkoro». ITpu 06-
CJIEZIOBAHUU B HIOJIE 2024 T. IIPOBEZEHBI YJIbTPA3BYKOBbIE
uccaenopanus (Y3U). A6pomuHanbHOoe Y3U BBIABHIO

npu3Haku 1 y3HBIX UBMEHEHUH B MIOJPKEIYT0YHOH Ke-
nese. IIpu Y3U numMdoy3s10B: MOUETIOCTHBIE U IIeHHbIe
uMGOyY3Ibl ¢ HEOOIBIIUM YTOIIEHUEM KOPKOBOTO CJIOS,
He yBeJIMYeHBI, YTO COOTBETCTBYeT PEaKTHUBHBIM H3MeHe-
HUAM B IIOYEJIIOCTHBIX U IeWHBIX JTuMpoysiax. [Tpu Y3U
HaJI- U NOAKJIIOYNYHBIX JUMQOY3I0B U3MEHEHUH He BbI-
ABJIeHO. JlyIIeKCHOe CKaHMPOBAaHHE BEH HIDKHUX KOHeU-
HOCTeH: NPU3HAKU KJIAIIAHHOW BEHO3HOH HEJI0CTaTOYHO-
CTH B IIPUTOKaX OOJIBIIOH IIOJIKOJKHOH BEHBI IPABOH roO-
nean. dubporacrpoayonenockonus (OPILJIC): arpoduye-
CKHH TacTPUT, OTCYTCTBHE IEPUCTAIBTUKHU, 3aCTOHHOE CO-
nep:xxumoe. ITosroproe ®I'ZIC gepes 1,5 mec: aTpodude-
ckuii ractput. PubpoOpoHXOCKONNA: aTPODUIECKHII SH/I0-
Opouxutr. OyHKIUA BHENIHETO JIbIXaHUA: ['eHEPAIN30BaH-
Has OOCTPYKIIHA IBIXaTETbHBIX IyTEH TAKEION CTENIEHN Ha
(oHe BRIpAIKEHHOTO CHIKEHUA KU3HEHHON eMKOCTH JIer-
kux. MysibTuCIMpasbHAsA KOMIBIOTEPHAsA ToMorpadus ro-
JIOBHOTO MO3Ta C BHYTPHUBEHHBIM KOHTDAaCTHPOBAHHEM:
CTPYKTYPHBIX U3MEeHEeHHUI I0JIOBHOTO MO3Ta, KOCTeH JIuIie-
BOTO CKeJleTa U KOCTeH CBOZa uepella He BBIABJIEHO. DXO-
kapauorpadusa (IxoKI'): nuddysHble cKIeporeHHble U3-
MEHEHHUs Cep/illa, HePe3KO BhIPA’KEHHAs HEeJOCTATOYHOCTh
MUTPAJIBHOTO KJIAallaHa, HeJOCTATOYHOCTh TPUKYCIINZATIb-
HoOro KianaHa. IIpu3Haku jlerouyHod runeprensuu. Hapy-
IeHre puTMa. JJIeKTpoKapAuorpadusa: pUTM CHHYCOBBIH ¢
YaCTOTOU CepJIeYHBIX COKpAIeHUHd 75—93 B MUH. BepTtn-
KaJIbHOE IIOJIO’KEHHE 3JIEKTPUYECKOM OCH cepjla. YBe-
JIMYeHHe [IPaBOTo JKeJlyZlouka. Belpa’keHHbIE H3MEHEHNUs B
Muokapse. PentreHorpadus opraHoB TpyAHOU KJIETKH:
JIETKO€ pacIIpaBJIeHO, CBOOO/HBIE Ta3 U JKUJKOCTh B ILJIEB-
paJIbHOM IToJTOCTH He onpezessaoresa. Hag quadparmoii na-
paxkap/AnaJIbHO BO3AYIIHASA IIOJIOCTh 45X47 MM C TOHKHUMU
CTeHKaMHU. BpIparkeHHbIe a/ire3UBHbIE N3MEHEHU B ILJIEB-
pasbHBIX cuHycax. CpeziocTeHHne He CMEIeHO.

Ha ocHOBaHMH IIPOBE/IEHHBIX HCCJIEOBAHUN OBUIO pe-
IIIEHO IIPOBECTH JIMAaTHOCTUYECKYI0 TOPAKOCKOIIHIO CIIPaBa
C aTUNNYECKON pe3eKIuel BepXHel /10T JIETKOTO CIIpaBa.

