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KJIMHUYECKHH CTIYYAH CEMEMTHOTO AMWJIOHNI03A KOKU
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Iepmciuii 20cyoapcmeenbii MeOUUUHCKULL Yrueepcumem umeny axaoemura E.A. Baznepa, Poccus
A CLINICAL CASE OF FAMILIAL CUTANEOUS AMYLOIDOSIS

M.Yu. Kobernik*, V.D. Elkin, D.M. Denisova
E.A. Vagner Perm State Medical University, Russian Federation

AMIIIONJIO3 — pefKoe 3a00JEBAHIE METAO0INYECKOTO XapAKTEPa, CBA3AHHOE C 0OPA30BAHUEM AHOMAIBHOTO
OeIKa aMUION/A U UMEIOLIEE CIOKHBIA MEXAHU3M PA3BUTUA, B KOTOPOM IPUHUMAIOT YYACTUE HACIE/CTBEH-
HbI€, 3H/JOKDPHHHBIE, (DEDMEHTHBIE M UMMYHHbBIE (DAKTODHL. BBIIENAIOT HECKOJIBKO TUIIOB AMHUJIOH/, OCHOB-
HBIE M3 KOTOPBIX AL — IIPOM3BOAHOE JIETKUX LENEN HMMYHOITIOOYIMHOB, AA — IPOM3BOAHOE OEIKA OCTPOH
(ha3pl O-TJIOOYIIMHA, U AMUJIOW], CBA3AHHBINA C KEPATUHOM, — AK. AMHION/I03 MOXET OBITh CUCTEMHBIM, C IIO-
PaKEHUEM PA3IMYHBIX OPIaHOB Y TKAHEH U JTOKAIM30BAHHBIM (MECTHBIM). IIpH JIOKAIU30BAHHOM aMUJIOU-
J103€ KOKH IIPEUMYILIECTBEHHO ONPEAENAETCA aMUIony, AK, IpH y3/10BaTO-O/AMEYHOM BAPHAHTE — AMUJION]]
AK 1 AL. AMUJIOUJIO3 KOXU IPEUMYIIECTBEHHO UMEET JOOPOKAUECTBEHHOE TEUEHHE, OAHAKO Y 5—-10 % manu-
€HTOB C y3/I0BATO-OJAIICYHBIM BAPHAHTOM AMIJIOM032 KOXKY B JAIbHEMIIEM (POPMUPYIOTCA AMUWIOUIHBIE
M3MEHEHNUS BHYTPEHHMX OPIaHOB, IO3TOMY JAHHBIA BAPHAHT ABIACTCA IIOTEHLIMAILHO CUCTEMHBIM.

[IpeacraBneHo ONUCAHNUE KIMHMYECKOTO CIy4asd CEMEMHOTO AMWIONA03d KOXKH Y MATEPU U Jodepu. 3aboe-
BAHYC HAYAIOCh Y MATEPU B 58 JIET, Y I0YEPU B 37 JIET 6€3 KAKUX-TUO0 ABHBIX IIPUYMH. Y MATEPU KOKHBIN
MATONOTMYECKUH TIPOLIECC UMEN B0JIEE BRIPAKECHHBIN XapakTep ¢ (POPMUPOBAHUEM B OOIACTH OEIEp U rofe-
HEl MHOXECTBEHHBIX IUIOTHBIX Y3710B GYPOBATO-KOPHMYHEBOIO 1IBETA AUAMETPOM 1,5-2,0 CM, C/IMBAIOIIUXCA
MEXIy COOOH B KPYIHBIE OYIPUCTBIE OJLAIIKM € SKCKOPUALUAMHU, CEPO3HO-TEMOPPATMYECKIMU KOPKAMU U
MEJIKOIUTACTMHYATHIM MIEIYIIEHAEM Ha TIOBEPXHOCTH. Y JOYEPH HA 3a/jHEN NOBEPXHOCTH I'OIEHEH HAOMIOA-
JIUCh CAMHUYHBIE Y3/IbI AAMETPOM 1,0-1,5 CM, ¢ YETKUMHM I'DAHULAMH, 6€3 TEHACHUMH K CITUAHUIO.
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J1 IOATBEPKACHYA AUAarHO3d IPUMEHSIOCh TUCTOIOTMYECKOE U YILTPA3BYKOBOE UCCieoBaHue. HecMorps
HA TO, 4TO AMIJIOM/IO3 TPYAHO TO/IACTCA JICUCHHUIO, Y OOCUX KEHIIUH JIOBOJIBHO OBICTPO OblIa OTMEYEHA MO-
JIOKUTENbHASA AUHAMYKA OT IIPOBOAMMON TEPAIUU. YUNTBIBAA TOT (PAKT, UTO y3/I0BATO-OILAMEYHDIH aMUJION-
103 KOXH MOXET IPEAMECTBOBATh CUCTEMHOMY AMIJIOMZO3Y, 0O€ JKEHINUHBI HYKIAIOTCA B JUCIIAHCEPHOM
HAOMOJICHUN Y TEPATIEBTa sl KOHTPOJIA 32 OOIIUM COCTOSIHUEM M CBOEBPEMEHHOTO BBIABJICHUSA 1 KOPPEK-
1Y TOPAKEHNA BHYTPEHHUX OPT'aHOB.

KiroueBbie €10Ba. Y310BATO-OMAMEYHBIN AMUIONI03 KOKH, CUCTEMHBIN AMUIOU/03, TEHETHIECKUE (DaK-
TOPBL, TUCTOTIOINYECKOE UCCIIEOBAHNE KOKU.

