KJIMHUYECKUU TITPOTOKOJI
TUATHOCTUKU U IEYEHUS TSOKEJIBIU
KOMBMHMWPOBAHHBIN
MMMYHOZIE®ULINT




TSOHKEJIBIM KOMBUHUPOBAHHBIN
MMMYHOIE®PULIAT

Onmob6peno O6begnHEeHHON KOMHCcHel 1o kagecTBy
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OnpepgesieHue :

[TepBuunbie ummyHozepuuutol ([T /) - reHeTH4YecKue

HapylleH!sI UIMMYHUTETa, BCTPe4aeMOCTb, KOTOPBIX BapbUPYET OT 1:250 [0 1:1,000,000 B
3aBUCUMOCTH OT BHJa UMMYHOAePUIINTA U UccienoBaHus Hacenenus. [T/l sensiercs
BOKHOM IPyNIION reHeTHYeCKHX 3a00/IeBaHNM, KPUTHYECKU BIUSIIOIINX Ha 3J0POBbE,
KauyeCTBO )KU3HU TMAIIMEeHTOB U B CBSI3U C 3TUM, MPEACTAB/ISIOT c000i1 mpobiemMy
HaIlMOHAJIBHOI'O MacIuTaba.

TsorenbIii KOMOMHUPOBAHHBINA UMMYHOZeGULIUT (TsDKe1ast KOMOMHUPOBAHHASI
nMMyHHast HegocTatouyHocTh-TKMH) - reHeTnyecku 06yc/10BI€HHBINA

VMMYHOZepULINT, XapaKTePU3YIOIUICS MPAKTUYECKH ITOTHBIM OTCYTCTBHEM 3pesibix T-
UMQOLMTOB MPYU HaTMYUU WK oTcyTcTBuu B- 1 HK-mumoruros, 4To BeseT K paHHMNM,
KpaliHe TshKeTbIM MHOEKIIUSIM BUPYCHOM, 6aKTepPHUATbHOM U ONIMOPTYHUCTUYECKOU
IIPUPOABI U B OTCYTCTBHE MATOT€HETUYE€CKOU Tepalnyuy CMEPTH B IIePBbIe [1Ba IOfa XXU3HU.
Oo6mast yactota TKMH 1:50000 HOBOpOXkAeHHBIX. Cpeau O0IbHBIX MPE06/IAAAI0T TUIA
MY>XCKOT'O MOJIa.



CornacHo KlaccupUKAILMU 2015 I., OCHOBAaHHOM Ha T€HEeTUYeCKHUX
ocobenHoctsax TKMH»I mpencraBiensl cieayomumMmu GopMaMu [4]:

. T-B+ TsDKenasi KOMOMHUPOBAHHAS MMMYHHAsI HEZOCTATOYHOCTH C AePUIUTOM 001Iei
y-uenu. [IpyunHa: MyTanus B reHe o01eil y-nenu cynepcemeiictBa penentopa UJI-2. l'en
PACIIOIO)KEH B TOKyce q13.1 Ha X-xpomocome (peunenTtopsl IL-2R, IL-4R, IL-7R, IL-9R,
IL-5R, IL-21R).

0 TKHUH ¢ gepunurom JAK3 (cemeiicTBO Janus-acconmmpoBaHHBIX KHHA3, KOTOPOE
Bxogar Jaki,Jakz, Tykz, Jak3 BmecTe c Jak 1 coeguHeHbI € 0011€} y-IIeNbIO PEelenTOPOB,
OTHOCAIMXCSA K cynepcemeicTBy IL-2R);

0 TKHUH c gedpunnrom a-uenu UJI-7 (IL7Ra) - myranus rena IL7Ra, Haxopsmemcs Ha
XpoMOcCoMe 5, JIOKYC p13;

0 TKHH c gedpunnrom CD 45 (MyTanus reHa penentopa rTupo3utdpocdaraspr) —
PacIoJIO’KeH Ha XPOMOCOME 1, B TIOKYcCe (31-32;4