B mprmKu3HEHHOM IIaTOJIOTO-aHATOMUYECKOM HCCIIE/0-
BaHHM 00pasla JIETOYHOH TKAHU, B3SATOU IIPH OIEPAIIVH,
onucaHa MopdoJioruueckas KapTuHa, Hanbosiee xapakrep-
Has JJ11 OPraHU3yIoIecsa HecrenpuIecKo THEBMOHUN
C HCXOZIOM B HMHTEPCTHIMAIBHBIN GuOpo3. JJoCTOBEPHBIX
IIPUBHAKOB OIIyXOJIEBOTO pPOCTa B 00BEME HCCIIEAYEMOTO
Marepuasa He BBISABIIEHO.

ITo pesysibTaTaM roCIUTAINU3AIUN BBICTABJIEH KJIMHNAYE-
ckuii nuarno3. OcHoBHOe 3abosieBanue: D14.3 O6pasoBa-
HUe BepxHed /oy npasoro Jierkoro. CocrosiHue mocie
OIIEPATHBHOIO JieueHUs (pe3eKlrs yJacTKa Ha BEpXHeH
JI0JIE IPABOT'0 JIETKOTO OT 13.08.2024). COIyTCTBYOIIHE 32a-
GosieBaHMA: apTepuasbHas runeprensus II cr. puck 4; na-
pokcusManpHaa ¢popma GUOPHIIALNH NpEICEPAUi; Xpo-
HHUYeCKas cep/ieuHasi HeJIoCTaTOYHOCTh 1TA; XpoHnueckuil
6pouxur, /TH 1.

[TanyeHT BBIIHCAH C YIy4IIeHHeM 11071 HabJo7ieHue Te-
pareBTa [0 MeCTY >KUTEeJIbCTBA.

Uepes 5 /HeH IOcje BBINFCKU MAIMEHT CKOHYAJICA Ha
nomy. IIpoBeseHO maTOIOTO-aHATOMUYECKOE BCKPBITHE.
[Tpu HAPY>KHOM OCMOTpE TPyIla OTMEeUYeHbI IIPU3HAKH acTe-
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Puc. 1. Makponepenapat. FlMneppacrsxumas Koxa Ha npegnseybe.
Fig. 1 Gross specimen. Hyperextensible skin of the forearm.

Puc. 2. Makponpenapat. CnnaHxHonTos. HmxHAA rpaHuua xKenyaka
pacnonokeHa Ha IMHUY, COeANHAIOLLEN rPeGHN NOAB3AOLHbIX
KOCTel, YTO COOTBETCTBYET 2-i1 CTeNeHM ractTponTosa.

Fig. 2 Gross specimen. Visceroptosis. The lower border of the stomach is on the
line connecting the iliac crests, which corresponds to 2 degree gastroptosis.

NN
Al

HHUYECKOU KOHCTUTYIIUHU U JIOJIUXOCTEHOMEJIUU IIPU JJINHE
Tesa B 192 cM. OOparnasio BHUMaHUe [TOHIKEHHOE ITHTa-
HUE U IUIOXO Pa3BUTHIE aTPOGUYHBIE MBIIIIBI PA3INIHBIX
TPy, y3Kasi, BBITAHYTOH (POpMBI KUJIEBHUZHAsS TIpy/HAS
KJIETKA, C OCTPBIM PeGEepHBIM yIVIOM W 3alaBIIMMH HaJ-
KJIIOYNYHBIMU SMKaMH, KO’Ka Ha BCEX YJ4acTKax TOHKad,
0JiezHAsA, C IOHUKEHHBIM TYPrOPOM U IOBBIIIEHHOH PacTs-
JKMMOCTBIO: KOXKHAS CKJIA/IKA Ha IPEAIIEYbe IIPU OTTATH-
BaHUU Jlocturasia 7 ¢M (puc. 1). Ha Koxxe rpy/{HON KJIETKH
cupasa B V Mexkpebepbe NMeJICs CBeKUN ITOCIIE0EPAIOH-

Puc. 3. Makponpenapart ¢ rpynnoii 6ynnesHbix nysbipeli nog
nneBpoiA.
Fig. 3. Gross specimen showing a group of bullous blisters under the pleura.