Amyloidosis is a rare metabolic disease associated with the formation of an abnormal amyloid protein and has
a complex mechanism of development in which hereditary, endocrine, enzyme and immune factors are in-
volved. There are several types of amyloid, the main of which are AL — a derivative of the light chains of im-
munoglobulins, AA — a derivative of the acute phase of protein o-globulin and amyloid associated with kera-
tin — AK. Amyloidosis can be systemic, with damage to various organs and tissues and localized (local). With
localized amyloidosis of the skin, amyloid AK is mainly determined, with a nodular plaque variant — amyloid
AK and AL Amyloidosis of the skin mainly has a benign course, however, in 5-10 % of patients with a nodu-
lar—plaque variant of cutaneous amyloidosis, in the future amyloid changes in internal organs are formed,
therefore this variant is potentially systemic.

A clinical case of familial cutaneous amyloidosis in a mother and a daughter is described. The disease began in
the mother at the age of 58, in the daughter at 37 years old without any obvious reasons. In the mother, the
cutaneous pathological process had a more pronounced character with the formation of multiple dense
brownish-brown nodes in the hips and shins, 1,5-2,0 cm in diameter, merging into large bumpy plaques with
excoriations, serous-hemorrhagic crusts and small-plate peeling on the surface. In the daughter, single nodes
with a diameter of 1,0-1,5 cm, with clear boundaries, without a tendency to merge, were observed on the
back surface of the shins.

Histological and ultrasonic examination was used to confirm the diagnosis. Despite the fact that amyloidosis
is difficult to treat, a positive dynamics resulting from the therapy was noted quite quickly in both women.
Given the fact that nodular plaque amyloidosis of the skin may precede the systemic amyloidosis, both
women need to undergo a follow-up observation from a therapist to monitor the general condition and a
timely detection and correction of internal organ damage.

Keywords. Nodular plaque amyloidosis of skin, systemic amyloidosis, genetic factors, histological examina-
tion of skin.

BBEIEHHME I0T YYACTHE HACIE/ICTBEHHBIE, 3H/IOKPUHHBIE,

(DEpMEHTHBIE X UMMYHHBIE (DAKTOPBL; [IPOUC-

AMUIONZI03 — PpEAKOE META00IMIECKOe
3200/1€BAHKE, IIPU KOTOPOM IPOUCXOAUT 0Opa-
30BAHUE ATUIIMYHOIO OEJIKA AMWIOMAA C IO-
CTIEAYIOMUM OTIOKEHUEM €TI0 B TKAHAX ME3EH-
XUMATBHOTO  npoucxoxzeHusa [1].  Tepmun
«MWIOWI03> mpepioxkut B 1854 1. Pymomnbd
BupxXO0B, KOTOPBIH BBIABU/I U3MEHEHUE OKPACKH
AMIWIOM/IHBIX MOPAKEHUI T'OJIOBHOTO MO3IA Ha
(PMONETOBYIO TIPU JJOOABNEHUN CEPHOI KUCIO-
Thl U CBETJIO-TOMYOYIO IIPU J00ABIEHUU HOJA,
YTO XAPAKTEPHO I KPAXMAJIA ¥ PACTUTENBHON
LEJUIONO3bL (amylon — «COREPKAMMI KPaxX-
M) [2]. B pasBuruy 3a26071€BaHUA IPUHUMA-

XOJUT 0OPA30BAHNE KIETOK AMUIOUI00/ACTOB,
KOTOPBIE CUHTE3UPYIOT AMUJIONT [3)].

Avmnons; — (pUOPWUIAPHBIA OEJIOK, TPEX-
MEPHON  B-CKIAAYATON  CTPYKTYPBL, KOTOPBIA
COCAUHACTCA C NOMMCAXAPUAAMU IUIA3MBI KPOBH,
VMMYHHBIMM KOMIUIEKCAMH, KUCJIBIMH ITIMKO34-
MUHOITIMKAHAMU COEMHUTENIBHON TKAHH, (PUO-
PUHOM ¥ KEPATUHOM. Pa3ni4aior Tpy OCHOBHBIX
TUNd AMWIONAA: AL — IIPOM3BOJHOE JIETKUX Lie-
el MMMYHOIVIOOYIMHOB, AA — IIPOU3BOAHOE
6emKka ocTpoit (hasel O-IMOOYINHA, U AMUJIOW,
CBA3AHHbIA ¢ KepatrHOM, — AK. [Tpu amunonzio-
3€ KOKU NPEUMYIIECTBEHHO BBIABIAECTCA AMUJIO-
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ux AK npu y3n0BaTO-O/IAMEYHOM BAPUAHTE —
amunonp AK n AL [4).

BBIIEAIOT CUCTEMHBI U MECTHBIN (JIOKA-
JIM30BAHHBI) aMWIOMz03. [IpM  CHCTEMHOM
IpOLIECCe AMWIOW] OTKIA/bIBACTCA B PA3/INY-
HBIX OPIaHAX ¥ TKAHAX [5]. CUCTEMHBIIT AMHJION-
JI03 MOXET OBITh IIEPBUYHBIM  (MMOIATHYE-
CKMM), HACJIE[ICTBEHHBIM, BTOPUYHBIM — CBA3AH-
HBIM C JIDyTUMH  320071€BaHUAMU  (OOJIE3HD
bexrepesa, PEBMATOMAHBIN APTPUT, OOJIE3HDb
Peiitepa, 60ne3up bexuera, cunpom lllerpena,
IICOPUATUYECKUIT  APTPUT, HECTEHU(PUIECKUN
A3BEHHBI KOJIUT, CUCTEMHAA KPACHAA BOMYAHKA,
CUCTEMHAA  CKIEPOAEPMUS,  JEPMATOMUO3UT,
nenpa, TyOepKy/es3, TPETUYHbIM cudunc, 60-
7e3Hb XOPKKUHA) U ACCOIMUPOBAHHBIM C MUE-
nomovt [0]. TIpu 3TOM Pas3BUBAIOTCSA HAPYIIEHUE
OOIIETO COCTOAHMSA, APTPAITUH, MUAITUH, TTOPA-
JKEHUE TIEPUDEPUUECKUX HEPBOB € (POPMUPO-
BAHUEM TYHHEIBHOIO KAPNAIBHOIO CHHAPOMA,
U3MEHEHHUA  CEPACUYHO-COCYAUCTOM  CUCTEMB,
COIPOBOKIAIOIMECS KAPAUOMETAIUEH, APUTMHU-
€l U CEPAEYHON HEJOCTATOUHOCTHIO, KPOBOTE-
YCHUA U3 OpPrdHOB JKEIYAOYHO-KULMIEYHOTO
TPAKTa, CUHAPOM MaIbabCOPOLY, IeraToOMera-
7, CIVICHOMETAINA, IOYEYHAad HEJOCTATOY-
HOCTb, JIEMEHIUA IIPU MOPAKEHUU T'OJIOBHOIO
moara 7).