0 TKHH c gedpunnrom TCR (aHTHTEeHCBA3BIBAOILEro KOMIUIEKca) - myTanus CD36
Henu T-KJ1eTOYHOTO penenTopa;

0 TKHH c gedpunnrom TCR (aHTHTEeHCBA3BIBaKOIEro KoMiuiekca) - myrauus CD3e
Henu T-KJ1eTOYHOro penenTopa;

0 TKHH c gedpunnrom TCR (aHTHreHCBA3BIBAKOILEro KoMIUIeKca) - myranus CD3z
Henu T-KJ1eTOYHOro penenTopa;

0 TKHH c gedpunnrom Coronin-1A (myranus rera CORO1A)- HapyireHne

BbIXoza ¥ murpanuu T- tTum¢pouuToB U3 TUMyCa



T-B- TshKenbIii KOMOMHUPOBAHHBIN
uMmmyHozgepuiut (gedextor pexkombuHanmu JJHK):

[0 Mytanust reHa RAG1/RAG2 - HapyuieHre popmupoBanust npeT- u mpe B-
KJIETOYHBIX PELIENITOPOB, IpuBozsiiiee ¢ nedexry nupdepennyposku T 1 B-miumdounTos;
[1 Mytauus reda DCLRE1C (ARTEMIS) - Hapyuwenue VD] pekoMOUHALMK; penapaiu
AHK;

[] Myrauus rera PRKDC - HapyureHve VD] peKOMOUHALIMH, HapylleHHe pelapanyiy
AHK;

U] PeTHKynsipHast AucreHesus — Mytauus resa AK2 (MUTOXOHIpHAIbHAS aJeHH/IAT
KHMHa3a 2), HapyleHue auddepeHIpoBKY TMMEPOUIHOTO U MUETOULHOTO POCTKOB;

[ lepuiuT crHTe3a afieHO3UHe3aMHHa3bl — HapylLIeHHe IyPUHOBOro 0OMeHa, MyTals
reHa ADA npUBOAUT K OTCYTCTBHUIO aKTUBHOCTH a/IeHO3UH/Ie3aMHHa3bl, HAKOIJIEHHIO
TOKCHYECKHX METaG0/IMTOB IIyPUHOBOTO 06MEHa;

[] Myrauus rena CD40LG - gedexr popmuposanus CD4o nuranga (CD4oL; TNFSF5
i CD154) ¢ HapylleHueM CUI'Ha/IMHIA A€HAPUTHBIX KIE€TOK;

[l MyTauus reHa nmypunHyKIeosuzadocdopraasst (PNP)- HapyuieHHe IypHHOBOIO
o6MeHa, MyTauysi reHa PNP mprBOMT K OTCYTCTBHIO aKTUBHOCTH Ta, HAKOIUIEHUIO
TOKCHYECKHX MeTaG0/IMTOB IIyPUHOBOTO 06MEHa;

[ Mytanust CD8a - gedexr a-njent CD8 Mostexysisl ¢ HapyureH co3peBanusi CD8T
UMQOLUTOB;

] Myranus rera ZAP70/SRK - nedeKT cHrHaIMHIOBBIX KMHA3 C HApylIEHHEM
nepBu4HOM gudpepeHnpoBkr CD8+TKIETOK;

(] Myrauuu renoB TAP1, TAP2, or TAPBP (tapasin) — HapyLIeH¥e SKCIIPeCCHH MOJIEKY/T
TUCTOCOBMeCTHMOCTH | Kiacca;

[ MyTarust reHOB GaKTOPOB TPAaHCKPHIILIMK MOIEKY/ ThcTocoBMecTuMocTH 11 kiacca
(CIITA,RFX5,RFXAP, RFXANK) - HapylueH#e 3KCIpeccuy MOJIEKyYIT
ructocoBmectuMocTu Il k1acca;

[0 Mytanuu reHa ITK - gedexr IL-2-3aBrcrmoit T-K/IeTOMHOM KMHA3bI, HEOOXOAMMOI

JIJISI aKTUBALMHU T-KJIETOYHOTO perenTopa.