Puc. 4. MukponpenapaT cerMmeHTapHOro 6poHxa ¢ runonnacTu4yHbIM
XPALWOM CTEHKUN N XPOHNUYECKMM BOCNasieHneM CIM3nCToin 060104Ku;
yB. 300.

Fig. 4. Slide representing a segmental bronchus with hypoplastic cartilage of
the wall and chronic mucosal inflammation. 300x magnification.

HBIH py0el JUIMHON 20 CM, 32)KUBLINH I€PBUYHBIM HATH-
>keHHeM. IIpy ocMOTpe HOT' BBIIEJIAJIACH U3BUTASA PACIIH-
peHHas BEHO3HAsA CEeTh HA CTOIIAX U TOJIEHSAX.

[Tpu BHYTpEHHEM HCCIIE0BAHUY Tesla 06palaao BHIMA-
HY€e IOHMKEHHOE KOJIMYECTBO ITOJIKOXKHO-KHUPOBOU KJIET-
YaTKU U KUPA B Jieno. B 6promrHoi mosiocTy HabIi1a1och
cMmelnieHre BHH3 (ONyIleHHEe) BHYTPEHHHX OPTaHOB
(cunanxunonto3) (puc. 2). IMouku OBLIN PACIOTIOKEHBI
HIKe 1noapebepuii, B MasioMm Tagy. JKeJyzok mycr, pacrs-
HYT, CMeEIleH BHU3, HIDKHAA TPAHHIA €ro PacIloyIolKeHa
HIDKe TPe6GEIKOBOH JINHUH, YTO COOTBETCTBOBAJIO 2-H CTe-
meHu racrponro3a. CUIMOBUIHASA KHUIIKA ObLIa 3aMeETHO
yBeJIMYeHa 110 JUIMHE, CTEHKA PACTSHYTa, IIPOCBET IIEPEeIoI-
HEH COZIePKUMBIM. IIpyu BCKPBITHHU JIEBOH TPYAHON I0JIO-
CTH W3 Hee II0J] /IaBJIEHUEM BBIJEJIWIICA BO3AyX (BojHAA
mpo6a Ha THEBMOTOPAKC IIOJIOXKUTeIbHAsA). JIeBoe Jierkoe
HaXOJIUJIOCh B CIIABIIEMCS COCTOSIHUU, IOJIKATO K KOPHIO,
OpraHbl CPeJIOCTEeHHs HEMHOTO CMeILeHB! BJeBO. JIMCTKH
IIJIEBPHI U IEPUKAP/A OJTHOPOJIHbIE, TOHKHE, CEPOTO IIBETA.
Crpaga, B 30He OBIBIIIEH OIepaIuy, Mo X0y Iocjaeonepa-
[MOHHOTO PybIja BHUCIEPAJbHBIA U IapUETAIbHBIN IIJIEB-

| KNMHUYECKUI PA3BOP B OBLUEN MEBULIMHE | TOM 6 | No6 | 2025 | Clinical review for general practice | VOL. 6 | No. 6 | 2025 | 71



0630p n knuHnyeckmit cnyyail / Review and Clinical Case

Puc. 5. Mukponpenapart 6poHxo3KTasa cy6cermeHTapHOro 6poHxa;
yB. 150.

Fig. 5. Slide representing bronchiectasis of the subsegmental bronchus. 150x
magnification.

- -

Puc. 6. MukponpenapaT MMKOTMYeCKOI FpaHysiemMbl

B cy6nneBpanbHoii TKaHU nerkoro; yB. 150.

Fig. 6. Slide representing a granuloma of the lung caused by fungal infection
in subpleural tissue of the lung. 150x magnification.