CUCTEMHBINT AMWIOW/O3 COIPOBOKIACTCA
U3MEHEHUEM KOXHM U CJM3KUCTBIX 000IOYEK C
00pa30BAHUEM IUIOTHBIX OTEKOB, T€MOPpAruye-
CKUX BBICHIITIAHNI BOKPYT' 17143, TIOUKUIOACPMUH,
IAXUIEPMUM, CKIEPOACPMOIOAOOHBIX M3MEHE-
Hul, anonenuy. Ha ymne 06pasyrorcs rajKue
TOJYIPO3PAYHBIE  IANY/Ibl  AHTAPHOIO  LBETA,
UMEIOIUE CXOACTBO C KCaHTOMAMM [8]. fA3bIK
VIUIOTHAETCA ¥ YBEIMYMBAETCA B 3—4 Pasa, CTa-
HOBUTCS MAJIOTIO/IBIDKHBIM, 10 TIEPU(PEPUN A3bI-
Ka NOAB/AIOTCA reTexu [9)].

[Ipy mopaxkeHun OAHOIO OpraHa BO3HHU-
KA€T JIOKAIM30BAHHbINA (MECTHBIN) AMUJIOU/I03.
JIOKQ/IM30BAHHBIN  AMUWIOWIO3 KOXHU MOXET
Pa3BUBATLCA MEPBUYHO WIM BTOPUYHO, KaK
CJIE[CTBHE TIPEAUIECTBYIOMEIO KOKHOIO MaTO-
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JIOTMYECKOI'O poIecca (KPaCHBIM IIIOCKHI
JIALIAY, ATOMUYECKUN IePMATUT, XPOHUYECKAs
A3BeHHad mmoaepmud) [10]. Pazmuyaror nat-
HUCTBIY, Y3€IKOBBI M Y3710BATO-OJIANIECYHBII
aMuiIon03 Koxu [8; 11]. IIATHUCTBI aMUION-
103 XAPAKTEPU3YETCA TMOABIEHUEM IIPEUMYyILIE-
CTBEHHO H4 CIIMHE, B MEXJIONATOYHON OOIACTH
OYpPOBATO-KOPUYHEBBIX  [UIEPIUTMEHTUPOBAH-
HBIX IATEH PA3NMYHBIX PA3MEPOB, C YETKUMU
TPAHUIAMY, OBWIBHOU (POPMBI, COIPOBOX-
JAIOIUXCA HE3HAYUTEIbHBIM 3yaoM [12]. IIpu
YCWIEHUN WH(WIBTPALUU MOIYT OOPA30BbI-
BATbCA MEJIKUE Mamyiabl. MHOrma ovyar npuoo-
pETaeT CETYaThl PUCYHOK WINM HATIOMUHAET
IIOBEPXHOCTb, IIOKPBITYIO PAOLIO [13].

[Ipy y3€IKOBOM aMIJIOUI03€ HAOMIOAAETCA
(OpMUPOBAHME HA TIEPEAHEN IOBEPXHOCTH
roJieHen U 6efep Ha (POHE IUIOTHOIO OTEKA
MHOXKECTBEHHbBIX, OIU3KO  PACIONOKEHHBIX
APYT' K JIPYTY, HO HE CJIMBAIOMUXCS, OKPYIJIBIX
TIOJYIIPO3PAYHBIX MAIY/T KPACHO-KOPUYHEBO-
OypoBATOrO 1BETA, AUaMeTpoM o 0,5 cM, 1o-
BEPXHOCTb KOTOPBIX OCTAETCA IVIAAKON WIN
TIOKPBIBAETCA MENKOIUIACTUHYATBIMU  CEPOBA-
TBIMU delnyikamu [14]. CyObeKTMBHO OTMEYa-
€TCS 3y/l, YTO NPUBOAUT K OOPA30BAHUIO Te-
MOPPArM4YECKUX KOPOYEK, SKCKOPUALWLL, A T10-
TOM U JINXEHU(PHUKALIUH.