IHNATHOCTHUKA U JIENEHWME HA
AMBY/IATOPHOM YPOBHE:

1) JlmarHocTUYeCcKre KpUTEPHH:

yKano06br 1 aHaMHe3: pa3HOOOpa3ue )Kanob CBA3aHO C
MHOT000pa3ueM KITMHUYECKUX MTPOSIBIEHNI OCIOKHEHU I
TSDKEI0OTO KOMOMHUPOBAHHOTO UMMYHOAepHUIIUTa U yPOBHEM
nedekra. [IpenmytiecTBeHHBIE Xa/TOOBI Ha 3aTSDKHBIE
IMTHeBMOHUWM, OTCTaBaHHE MACCHI T€JIa, YaCThIN YXUAKWUHA CTYII,
IJIATEJ/IbBHBIN KallleJIb, 3aTsDKHBIE IMXOPAaAKHU, IMOsSIBJIEHUE 5
YACTBIX THOUHBIX BBIICJIEHUM U3 PAa3/IMYHbBIX JIOKYCOB, YIIOPHBIHN
apTO3HBIN CTOMATUT, CHIDKEHME allTeTUTa, PBOTA, JTUTE/TbHBIN
Katresnb . [Ipu cobope ceMeliHOTO aHaMHe3a HaI0 0OpaIIaTh
BHMMaHMe Ha CJTy4au MMOBTOPHBIX TSHKETBIX MHPEKINN U
CMepTei eTeil B paHHEM BO3pacTe C KITMHUKON MHPEKITUOHHBIX
3a60meBaHuii. CMepPTH MAJTBYMKOB B HECKOTBKUX TTIOKOJIEHUSIX B
CceéMbe IT03BOJISIeT MPeAIoIaraTh X-CLUerIeHHbIN XapaKTep
3a00eBaHMsl. bIM3KOpPOACTBEHHBIN OpPaK y poauTenei
yBEeJIMYUBAET BEPOSATHOCTb ayTOCOMHO-PeLleCCUBHOM
[1aTOJIOTUU



KinmHM4yeckass CMMIITOMATHUKA:

oTcTaBaHHMe peGeHKa B BO3pacTe /10 1 TO/Ia B BeCe U POCTE;

nocTBaKiuHabHbIe ocokHeHus (BLDKuT qricceMuHUPOBaHHBIN, TTOTMOMHUETAT

napaJuTHYECKUU U JIP.);

nepeHeCceHHbIe He MeHee 2 pa3 TshKe/ble MHPEKINH, TaKHe KaK: MEHHUHTHT,

OCTEOMHUEJIUT, [EeJUTIOIUT, CeTICHC;

YyacTble THOWHbBIE OTUTHI — He MeHee 3-4 pa3 B Te4eHHe OJHOTO Irofa;

yrHopHasi MOJIOYHHUIIA ¥ TPUOKOBbBIE TTOPAYKEHUSI KOXKU;

IHOMHOEe BOCIajIeHue MPUIATOYHbIX MTa3yX HOca 2 U 60jiee pa3 B TeueHHe roja;

peluIUBHPYIOLIYie THOWHBIe TIOPAaYKeHU S KOXU;

pelINBUPYIOIIVe TUITUYHbBIe OaKTepHaTbHbIe MHQEKIIUH, TTPOTEKAIOLINE B TSDKETON
bopme, c HEOOXOAMMOCTHIO UCITOTH30BAHUSI MHO)KECTBEHHBIX KYPCOB aHTUOMOTHKOB (10
2 MECSLIEB U JOJIbIIIE);

omnmopTyHucTrdeckue nHdekiuu (Hampumep: Pneumocystic carini), Bupycamu
repriec TPyIInbl, FPUOKAMH, MMPOSIB/ISIIOTCSI B OY€Hb TSDKEIOM, XpOHUYECKOH popme Hn
He MOJJAI0TCSI CTAaHJAPTHOMY Jie4eHUI0, (HeoOX0JUMO BHYTPHBEHHOE BBeIeH1E
AHTUOMOTUKOB);



KinmHM4yeckass CMMIITOMATHUKA:

peLIuBUpYyolire (MOBTOPHBIE) AUAPEU; MaTbaOCOPOILIHS;
OTCYTCTBHE/yBeandeHre TMMPATHIYECKUX Y3/I0B;
yBeJIMYEHHeE ITIeYeHU U CeIe3€HKH;

Ha/in4ue B ceMbe O00mbHBIX [T ]T;

Ha/IM4YMe B ceMeiHHOM aHaMHe3e CMepPTH peOeHKa PaHHero
BO3PacCTa C KIMHUKOM MHPEKIITMOHHOTO 3a00/IeBaHMSI;