paJIbHBIE JIUCTKH OBUIM CIIAHBI MEXK/IY COOOI0 PBHIXJIBIMU
cnaiikamu. CiusucTble 000JI0YKH BEPXHUX JIbIXATEIbHBIX
myTeH, IJIaBHBIX M JIOJEBBIX OPOHXOB TYCKJIOBATBIE,
OsieqHO-cepble. Ha IMOBEpXHOCTH BepXHUX J0jIed 060uX
JIETKUX PACIIOJIO}KEHBl MHOXKECTBEHHBIE TOHKOCTEHHBIE
OyJUIBI pazMepaMu OT 0,5 10 3 cM (puc. 3). TkaHb IpaBoro
JIETKOT'O ITOBBIIIIEHHOH BO3ZYIIHOCTH IIPEUMYIIECTBEHHO B
CyOIIEBpAJIbHBIX OTZEJIaX, OHA KPEIUTUPYET IIPU pacceye-
HUU. BepxXHsAA 101 €ro YacTHYHO pe3enupoBaHa, B OCTaB-
melca TKaHH, B CyOIIEBPAIBHBIX OT/IeJIaX 3-TO CerMeHTa
pACIIOJIOXKEeH ouar pasmepamu 2,5%2,5 ¢cM 0eIecoBaToro
[IBeTa, C HEUETKUMHU IPAHUIIAMY, IIJIOTHOW KOHCHCTEHITHH,
TKaHb KOTOPOTO Ha pa3pe3e B IIEHTPIBHOH YacTH HMeeT
YUYaCTOK pacrasa JUaMeTpoM JI0 1,5 ¢M, HAIIOMUHAIOIINH

Puc. 7. Mukponpenapat rpaHynemMbl, MULLeNnii NaToreHHbIX rpn6oB..
Okpacka no pokoTTy; yB. 900.

Fig. 7. Slide representing a granuloma, mycelium of pathogenic fungi. Grocott
stain. 900x magnification.

Ka3eo3Hble Macchl. JIeBoe JIerKOoe YacTHYHO CIIaBILEECs,
TKaHb HIPKHEH JI0JIH IUIOTHAs, TEMHO-KPACHOTO [IBETA, KY-
COYKHU TKaHH JIETKOTO TOHYT B BOAHOM pactBope dopma-
JIMHA, BEPXHAA 7014 ¢J1a00 Bo3aymiHa. Haj moBepxXHOCTBIO
cpesa B 000UX JIETKHUX BBICTYIIAIOT OPOHXH, C 9KTA3UPOBAH-
HBIMH [IPOCBETAMH HEIPABIJIBHOH (POPMBI, 3aII0JTHEHHBIE
CepoBaTO¥ MOKPOTOH, JIETOUHBIE COCYZbI TOpYAT HaJ| I10-
BEPXHOCTHIO Cpe3a B BHUJIE IIEPHEB, C IIOBEPXHOCTH Cpe3a
CTeKaeT TeMHAs JKUIKAsg KPOBb U MyTHAs KUAKOCTh. Bu-
dyprannonssie auMaTHIeCKHe Yy3JIBI pa3MepaMH II0
1,5 CM, O/THOPOJIHbIEe, TEMHO-ceporo IiBera. Cepziie UMeso
BBITAHYTYIO popMy, pazmep 12—10—8 cM u maccy 450 T. I1o-
JIOCTH cepAlia, OCOOEHHO IPABOTO IIPEJICEPAMSA H KeJy-
JIOUKa pacCIINpeHbl, 3AII0THEHBI XKU/IKOH KPOBBIO, TOJIIIIMHA
CTEHKH IIPABOTO JKEJIy/I0UKa COCTaBmIA 0,6 CM, €ro CTEHKa
VMeJla MHOTOUYHUCJIEHHBIE BETBUCTHIE TPAOEKYIIBI, AYIILE B
Pa3HBIX HAIPABJIEHUAX, C [VIyOOKHMMH MeEXTpPaOeKyJisap-
HBIMH IIpOCTpaHCTBaMU (rurneprpabekyyisapHOCTh). Muo-
KapZ, Ha paspese BBIIVIAJIEN] JIPAOIBIM, CBETJIO-KOpUYHE-
BbIM. ®UOpPO3HOE KOJBIO0 TPUKYCHHJTIBHOIO KjalaHa
OBLJI0O HEMHOTI'O PACIIMPEHO, a KJIANAHHBIM 3HJI0KAp]| BbI-
IJIA/Ie] OTEeYHBIM. IHTHMa aopThl NMeJIa HEMHOTOYHCIIEH-
Hble aTepOMAaTO3HblE OJIALIKU, YYaCTKU H3bA3BJIEHUA U
KJIBLIMHO3a CTEHKH B OpIOIIHOM oTzese. IIpu Makpocko-
IIMYECKOM HCCJIEZIOBAHUY B MO3TOBOM BEILIECTBE OOOUX I10-
yeK ObUIM BUJIHBI MEJIKHE KUCTO3HBIE ITOJIOCTH JI0 0,5 CM.