Y310B4aTO-ONAMEYHBI  AMWIOW03 Ha-
OMIOJAETCA PEXE ABYX MPEAbIAYIINX BAPUAH-
TOB, €I'0 OTJINYAET BOZHUKHOBEHHUE IUIOTHBIX
Y3JI0B UAMETPOM 1-2 CM, KOTOpBIE MOTYT
CJIMBATBCA MEKAY CO60M € (HPOPMUPOBAHUEM
OYTPUCTBIX OJIAMIEK C POTOBBIMU HACIOCHUSA-
MU ¥ BEPPYKO3HBIMU Pa3PACTAHUAMU HA I10-
BEPXHOCTH [15]. M3mOONEHHON JIOKAIU3aLH-
el ABNAETCA DPA3rudarenbHas IOBEPXHOCTD
rojeHei. Ilaromornyeckuil mporuecc Comnpo-
BOX/IAETCA BBIPAKEHHBIM 3yZ0M. B perpecce
OTMEYAIOTCA  ATPO(PUUECKUE  U3MEHEHU.
Y 5-10 % ManueHToB C y3710BATO-ONANIECUHBIM
AMWJIOMIO30M  BIOCJIE/ICTBUM  PA3BUBAIOTCA
AMWIOWJIHBIE TOPAKEHUA BHYTPEHHUX Opra-
HOB [10].
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JIMarHoCTKa AMIIOW03a KOXKU OCHOBBI-
BAETCA HA JIAHHBIX KJIMHUYECKON KAPTUHBI U
THCTOJIOTUYECKOTO (B TOM YMC/IE TUCTOXUMMYE-
CKOTO) MCCIE0BAHMSA, IPU KOTOPOM B PE3YIIbTA-
T€ OKPAIIMBAHKA T€MATOKCWIMHOM U 303MHOM
OOHAPYAKUBAIOT OTIOKEHUE AMWIOWA B BUJE
KPHUCTAUIOB WM aMOP(HBIX IJLIOOK PO30BOIO
IIBETA B JIEPME, BOKPYT' BOTOCAHBIX (DOJUIMKYIIOB,
COCY/IOB, TIPOTOKOB IOTOBBIX U CAIBHBIX JKEJE3
[17]. BoKpyr OTIOKeHMI aMIWIOWA OIpPEae/-
10TCSL (PUOPOOIACTHL U TIA3MATUYECKUE KIIETKH,
3MIACTUYECKUE BOJIOKHA OTCYTCTBYIOT. Bocmanu-
TEJIBbHON PEAKIIMK HE HAOMIOAETCA WIM OHA He-
3HAUUTENbHAL. B ammjiepMuce OTMEYAETCA TH-
NIEPKEPATO3 U AKAHTO3, 60JIEE BBIPAKEHHBIE TIPH
Y37I0BATO-O/AMIEYHOM BAPUAHTE.

[IpUMEHAIOT UCCIE/IOBAHNE B TOJAPU3A-
[IMOHHOM MUKPOCKOIIE C OKPAIMBAHUEM KOHIO
pOT, KOTOPOE PACTIPEAEIAETC BOIb AMUIOU]I-
HBIX (pUOPWILI, YCWINMBASA UX dHU3OTPOIHMIO U
obecreunBasg  AONOYHO-3ENIEHOE  CBEYEHUE  C
JIBOMHBIM JIy4erpenomieHueM [18].

JupPepEeHIUATBHYIO AUATHOCTUKY aAMU-
JIOUJI032 KOXKH TPOBOJAT C MUKCEAEMATO3HBIM
JUXEHOM, JMIIAeM Bujami, NpeTuonanbHONn
MUKCE/IEMOI, BEPPYKO3HBIM KPACHBIM IUIOCKMM
JIUIIAEM, Y3JI0BATOU MOYeCyXou [anma, 6opo-
JIABYATBIM TYOEPKY/IE30M KOKU [19].

AMUIION/I03 KOKU CIOXKHO TIOAAETCA JIe-
YEHWIO.  VICOmp3yloT — AMMHOXWUHOJUHOBBIE
[penapaTel (XJIOPOXUH, THAPOKCUXIOPOXUH),
YVHUTHOJI, CACTEMHBIE PETUHOU/IBI (ALIUTPETUH).
HapyxHO NpUMEHAIOT OOKAIBIBAHUE OY4rOB
JIIOKOKOPTUKOCTEPOUIAMY,  OKKJIIO3OHHBIE
TOBSA3KU C ITIIOKOKOPTUKOCTEPOUJHBIMU Ma3sl-
MH, KJIBLUIIOTPUOI, UXTUOM, 3NEKTPO(Ope3 ¢
Ua301, KoMupeccsl ¢ 10-50%-HbIM pacTBO-
POM IMMEKCH/IA, 1a3epoTepanuto [20].

[Iporuo3 ompejenercs BapUAHTOM  AMU-
Jon1034. JIOKAIM30BAHHBI AMUJIONZIO3 KOXKU B
OOJBIIMHCTBE CJIy4A€B UMEET JJOOPOKAYECTBEH-
HBIl XAPAKTEP, OFHAKO IIPU Y37I0BATO-OMAIIEY-
HOM BAPMAHTE PEKOMEHJYETCA PEIYIAPHOE HA-
OMOZIEHNE JUIA NCKITIOYEHNA WIN CBOEBPEMEHHON

JUATHOCTUKA  CUCTEMHOCTH  IATOJIOTMYECKOTO
npouecca. Ilpy CUCTEMHOM AMWIOWO3€E IIPO-
JIOJKUTEIBHOCTD JKU3HU COCTABISIET OT 5 MeCH-
1IEB /IO HECKOJIbKUX JIET; HEOMATONPUATHBIM CUU-
TACTCA AMWIOW/I03, ACCOLIMAPOBAHHBIN C MUEJIO-
MO¥, 4 TAKKE AMIIOWIO3 C OPLKEHUEM CEP/ALIA
W 1oueK [21].

KIMHAYECKUY CIYYAK

[IprBOAMM ONMCAHKE KIMHUYECKOTO CIIy4ast
AMUJIOWI034 KOKU Y MATEPU U JI0UEPU.