M3MeHeHUs B aHa/In3e KPOBU: OY€Hb YaCTO aHEeMUSI, B
nerikopopmysie CHIDKeHHE KOJTMYeCTBa TUMQPOIUTOB,
SPUTPOIIUTOB, peXke TPOMOOIIUTOB,;

abcIecchl BHYTPEHHEr0 OpraHa;
pelyauBUPYIOlre abCIecchl MTOAKOKHOM K/IeTYATKHY;

TSDKE/10€ NJIN JJIMTEC/IbHOE ITPOAB/ICHHUE 60pO,ZLaBOK,
KOHTArvuo3HbIN MOJLUTIOCK.



dusnkaspHOE 00C/IeI0BaHUE

pocT u Bec pebeHka. Y gereit ¢ TKMH gacTto oTrmevaeTcst 3amepikka
Pa3BUTUS;

nmuM@aTrHyecKast cuctTeMa: nepudepudeckuve TMMpaTuiecKue y3Ibl
yMeHbIlIeHbI UJIM OTCYTCTBYIOT, peXke muMdaseHonaTus (dpeaMepHas);

YBE€/IMYE€HHE ITI€YC€HHN U CEJIE3E€EHKU;

KO)XHbIE TIOKPOBBI Y CJIM3UCTHIE: KAHAWUA03 KOXXKU U CIU3UCTBIX TPU
OTCYTCTBHH IPEAPACIIOIATAIIINX PaKTOPOB (1edeHus
AHTUOWOTHUKAMU WJTH KOPTUKOCTEPOUIAMH, MHPHUITPOBaHHE ITPU
KOPMJIEHUU I'PyAbI0). I3 bsa3BaeH s sI3bIKa, CIM3UCTOM pTa U
nmepraHaJIbHOM 00/1acTH. [HOTiHbIe MTHPEKIINH KOXKH U MMOIKOXXHOM
KJIeT4aTKU. Bo3MO)KHA ChITTh IO TUITY CE0OPEHHOT0 IepMaTHTa.
KoustonkTusBut, Bei3BaHHbIM Haemophilus influenzae;

3a6oeBanus /IOP opraHoB: XxpoHUYeCKHe THOWHBIE OTUTHI,
COTIPOBOXKZAOIIHECS PYOIIOBBIMU UMEHUSIMU OapaOaHHOM
IepPenOHKY;

HeBPOJIOTUYEeCKHe HapyIlIeHUs : dHIlepaIonaTUH;
o34 Hee OTIaleHre MYTIOBUHbBI, OM}aTUThI



JlabopaTopHbIe UCCieJ0BAHMS

OOLIMI aHa/TN3 KPOBU: MO3BOJISIET BBISIBUTH aHEMUIO, JIEUKOTIEHUIO WK TuMdornuTonenuto. Obiee
Y1 CJ10 TUMQOLMTOB JOHKHO COCTAB/IATh HE MeHee 1000 MKJTY IeTel MJIaJIIIe 2 JIeT YUC/I0
nUMQOIMTOB B HOPMe AO/DKHO OBITh He MeHee 2800 MK [TockonbKy T-TUMOIUTHI COCTaBISIOT
oxo110 75% Bcex TMM$OLUTOB KPOBU, TMMOTIEHHS TOYTH BCEIr/Ia CBUETETLCTBYET O CHIKEHUH
yrcsa T-muMpOIUTOB MPU BhISIBIEHUU aOCOTIOTHOM MK OTHOCUTETbHOM TUMQOTIEeHNH .

OMOXMMUYECKWI aHATN3 KPOBU — KPEATUHUH, 3JIEKTPOJIUTHI, TeYeHOYHbIe pepMEHTHI,

MoueBasi KUC/IOTA. Y eTeil 00si3aTeIbHO OTIPEeAEISIIOT YPOBEHB XJIOPa B MTOTE U OLEHUBAIOT K30KPUHHYIO
GYHKIUIO TOKETYIOYHO# JKejie3bl. ITO 0COOEHHO HEeOOXOOUMO MPU PeLUIUBUPYIOLIUX MHPEKIMIX
IbIXaTe/TbHBIX MyTeM, CMHIPOMeE HapyIIeHHOTO BCAChIBAHUS U 33/I€PXKKe PAa3BUTHSI.