ITpu TUCTOJIOTUYECKOM HCCJIEZOBAHUU IIPENApaToB Jie-
TOYHOH TKAaHHU JIEBOT'O JIETKOTO UMEJIUCh IIPU3HAKH aTeseK-
Tasa. BpUIo yCTaHOBJIEHO, UTO CTEHKU CETMEHTAPHBIX U Cy0-
cerMeHTapHbIX OPOHXOB 000X JIETKUX UCTOHYEHB!, 1edop-
MUPOBAaHBI, B HUX HAOJII0/JaeTcsl TUIOIIA3HA, JIUOO0 OTCYT-
CTBHE XPAIIEBBIX 3JIEMEHTOB, (GPAKIIMOHHOE PACIIOJIOXKe-
HUE U yMEHBIIEHHe MBILIIEYHBIX BOJIOKOH, (OPMHUPYIO-
1pecsi GPOHX03KTA3bI (puUc. 4).

JlerouHas TKaHb CyOIUIEBPAJIbHBIX OTZEJIOB dSMH3eMa-
TO3HA, PE3KO PpACIIMPEHBI IPOCBETHI PECITMPATOPHBIX
OpOHXHOJI U aybBeosI, 6pUIN cHOPMHUPOBAHBI HEOOJIBIIIHE
KHCTO3HBIE II0JIOCTH/OYJUIbl, BBICTJIAHHBIE KyOHYeCKHM,
60 YIUIOIIEHHBIM 3IIUTEINEM, MEXKaIbBeOIPHBIE IIepe-
TOPO/IKY MCTOHYEHBI, MECTAMHU CKJIEPO3UPOBAHBI, 10 X0y
epuOPOHXUATIBHON CTPOMBI UMEJIOCH OTJIOKEHUE YACTHIL
YTOJIbHOU IbLIU (pHC. 5).
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B mpenapare 13 3-ro cerMeHTa IIPaBoro JIEFKOro 0OHAapYy-
JKeHa CTPYKTypa HH(QEKIMOHHOHU rpaHysiemsl (puc. 6).
B HeKpOTHUYECKHX MaccaxX U3 ee IIeHTPAIBHOM YacTH IpU
OKpacke 110 'DOKOTTY BBIABJIEHBI CIIOPHI U MULIEJIHH IIec-
HEeBBIX I'pUOOB, HamboJiee CXOAHBIX C acmepruwiiamu. Bo-
KpYT 30HBI HEKPO3a PACIIOJIAraJICA BaJl U3 SIIUTEIUOUHBIX
KJIETOK, PEIKHE MHOTOsAJIEPHBIE THTAHTCKYE KJIETKU U JINM-
domuTte! (1pu sTOM OKpacka no Lluiap—HusbceHy He BbI-
SABUJIA KHCJIOTOYCTOMYUBOHM (bJIOPBI), 30HA BOCHAIUTEIIb-
HOHU TPaHYJIAIMOHHOU TKaHU (opMupoBaia 1o nepude-
puu GubpoO3HYIO Kancyiy (puc. 7).

[Tpy MUKPOCKOIIMYECKOM HCCJIEZJOBAHUH TUCTOIIpenapa-
TOB IIOYeK ObLI OOHAPYKEH 0YaroBbIH IJIOMEPYJIOCKIEPO3
U CTPYKTYPHBIE IPUBHAKU MeJIyJUISIPHBIX KUCT.

OcHOBHBIM 3a00JIEBAaHHEM B IATOJIOTO-aHATOMUYECKOM
Jlnarfose GUrypupyeT BPOXK/IEeHHbIN TOPOK (POPMHUPOBAHUA
sterkux Q33.0 B BUJIE TUIIOIJIA3UU XPAIIEH B CTEHKAaX Cer-
MEHTapHBIX U cyOcerMeHTapHbBIX OPOHXOB, (POPMHUPOBaHIEM
MHOTOYHCJIEHHBIX OPOHX03Ta30B, MHKPOKHCT H CyOILIe-
BpastbHBIX Oysut (cuHzipom Bunbsamca—KamnGesuia). ITopok
JIETOYHOH TKaHHU COYETAJICA C XPOHMYECKUM KaTapasbHO-
CKJIEPO3UPYIOIINM BOCHAJIEHUEM CJIM3UCTBIX 00O0JI0YEK
OpOHXOB, IEpUOPOHXHAIBHBIM ITHEBMOGMHUOPO30M U 006paso-
BaHMEM MHUKOTHYECKOH I'paHyJIeMbl 3-TO CerMeHTa BepXHek
JIOJIY TIPABOT'O JIETKOTO. 3a00JIeBaHIe OCIOKHUIIOCH Pa3phl-
BOM OZIHOH 13 OYyJUI JIEBOTO JIETKOTO, HAIPSYKEHHBIM ITHEB-
MOTOPAKCOM, aTeJIEKTa30M U KOJUIAIICOM JIEBOTO JIETKOTO.