[Tatmentka J1, 1954 1. p., 06pATIIIACh C KO-
©aMH Ha BBICBITAHKA HA TOJIEHAX U OE/IPAX, COMPO-
BOKJAIOIINECS EPUOMIECKUM 3YIOM YMEPEHHOM
VHTEHCUBHOCTU. BIIEPBbIE BBICHITAHNA TTOSABIIVCH
B 2012 1., 6€3 BUIMMBIX IprynH. [1aryenTka oopa-
TWIACh K JIEPMATOBEHEPOJIOTY, ObUIO BBITOTHEHO
TUCTOJIOTMYECKOE MCCTIE/IOBAHNE, 110 JIAHHBIM KO-
TOPOTO ObUI TOCTABIEH JIMATHO3 AMIIOWO3A
KOKu. [IpOBOAWIOCH JIEUEHUE THAPOKCUXIOPOXU-
HOM, NEHTOKCU(DWUIMHOM ¥ HAPYXHO (PIyTUKA-
30HOM. KOKHBI ITATONOTMYECKUIT MPOLIECC Pas-
PEIWICA B TEUYEHUE MECALld OYarAMU TUIEPIINT-
MEHTALY, BIIOCIECTBAY 3TU OYAry NOOIEIHEHL.
B Teuenue 9 rier, 10 HACTOAIMIETO SMU30/4d, HOBBIX
BBICBIITAHUIT HE OTMEYAIIOC.

M3 aHaMHE34 KU3HN U3BECTHO, YTO Y POJI-
CTBEHHMKOB pdHEEe aMWIOWJ032 HE HAOMIO/a-
JIOCh. AJUIEPrONOTMYECKUIT dHAMHE3 CIIOKOEH.
[IpodeccroHaNbHBIE  BPEAHOCTH Y BPEHBIE
TIPUBBIYKN OTPULIAET. FAMYKEM, BCEIO OEPEMEH-
HOCTEN ObUIO 4, U3 HUX JIBE 3AKOHUMWINCDH CPOY-
HBIMH POJIAMHY, JIBE — MEAUIMHCKUMU 400PTAMU
B cpoke 110 10 nezenns. ComyreTByromue 3a60:e-
BAHWS: TUNIEPTOHUYECKAA 60/1€3Hb 11 CT., y3/10BO1
300 I CT, 3yrMpeos3, XPOHMYECKUI TACTPUT C
25 JIeT, XPOHUYECKHI XOJIELUCTHT.

OOBEKTUBHO:  COCTOAHUE  YAOBIETBOPH-
TebHOE, POCT 165 CM, Macca Tefa 72 Kr, HH/EKC
Macchl Tefa 26,5 (M36bITOK Macchl). TOHBI cepy-
114 ACHBIE, PUTMUAYHBIE, CUCTOJIMYECKUI IIYM HA
Bepxymke, YCC 72 yn. B MuH, Al 135/90 MM pT. CT.
JIpIXaHue BE3MKY/IAPHOE, XPUIIOB HET. KuBOT
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IPY TTATBIAIAN MATKUL, 6€3001€3HEHHBIM, Te-
YEHb ONPEIEIAETCA Y Kpad pPEOEPHOM JyTu.
CAMIITOM COTPACEHMA MOACHUYHOM 0671aCTH
OTPULIATENBHBIN C 06enx CTOpoH. [lepudepnye-
CKHE IMM(PATUYECKUE Y3/IbI HE TATBINAPYIOTCA.

BhIMOMHEHO OOIEKINHUYECKOE 00CIeI0-
BAHHUE: B OOIEM AHATU3E KPOBU — I'HMIIOXPOM-
Had aHEMUs JIETKOW CTEHEHU TAKECTH (3PUT-
porwrsl — 3,8:10%/1, remornooun — 109 /1,
JIEAKOI[UTHI 6,8:10"/1, TpOMBOIUTEl  —
310-10°/m, COD - 7 mm/4). B obmeM anamse
MOYM U3MEHEHUI HE BBIABIECHO. B Oroxummye-
CKOM aHAIM3€ KPOBY HE3HAYUTETBHOE IIOBbI-
MEHUE YPOBHS XOJNECTEPUHA — 5,5 MMOJIb/I
(HOpMA 10 5,2 MMOJIb/JT), OCTAJIbHBIE [IOKA3aTE-
J1 B TpefesaX HOPMAIbHBIX 3HAYCHUI. YIIbT-
PA3BYKOBOE HCCIEOBAHUE OPTAHOB OPIONIHOK
IOJIOCTU U TIOYEK: NEPErud IMENKU JKEIYHOIO
Iy3bIPS, NPU3HAKNA XPOHUYECKOTO XOJIEIUCTH-
TA. YIBTPA3BYKOBOE HCC/IEOBAHUE IUTOBUI-
HO JKEJE3bL: Y3710BOH 300 I cremnenu. Yiprpa-
3BYKOBOE MCCIEAOBAHUE CEPALA: TUIEPTPOPUA
neBoro xenypouka. MPT  ronosHoro mosra:
JIAHHBIX 33 ATOJIOIMYECKUE U3MEHEHUA TOIOB-
HOI'O MO3r'a HE OOHAPYXKEHO.