MUKPOOUOTOTYeCKast IUArTHOCTHKA
- MUKPOCKOMHS Ma3Ka, OKpalleHHOoro no ['pammy
- KyJIBTYpaJIbHOE UCC/IeJOBaHHe KPOBH, MOKPOTBI, MOYU, KaJjia AJis BblJeIeHUs
BO30YIUTE/IS U OLIEHKU €r0 YyBCTBUTETbHOCTH K aHTUOHMOTHKAM.

KOJTM4YeCTBEHHOe OIpeie/ieHre UMMYHOITOO0yinHOB A, M, G, E;

KOJTMYeCTBEHHOE OIpe/ie/ieHre CyOromyIsauii TUMQPOIUTOB METOIOM ITPOTOYHOMH
nutodaoopumerpuu (CD 3+; CD 4+; CD 8+; CD 16+/56+,CD 19+; CD 3+ HLADR+;
CD 16+/56+);

Tect Ha B1Y;

ompejie/ieHre AKTUBHOCTH (arofiTapHOro 3B€Ha UMMYHHUTETA.



MHCcTpyMeHTa/IbHbIE UCC/IeJOBAHUSA

Y3U opraHoB OpIoNrHOM MOIOCTH, ITUTOBUIHOM
YKeJ1e3bl U APYTUX OPTaHOB (110 MTOKa3aHUSM);

Y3 BUIIOYKOBOM YKe1e3bl;

PentreHorpadusi opraHoB rpyaHOM KIeTKH (110
ITOKa3aHUsIM);

Pentrenorpacdus rpyHOM KJIeTKU B ABYX ITPOEKIIHSIX
(IOIOIHUTEIBHO pa3Mep BHIOYKOBOI JKeJie3bl).



TakTHKa jiledyeHU :

HemengrkameHTO3HOE jledeHHe: BKIIOYAET U30ISIIAI0
naiyeHTa, 00sI3aTe/IbHOE HOLIIeHVe MeTUITMHCKON MAaCKH,
abaKTepUabHYIO TTUIILY.

MearikameHTO3HOe ieueHne: MHPEKITMOHHbIX
OCJIOXXHEHUM — cormacHo [Iporokonam Tepanuun
COOTBETCTBYIOIIUX HO30/IOTHI. BKTfoYaeT B ce6s1
aHTUOAKTepHa IbHbIE TTPETAPaThl ITMPOKOTO CIIEKTPA
IeMCTBUS, aHTUMUKOTHUYECKMe TIpeliaparsl,
MTPOTUBOBUPYCHYIO TEPATUIO, TPOPHUIAKTUKY
MMHEBMOLIMCTHOU MTHEBMOHWU, 3aMeCTUTEeTbHAs Tepanust
MMMYHOT/IOOY/THMHAMH, I€3UHTOKCUKAITMOHHYIO TePAITHIO.
[Ipyn HanM4YMK BbIIETIEPEYUCTIEHHBIX CUMIITOMOB
HeoOXoMMa CPOYHAas TOCIUTATHU3ALIMS B CTAllMOHAP



| lepeyeHb OCHOBHBIX JIEKAPCTBEHHBIX
CpenCTB:

AnTHOaKTepHaibHbIE TIPEeapaThl B TA0/IeTUPOBaHHOM popme
VTN B BUZIE CYCTIEH3UI Y CUPOTIOB JJisl IPHEeMA BHYTPb:

MeHUIIM/UITMHBI (QMOKCHUITUJ/IIUH, TIOPOIIOK ISl IPUTOTOB/IEHUS
CYCII€eH3WH [IJIsl IPUeMa BHYTPb 125MT/5MJI, 250MT /5MJI;

AMOKCHUIIMJIJIMH/KJIaByJIAHOBasi KUCJIOTA 125MT,
AMOKCHIIJUTHH/CYy/IbOAKTaM);

edanocrnoputsl (1repypoxcum. ['paHysibl 4151 IPUTOTOBIEHUS
CYCIIEH3UH 125MT, TaO/IeTKU 125 MT; IledperrM, TPAHYIIbI AJIsI
IIPUTOTOBJIEHUS CYCITEH3UU 200MT);

$TOpXHUHOMOHBI (ITUITPO}IOKCAIIUH 250MT TaOIETKH);

MaKpOJINUIbl (A3BUTPOMMIIVH, POKCUTPOMHUIIVH,
KJIADUTPOMHUIIVH).