B paszene comyTcTBYIOIUX 3a00JI€BaHUN 1ATOJIOrOAHA-
TOMOM BBIZIEJIEHBI TaKHe COCTOSIHUA, KaK «U30BITOYHAA
TpabeKyJIAPHOCTh IPABOTO IPEJICEPAUA U JKEJIy/I0UKa»,
CIUIAHXHONTO3 (TacTpo-, HedpOINTO3); IMOJUKUCTO3 ITHpPA-
Mu/ ouek (MeayJIiApHasA rybuyaTas IoYKa); JOJIUXOCUTMa;
BapUKO3HOE pacIINpeHre BEH HOT.

O6cyxaeHune

B mpencraBieHHOM KJIWHHYECKOM HAOJIIOJIEHUH BBI-
SIBJIECHO HECOOTBETCTBHUE 3AKIIOUYUTEIBHOTO KIMHUYIECKOTO
W 1aTOJIOTO-aHATOMHUYECKOTO /INarHO30B, CBA3aHHOE C 3a-
TPY/IHEHHEM IIPHKU3HEHHOH JUArHOCTUKHY HACJIEZICTBEHHO
JIETEPMUHUPOBAHHBIX CHCTEMHBIX 3a00JIEBAHUI COEHU-
TeJIPHOM TKaHW, TAKUX KaK CHH/APOM diepca—/laHio, CuH-
npom Mapdana, cunnpom Bepra—Xorra—/lio6e, cuaapom
Bunbamca—Kommnberia, ructuonuro3 X, 3a4acTyio IIpo-
ABAomuxcsa 6ysuiesnoi asmbusemout u CII. deHorunuye-
CKU€ IIPU3HAKY JVCIIIA3UH COeIUHUTEIBHOHN TKaHU (BBICO-
KUH POCT — 192 CM, JIOJIMXOCTEHOMEJINs, KUJIeBUAHAs Jie-
dopmanua rpysHOU KJIETKH, THUIeppaCTsKUMAasd KOXKa,
OysiesHass sMduzeMa, CIIJIAHXHOITO3), JIETKO BBIABJIAE-
MBIe IIPU OCMOTPe, He OBUIH OIUCAHBI B MEAUIIMHCKOH /10-
KyMEHTAIU U, CJIeZIOBATEIIbHO, HE YIUTHIBINCH IIPU yCTa-
HOBJIEHUH JINArHO3a.

BosHHKaeT 3aKOHOMEPHBIH BOIIPOC, BO3MOXKHO JIX OBLIO
IIpY >KU3HU 3aI10/I03PUTH HACJIE/ICTBEHHYIO IIATOJIOTHIO CO-
eIMHUTETPHOU TKAaHW, BBIABUB U OOBEJUHUB THUIUYHBIE

KJIWHUYECKHe IPU3HAKM JAUCILUIA3UHM COEeTMHUTEIbHOHU
TKaHU: KWIEBUJHYIO nedOpMamuio TPyAHOU KJIETKH, TH-
IIePAJIACTUYHYIO KOXKY, Oysuie3Hyo sMdusemy jerkux, CII,
racTpoInTos 2-H creneHu, HepPONTO3, AOTUXOCUTMY, BapU-
KO3HOe paclIipeHHe BeH Hor npu Y3U, aucmiacTudeckue
n3MeHeHHUA B cepate npu OxoKI'. Hackoibko BepOATHO U3-
0erkaTh HEIIPABUJIBHO IIOCTABJIEHHOTO JINArHO3a Y IAHHOTO
NanyieHTa Ipy 3HaHUH U yueTe GeHOTHUITNYECKUX U KJIMHU-
YeCKUX JIUCIIJIACTHYECKUX IIPOSIBIIEHUN — BOIIPOC OCTAETCs
OTKPBITHIM.