Status localis: KOXHBII ITATOJIOTUYECKUN
IPOLIECC PACIPOCTPAHEHHBIN, CUMMETPUYHBII,
pacrionaraeTcs Ha HApPYXHOHM IIOBEPXHOCTU
Oeziep U roneHel, IPEACTABIEH TOMUMOP(HBI-
MU BBICBIIAHUAMU B BUJIE Y3/I0B IIOJYIIAPOBU/-
HOM (DOPMBL, IVIOTHO¥ KOHCUCTEHIIUH, OypOBa-
TO-KOPUYHEBOIO L[BETA, AMaMeTpoM 1,5-2,0 cMm,
HEKOTOPBIE U3 Y3/I0B CJIMBAIOTCA MEKIY COOO¥ C
(bOpMUPOBAHUEM OYTPUCTBIX OrAmeK 3,0-3,5 M
B UpUHy U 4,5-50 CM B JUIUHY, C YETKUMU
IPAHULAMY, HENPABWIBHON (DOPMBL, HA IIO-
BEPXHOCTHU y3/I0B U OJIAMIEK 3KCKOPUALWH, Ce-
PO3HO-TEMOPPATMYECKNAE KOPKA U MEJIKOIUIA-
CTMHYATOE IIENYIIEHUE, IPYyOblE YEIYHKU Ce-
posaroro 1sera (puc. 1).

YIIbTPa3BYKOBOE BBICOKOYACTOTHOE UCCIIE-
JOBaHUE KOxKU 25 MI'M B 00/macTy 3a[HEN I10-
BEPXHOCTHU ITIPABOI T'OJEHM: TOMIIMHA SMUJEP-
muca 120 Mxm, gepmbl — 4200 MKM, fepMa I'u-
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TI03XOI€HHA, HEOJHOPOAHON CTPYKTYPBL, AUQ-
(hy3HO OIPEIEAIOTCA SXOICHHbIE 00PA30BAHMIA
HENPABIILHON (pOpMbI framMeTpoM 300-700 MKM,
OTTPAHUYEHNE OT THUIOZIEPMBI YETKOE. [HIio-
JIepMa BU3YATU3UPYETCA XOPOILO, TOJIIUHA OT
12 110 15 MM, y/IbTPa3BYKOBAA IUIOTHOCTH OJHO-
pozHad. 3aKIOYEHME: JAHHBIE MOIYT CBUJE-
TEIBCTBOBATH 00 AMUJION/I03€ KOXKHU.

[UCTONOrMYECKOE  UCCIEAOBAHUE: B 3IIU-
JIEPMUCE OTMEYAECTCA AKAHTO3 U THIIEPKEPATO3,
B IEpME IC30PTaHU3ALMA U (PPATMEHTALNA KO-
JIATEHOBBIX BOJIOKOH, 303MHO(WIBHBIE JI0/IbYA-
Thle OTIOKEHUA. [Ipy OKpacke KOHIO poT B IIO-
JEAPU30BAHHOM  CBETE  ONPEAENACTCA  CBETJIO-
3EJIEHOE CBEYEHHUE C JIBOFHBIM JIyYEIIPEIOMIIE-
HUEM. 3AKTIOYCHUE: AMUTIOU/I03 KOKU.

Ha OoCHOBaHMM JJAHHBIX AHAMHE3a GOJIE3-
HH, KIMHAYECKON KAPTUHBI, ITUCTOIOTUYECKOTO
U YIbTPa3BYKOBOTO MCCIEIOBAHUA KOKU OBbLI
YCTAHOBJIEH ~[JIMATHO3:  Y3/10BATO-OJIAIEYHBIN
AMUJION/I03 KOXU.

Puc. 1. Hayuenmxa JL,1954 2.p. (mams).
Dopmuposare 6y2puchmoix GIAUEK NPy YIR06amo-
ONAUEUHOM BaAPUAHME AMUTIOUIO3A KONCU



epmcKuiA MeanLMHCKNIA XypHan

2023 Tom XL Ne 2

Ha3Ha4eHO JIeYeHNe: MHBEKIMY OETAMETA30-
Ha 110 1,0 MJI BHYTPUMBILIEYHO OIIH PA3 B HEIEIO
Ne 3, ruanyporuaza o 64 VE ofiuH pa3 B JicHb B
TEYEHUE JIBYX HEEb IOJAKOXKHO, NIPUEM BHYTPb
KCAaHTUHOJIA HUKOTHUHATA 10 150 Mr 3 pasa B JieHb
Y HAPYKHO KIOOETA30/ OUH PA3 B IEHD B TCUEHHE
mecard. [Iocne TpoBEIEHHOIO JIEYEHUA HAOMO-
JIJICA TIOMHBIA PErPece BbICHITAHUN.

Yepes 8 mecanes nauueHTka E, 1984 1. p,
JI04b MAIMEHTKU JI, 0OPATHIACH C KATOOAMU
Ha BBICBIITAHMA HA T'OJICHAX, COIPOBOKIAIONIMIC-
(1 WHTEHCUBHBIM 3y7OoM. Panee wusMeHeHui
KOXM HEe HA0momanoch. Hauanmo 3a601eBaHuSA
HHU C YeM HE CBA3bIBACT.

M3 anamMHE3a KU3HU U3BECTHO, YTO Y Md-
Tepu B 2012 1. OGHAPYKEH AMUIONU/03 KOXU.
AJJIEPIUYECKUX  PEAKLUM  HE  OTMEYaJIOCh,
BPE/IHBIC TIPUBBIYKA U NIPO(ECCUOHANBHBIE
BPEAHOCTU OTPUILAET. 3AMYXKEM, BCETO OBUIO 2
OEpPEMEHHOCTH, KOTOPHIE 3AKOHUWINCH CPOU-
HBIMU pogaMu. CONyTCTBYIOIUE 3a0601€BAHNS:
XPOHUYECKUIT [ACTPOAYOACHUT.