AHTUMHMKOTHYECKHE IIperapaThl /il IpHeMa BHYTPb:
a30sbl ($payKOHA301, BOPMKOHA30JI, MHTPAKOHA3O0I,
II03aKOHA301);

amoTepuiiH B;

ITO/INEeHOBbI€ dAHTUMHUKOTHUKHNA30/1bI (HI/ICTaTI/IH =
CYCII€H3UsI OJ1s1 ITIOJIOCTHU pTa).

3. KoTprmokcasos cycnieH3ust Ui TabIeTKH AJisl TpreMa
BHYTPb 120MT;

4. ITpoTHBOBUpYCHBIE penapaThl:
AITUKJIOBUP 200MT /Tab/1eTKa;

5. [TpodmmakTrka nHdeKIMiA, BBI3BAaHHBIX Pneumocystis
carinii (KOTPUMOKCA30J1 5MT /KT IO TPUMETOMPUMY
e)XeHEBHO WJIU 3 Pa3a B HEJIEJIO) .



[TOKA3AHHWA AJIA TOCITMTAJIM3ALIMHNU C YKASAHHWEM
THUIIA TOCITUTAJIM3ALIN:

[lokazaHus g5l 5KCTpeHHOU rocnuTanusauuu: IIpyu nogospennu va TKMH

IKCTPpE€HHAA roCIinTa/in3alivis B CliI€eUa/TM3UPOBAHHOE
OHKOI'eéMaTOJIO'n4eCcKoe

oTAej/IeHHe.

l_[aI_LI/IeHTI)I, C paHee YCTAHOBJIEHHbBIM INAI'HO30M, B IT€PpHUO/, ITOCJIE
TPaHCIVIAHTAlIU U

remMono3Tu4deckux cTBonoBbix KeTok (TT'CK) rocnuranusupyroTcst
SKCTPEHHO B C/Iy4ae

MHQEKITMOHHbBIX, ayTOUMYHHBIX, OHKOJIOTUYECKUX OCIOKHEHU .

[lokazaHwus AJis1 MIAHOBOUW FOCIIUTAIU3ALA: MMALUEHTHI, C paHee
YCTaHOBJIEHHBIM

AWUArHO30M, B II€pUOJ IMOCJIE€ TPAHCIVIAHTAINUH reMOITO3TUYECKHNX CTBOJ/IOBBIX
KJIE€TOK

(TT'CK) mist mmaHOBBIX 0OCI€OBAHUM U IIPOBEIEHMS 3aMECTHUTETHbHOM
TepaTuH.



TUArHOCTHKA

[lepeyeHb OCHOBHBIX IMarHOCTUYECKHX MEPOTIPUSTU:
00OLIMiT aHA/TN3 KPOBH + JIeUKOPOPMY/Ia pyYHBIM METOJOM;
MYHKTaT KOCTHOTO MO3ra (Muenorpamma);
OMOXMMHYEeCKHUH aHa/IN3 KPOBH; || ompesiesieHrie 6e/TKOBBIX GpaKLMii; 15

pa3BepHyTasi UMMYHOTPaMMa : IO CYeT CyOnonyasiiiuoHHOro coctaBa T-,B- numdponuTos, NK-knetok, HLA DR+CD3+,
HLADR+CD3-, CD25+, CD95+, CD4+8+, ypoBeHb CHIBOPOTOYHBIX UMMYHOTIOOY/TMHOB (¢ mogTunamu Gi,2,3,4, sIgA),
KUC/IOPOZ3aBUCUMBII M KHUCJIOPOJHE3aBUCHUMBbIN (HaroiuTos, onpezeneHre akTUBHOCTH KOMIIOHEHTOB KOMITJIEMEHTA,
TeCThl PyHKIIMOHATBHON aKTUBHOCTH T-TUMQOIUTOB, IIUTOKMHOBBIN CTAaTyC, UHTEPPEPOHOBBII CTATYC, SKCIIPECCHST
peLenTopoB LUTOKHUHOB;

OOLIMM aHAIN3 MOYH;

vcCieJoBaHUe KPOBH, JPYTHX CPeJi Ha CTEPUIbHOCTD, TPUOBI;

6aK 1moceB U3 3eBa Ha CTEPUJIBHOCTH, TPUOBI;