CyZuTh 0 HJIMYUU TeHETUYeCKU JIeTEPMHUHUPOBAHHOHU
[1aTOJIOTUH COEIMHUTEIPHON TKaHU y TAIIEHTOB C IEPBUY-
HbIM CII 10o3BOJIAIOT UX GEHOTUNINYECKHE OCOOEHHOCTH U
HalnpasJIeHNe MaIlMeHTOB Ha TeHeTUYeCKoe UCCIIe/IOBaHue.
B mampapieHunm Ha MOpPQOJIOTHYECKOe HCCIe/[0BaHUe
¢parmeHTa JIerouYHON TKaHU B NPWKU3HEHHOU JAHArHO-
CTHIKe BaKHBIM aCIIEKTOM fABJIsIETCS yKa3aHue Ha MapdaHo-
UIHBIA GEHOTHUI, KOTOPOE, BO3MOXKHO COPHEHTHPOBAJIO GBI
Bpauya-matoMopdosiora Ha BBIABJIEHUE HACJIECTBEHHOHU
[1aTOJIOTUH COEMHNUTEIbHON TKAHHU ellle IIPY KU3HU Iaru-
€HTa.

B nanHOM citydae ziedexT xpsAmied OpOHXOB 5—6-TO I10-
psnka (cunzpom Busbsmca—KemiGesia) 6L acCOITUUPO-
BaH ¢ MapdaHo0100HbIM (HEHOTUIIOM, KOTOPBIH, HA HAaIIl
B3IJISIZI, OTPa)KaeT OOIIMI CHUCTEMHBIM MpOIecC HacyIe/-
CTBEHHOU ITaTOJIOTHH COEJINHUTEILHON TKAaHHU.

ITo smTepaTypHBIM ONKMCAHMAM, IAIMEHTHI ¢ MapdaHo-
10/{00HBIM (PEHOTHIIOM OTJIMYAIOTCHA HE TOJIBKO BBICOKUM
POCTOM M XyZJOILIABOCTHIO C JOJMXOCTeHOMeuel. Y 60b-
IIMHCTBA U3 HUX UMEIOTCA JIPYrHe IMPU3HAKH JUCIUIA3UHI
COeZIMHUTEIPHOM TKaHU: pas3JIHMYHble BHUJBI Jedopmanuu
IPYZIHOH KJIETKHM U I03BOHOYHHUKA, IIOCKOCTOIINE, BapH-
KO3HO€ pacIINpeHre BeH, MUOINs, THIIEPMOOMIBHOCTD Cy-
CTaBOB, IPOJIAIICHI CEP/IEYHBIX KJIAIIAHOB, ITOBBIIIEHHAS
PacTsKUMOCTb KOKH, Oysuie3Has sMmdusemMa, KOTOpbIe [103-
BOJIAIOT HE TOJIBKO 3aII0ZI03PUTh HACJIECTBEHHYIO [1aTOJI0-
THIO COEMHUTETbHOU TKAHH, HO U IMAaTHOCTUPOBATH ee, a
TaKke pa3paboTaTh /I NaleHTa WH/IUBHU/IyJIBHOIO IIPO-
rpaMMy peaOMIMTAIlUU U JIedeHus [16, 17].

OCOOEHHOCTHIO JJAHHOIO HAOJIIONEHUs SBJISETCS I10-
CMepTHasA JIMAarHOCTHKA MHUKOTHYECKOH I'paHyJeMbl (Boc-
[aJIUTeJIbHASA IICEB0O0IIYX0JIb), KOTOPAsA KIIMHIYECKU HMHU-
THpOBaJIa NepudepudecKyio OIyX0yb JIETKOTO, a IO CyTH
oTpakasia JiepeKT MEeCTHOr0O HMMMYyHHUTETa y IaI[NeHTOB
JIACIUIACTUYECKOTO (peHoTHIIa.

CBoeBpeMeHHas IMATHOCTHKA HACJIEZICTBEHHO JIeTEPMU-
HHUPOBAaHHOH IAaTOJIOTMH COEAVHUTEIBPHOM TKAaHU II03BO-
JIUT BOBPeM:A IPOUIAKTUPOBATh OCI0KHEHHA U CKOPOIIO-
CTHIKHYIO TU0€sIb JAHHOU I'PYIIIBI HAIUEHTOB OT OCJIOXKHE-
HuA Oysuie3HOM 5MQuU3eMbl — CIOHTAHHOTO ITHEBMOTO-
pakca.
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