OOBEKTUBHO: COCTOSHUE YIOBICTBOPUTEb-
Hoe, poct 170 cm, Macca Tema 60 Kr, MH/EKC MaC-
col Tena 20,7 (Hopma). TOHBI cepyila SICHBIE, PUT-
muunble, YCC 78 ya. B mun, Al 115/70 MM pr. CT.
JlpIXanue Be3UKYIAPHOE, XPUIIOB HeT. KuUBOT 11pu
HATBIALMY  MATKUY, 6e300/I€3HEHHBIH, TIeYEHb
ONPEENAETCA Y Kpasd pedepHOi Ayrd. CUMIITOM
COTPACEHUA TIOACHUYHON OOJACTH OTPUIIATEND-
HBIN ¢ 06enx CTOpoH. [lepugepryeckue mmda-
TUYECKUE Y3/IbI HE TAIBITUPYIOTCA.

BhImonmHeHoO OOIEKIMHUYECKOE 00CIeno-
BAHUE: B OOIIEM aHAIM3E KPOBH, OOIIEM aHAIH-
3€ MOUYM, OUOXMUMHUYECKOM aHANM3E KPOBU OT-
KJIOHEHUI IOKA3aTeNeN OT HOPMAIbHBIX 3HA-
YEHWII HE OTMEYEHO. [Ipu yIbTPa3ByKOBOM
UCCTIE/IOBAHNY CEPJILIA, OPTAHOB OPIOMIHON T10-
JIOCTH, TOYEK, IUTOBUJHOM JKEJIE3bl U3MEHE-
HU He OOHapyxkeHO. MPT rojoBHOrO MO3ra:
JIAHHBIX 32 MATOJOTMYECKUE U3MEHEHUS TOJIOB-
HOT'O MO3I'a HE BBIABJICHO.

Status localis: KOXHBI MATONOTMYECKUN
IPOLIECC PACIPOCTPAHEHHBIN, CUMMETPUYHBI,

pacnonaraeTcs Ha 3ajHEN MOBEPXHOCTU roje-
HEH, NPE/CTABIEH BBICHIIAHUAMU B BUJE €U-
HUYHBIX Y3J/I0B TIOTYIIAPOBUAHON (POPMBI Ana-
metpoM 1,0-1,5 ¢M, ¢ YETKMMU IPAHULIAMH, 6€3
CIUAHMA IPYT C APYTOM, IVIOTHOBATON KOHCH-
CTEHLIMH, KPACHOBATO-KOPUYHEBOIO IIBETA, HA
TIIOBEPXHOCTH Y3/10B MHOKECTBEHHBIE 3KCKO-
pUanyy, KOPOUKU CEPO3HO-TEMOPPATNYECKOTO
XAPAKTEPA U YMEPEHHOE MEKOIUTACTUHYATOE
IEYIIEHNE IUIOTHBIMM  CBETJIO-KOPUYHEBOTO
1IBeTa YCIyHKaMu (PUC. 2).

Puc. 2. Hayuenmxa E., 1984 2.p. (0ous).
00pa3sosarie eOUuHUUHbIX Y3108 NPU Y3N0684Mo-
ONAUCHHOM BAPUAHINE AMUIOUO03A KONCU

YIIBTPa3BYKOBOE  BBICOKOYACTOTHOE HC-
CIIeIoBaHNue KOXM 25 MIT B 061aCcTH 3aJHEH
MIOBEPXHOCTH IPABOK TOJIEHU: 3MUJIEPMUC —
110 mxM, TonmuHa Aepmbl — 2700 MKM, Cpea-
HAIA YIBTPA3BYKOBAs IUIOTHOCTb — 35-40 enu-
HUL; CTPYKTYpd HEOAHOPOJHAS, BU3YAIU3U-
PYIOTCA 3XOTCHHBIE BKIIOYCHHUSA JIMAMETPOM
200-400 MKM, OTTpaHUYEHHME OT I'MIIOAEPMBI
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yerkoe. [mmozepMa OmpesedeTcs XOpolo,
TOJIIMHA OT 8 MM, YIbTPA3BYKOBAs IIOTHOCTD
OZHOPOAHAA. JAKIIOYCHHUE: JAHHBIE MOIYT IO-
BOPUTH 00 AMUIOU/I03€ KOKU.

[ucronornyeckoe MCCIESOBAHUE: B 3IIH-
JIepMUCE OIPEAEACTCA AKAHTO3 U THIIEPKepa-
TO3; B IcpPME TOMOTEHU3ALMA U (PPArMEHTALIA
KOJUIATEHOBBIX BOJIOKOH, IIPU OKPACKE TIeMa-
TOKCWIMHOM M 303UHOM BBIABIAIOTCA KpHU-
CTAUIBl APKO-PO30BOIO LIBETA, IIPU OKPACKE
TCHIMAHBUOJIETOM — KDPUCTAUIBL KPACHOIO
BETA. BBIABIAIOTCA CAMHUYHBIC COCY/bI C IIe-
PUBACKYIPHON  JTUM(DOLIUTAPHON HUH(UIBT-
parnuert, ¢ MPUMECHIO IIA3MATUYECKUX KIETOK.

Ha ocHOBaHMY JaHHBIX aHAMHE3d, KIMHY-
YECKOM KAPTUHBI U TUCTOJIOTUYECKOIO HCCIIe-
JIOBAHMA KOXU ObUI YCTAHOBJICH JUATHO3: Y3/I0-
BATO-OJIAMIEYHBIY AMUTOUI03 KOKU.

HasnayeHo JjedeHue: BHYTPb THIPOKCH-
XJI0pOoXuH 110 200 Mr 2 pa3a B IcHb B TEUCHUE
AbIYX Hefienb uneHTokcupuwumy 1no 100 mr
2 pa3a B I€Hb, HAPYAKHO KIOOETA30J OIUH Pa3 B
JieHb B TedeHue MecAna. Ha one nposeseHHo-
IO JIEYECHUA OTMEYCHA IOJNOKUTEIbHAA JJMHA-
MUKQ: y3/Ibl PErPECCUPOBAIH, ¢ (POPMUPOBAHHU-
€M 0Yar'0B BTOPUYHOI IMIIEPIUTMEHTALIUH.