N ®PA Ha nuTOMerasioBupyc, BUPYChI IIPOCTOTO repIieca;

[TLIP (kpoBb, MOYa, CIIOHA) Ha uuTomeranosupyc, BIIT, BOB, Bupyc 3ocrep;

W ®A Ha rpubKOBBIE HHDEKIINH;

[TLIP (kpoBb, OT/E/ISIEMOTO M3 PA3TUYHBIX JIOKYCOB) Ha IPUOKOBYI0 MHPEKIHIO;
KOITPOJIOTHs, UCC/IeZloBaHMe Kajla Ha sIiIa IJIMCT U MPOCTEeUIINX;
Y3U opraHoB GPIOIIHO#M MOIOCTH U 3a0PIONIMHHOTO TPOCTPAHCTBA;
Y3 BHJIOYKOBOM YKeJIe3bI;

peHTreHorpadusi rpygHOM KJIETKH B 2-X IPOEKIHSIX;

KOMITbIOTEPHAsI TOMOTPAdUsI IPYJHOU KIETKH C KOHTPAaCTUPOBAaHWEM COCYZOB;
MOJIEKY/ISIPHO-TeHeTH4YeCKoe UCCIeIOBaHYe C 1e/IbI0 BISIBJIEHUsI IPUYMHHOMN reHeTH4YeCKOH MyTaluu;
nccaenoBaHue KpoBu Ha BUY;

HLA tunupoBanue naupenTa (B kadectBe perunvieHTa TT'CK) 1 ero cu61uHroB ( B KauecTBe MOTEHIMATbHbBIX JJOHOPOB).



TakTuKa jiedyeHU4 :

HeMenunkaMeHTO3HOe jiedeHHe:

M30/ISAIUSA TTAIeHTa B THOTOOMOIOrMYeCKUX YCIOBUSIX
(cTepubHbBIE OOKCHI),

00s13aTe/TbHOE HOILIIeHNEe MeIUITMHCKONW MaCKH HJTH
peCIpaTopa;

MMUTAHUE: BO3MOXHO IpygHOe BCKapMinBaHue. [Ipu
MCKYCCTBEHHOM BCKAapPMJIMBAaHUU

pPeKOMEeHI0BaHO MpUMeHeHre 60e3/TaKTO3HbIX H/WIH
TUPOIU3aTHBIX cMecel. 11 MpuKopMa UCITOTb30BaTh
MUIILY, IPOIIEAIIYIO TPOBEPEHHYIO TEPMUYECKYIO
06paboTKYy.

Il MAThSI KICTIOTb30BaTh TOJBKO OYTHTUPOBAHHYIO WU
KUTISTYeHHYI0 Bony. Hemb3st ynmoTpe6/sTh B MUIIY TTPOTYKTHI,
coflepiKalllfe )XUBbIe OaKTepHaIbHbIE U TPUOKOBbIE
Ky/JIbTYPbI (6MoKepHpPbI, OUOMOTYPTHI, CHIPHI C TJIECEHDIO),
MIPOAYKTHI OPOYKEHUST Y CKBAITBAHUS



MearKkaMeHTO3HOe jiedyeHHe:

TKHWH siBnsieTcss HEOTAOXXHBIM COCTOSIHUEM B IeJUaTpyUr. ENMHCTBEHHBIM BO3MOXXHBIM U
s PexTuBHBIM MeTog0M Nedenrss TKMH sBnsieTcs asioreHHas TpaHCIUIAaHTAIIMS
reMOTIOSTUYECKHX CTBOJIOBBIX KJI€TOK, BBIIMIOJIHEHHAS HAa PAHHHUX DTAlaX XU3HU [2,4,7].
TI'CK ocyiecTBsieTcs crieliiaiMCTaMU TPAHCIIJIAHTOIOTaMU B

CIeliaIM3MPOBAaHHBIX KJIMHUKaX. [I[poBOogUTCS OT pOACTBEHHOTO COBMECTHUMOTO,
HEepOACTBEHHOI'O0 COBMECTUMOI'O UJIU rallJIOUAEHTUYHOI'O JOHOPA 10 CTAaHJAPTHOU
MeTOZYKE C UCITOTb30BaHUEM MTPOTOKOJIOB KOHANUIIMOHUPOBAHMS, Pa3pabO0TaHHbIX IS
TKHH.