PE3VJIBTATBI U UX OBCYKTEHUE

[IpexcraBieH Cyd4al CEMEMHOIO Y3/10Ba-
TO-OJIAMEYHOTO AMUION/I03d KOXU Y MATEPU U
fodepy. [IpuMedartensHo, 4To y Matepu 3a60-
JNIEBAHNE BOZHUKIO B OONEE MO3HEM BO3PACTE
(58 ner), ueM y pouepu (37 ner). Obe KeHmu-
Hbl HAYaJI0 3200JIEBAHUA HU C YEM HE CBA3BIBA-
I0T. Y MaTepy IMOC/IE NEPBOTO 3MMU30/A MPOsB-
JIEHUW aMWJIOWJI03a KOXU PEMUCCUA COXPAHS-
1ach 9 net. M3 conyTeTByIOmMX 3200I€BAHUN Y
MATEPU OTMEUYEHBI TMIIEPTOHUYECKAA OOJIE3HD
Il cr., y3noBo# 306 I CT.,, 3yTupeos, XpoHuye-
CKAI TACTPUT, XPOHUYECKUH XOJICLUCTHUT,
Y 104€PU — XPOHUYECKUN TACTPOAYOJECHHUT.

Y MaTepy KOXKHBIN MATOJIOIMYECKUI IPO-
1eCC 60mee PACIPOCTPAHEHHBIY, C JIOKATU3ALY-
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eil B 006macTu Oefiep U TOJNEHEN, MPEACTABICH
MHOKECTBEHHBIMU  Y3/IAMY, CIUBAIOIMUC B
OyrpUCTBIE OJIANIKA 3HAYUTEIBHBIX PA3MEPOB.
Y jouepy  maToNOrMYECKUr TIPOLIECC PACIIONO-
JKEH TOJIBKO HA TOJIEHAX B BUJC €AUHUYHBIX Y3-
JIOB, MEHBIINX 110 PA3MePaM, YeM Y MaTepy, 6€3
CKJIOHHOCTH K CJIVSIHUIO, OJTHAKO C GOJIEE BBIPA-
KEHHBIM 3y/IOM. Y 06€UX KEHIIMH JUArHO3 NOJ-
TBEPKICH THCTOJIOTUYECKUM U YIBTPA3BYKOBBIM
uccaenoanneM. Obpamaer Ha ce6d BHUMAHKE
JIOCTATOYHO OBICTPO PA3BUBIIAACS TOJOKUTEb-
HAs IJMHAMUKA [IPY JICYEHUN y OOEUX KECHIIUH,
XOTA OOBIYHO AMWIOMJIO3 OTIMYAETCA PE3U-
CTEHTHOCTBIO K IIPOBOAIMON TePANUH [22].

Cnenyer OTMETUTD, YTO Y MATEPH U JlOYe-
Py AMWIOU/I03 UMEET JIOKATU30BAHHBIN (MECT-
HBI) XdPAKTEP C MOPAKEHUEM KOKH, Y 00EHX
KIMHUYECKU ONPEIENIEH OJUH, HAOONIEE PEf-
KUI1 BAPUAHT KOXKHOTO AMIJIOWJI034 — Y3/710Ba-
TO-ONAMEYHBIN. BaKHO TOMHUTB, YTO XOTH
AMWION/I03 KOXKU B IIEJIOM IPOTEKAET JOOPOKA-
YECTBEHHO, UIMEHHO €TO Y3/I0BATO-OMAMEYHbIN
BAPUAHT MOXET CO BPEMEHEM TPAHC(HOPMUPO-
BATBHCA B CUCTEMHBIN AMUIOWJ03 [23].

BbIBO/IBI

AMWIONI03 — PEAKAd IATONOIUA OOMEH-
HOTO XAPAKTEPd, BOZHMKAIOMAA BCJIE/CTBUE
(bOpPMUPOBAHNA AHOMAJIBHOTO O€/IKA aMUJION/IA
U UMEOMmAA CIOKHBIM IaToreHe3. JaHHBIA
KIMHUYECKUI CTy4Yail CEMEMHOI0 aMWION/032
Y MaTEPU U I0YEPU AEMOHCTPUPYET POJIb TE€HE-
TUYECKUX (PAKTOPOB B PA3BUTUHU 3TOIO 3a0071€e-
BaHuA. HaczeicTBEHHBIE (PAKTOPBI OKA3bIBAIOT
BIWAHNE HA MMMYHHBIE, (DEPMEHTHBIE M 3H-
JIOKDUHHBIE MEXAHMU3MBI, CIOCOOCTBYS 0OPA30-
BAHUIO OCOOOTO KIOHA KIETOK — aMUJIOMI00/1a-
CTOB, NPOAYLMPYIOMUX AMUIONA. Y OO€UX I1d-
IIMEHTOK BBIABJICH PEJKUIT BADUAHT — y3/I0BATO-
OJIALIEYHBIA AMIION/I03 KOXKH, KOTOPBIN UMEET
TOTEHIIUAIBHO CUCTEMHBIN XAPAKTEP U MOKET
IPEAIIECTBOBAT  AMWIOWJHOMY  TIOPAKEHUIO
BHYTPEHHUX OPraHOB. [103TOMy 06€ JKEHIIUHBI
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TIOJVICKAT JIUCIAHCEPHOMY HAOJIO/ICHHIO Y Te-
paneBTa JyIs1 KOHTPOJS 32 OOIIUM COCTOSHHUEM
OpraHu3Ma M CBOEBPEMEHHOTO BBIABICHUSA U
JIE4EHNs CUCTEMHOTO MPOLIECCA.
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