JleyeHue COMyTCTBYIOIIMX MHGEKLIMOHHBIX U APYTHUX OCIOXXHEHUH OCYIeCTBISETCS
cornacHo [IpoTokoiaM Tepanmyuy COOTBETCTBYIOIIMX HO30/10THii. Bxrodaer B ceOst
aHTHOAKTepHUAIbHbIE MMPENAPAThI IMPOKOTO CIIEKTPA A€ CTBUSI, AHTUMUKOTHYECKHEe
npernaparsl, MPOTUBOBUPYCHYIO TEPATIUIO, MPO(PUIAKTHUKY THEBMOIIUCTHOM MTHEBMOHUH,
3aMeCTHUTe/TbHasl Tepanysi UMMYHOIJIOOY/TMHAMU, Te3MHTOKCUKALIMOHHYIO TEPATHIO,
HeUPOIIPOTEKTOPHYIO TEPAITHIO.



Hepequb OCHOBHBIX JIEKAPCTBE€HHbBIX CPEACTB:

1. BHyTpuBeHHble uMMyHOTOOYyTMHBI (BBUI') BBOgsATCS 110 0,2-0,4 T/KT 10
HACBIIIEHUST B MAKCUMAa/IbHO KOPOTKHE CPOKH (5-7 IHeit)
UMMYHOTI00yTHA G 10 HOPMBI, 3aT€M BBOAUTCS B TTOAJePXKHUBAOIIIEA
no3e 0,2-0,3T/Kr 1 pa3 B 2-4 Heaenu 1o npoBeaeHust TT'CK. ITocae TTCK
3amMecTUTenbHas Tepanus BBUT npoBoauTcs exxeMeCcsiYHO B

TeYyeHUe 1 rojia, 3aTeM I10 [TOKa3aHUussIM [10].

2. AHTHOaKTepHaIbHbIE MMPernapaThl HIMPOKOTO CIIEKTPA AEUCTBUS [IJIsT
rnpreMa BHYTDb,

17151 BHYTPHBEHHBIX BBeIeHU [1,3]:
NeHUIIM/UTHHBI 80-100E1/Kr KypcaMu 110 7-21 IeHb;
11epa/I0CIIOPUHBI 50-100MT'/KI' KypCaMH I10 7-21 IEHb;
AMHWHOT/IMKO3U/IbI 7,5-15MT /KT KypCaMH 10 7-14 THEl;
KapOoIleHeMbI 15-20 MT'/KT 3 pa3a B CYTKHU,;
MaKpOIUIbI (POKCUTPOMUIINH, a3UTPOMULIUH, KIAPUTPOMUIIH);
TJTUKOITENTH/IbI (BAHKOMHUIIMH 40MT /KI'/CYT);
OKCaJINIMHOHBI (JIMHE30/IK 10MT /KT/CyT);
bropxuHoI0HbI (1IHITpodIoKcaliH, 0(IOKCAIUH, IeBO(IOKCAIIHH );17
MEeTPOHWUZA30 7,5 MI'/KI'/CYT.



AHTUMUKOTHKH :
a30J161 (pIYKOHA30 6-12 MT'/KT, BOPUKOHA30JT 6-12 MI'/KT, TI03aKOHA301T,
WHTPAKOHA30/);
I0JIiEHOBBIE MPOTHUBOIPHUOKOBbIe (amboTepuiivH B 0,1-0,3 MI/Kr, HUCTaTHH);
SXWHOKaHWHBI (MUKaQYHTHH 1-2 MI'/KT, KaCIIOPYHTHH 50-70 MI'/M2

MPOTHUBOBUPYCHBIE MPeIapaThl:
ALUKJIOBUP 250MT'/M2 3 pasa B [IeHb 7-14 JHEH;
TaHIIUKJIOBHUP 5 MT'/KT'/CYyT 7-14 nHet [7];
BaJIALIMKIOBUAP
KOTPUMOKCA30JI 5MT' /KT [0 TPUMETOIPUMY JJTUTETBHO [2,9)].
[lepedyeHb JOMOMTHUTETBHBIX IEKAPCTBEHHBIX CPE/ICTB:
ITFIOKOKOPTUKOCTEPOHUIBI (ITPeTHNU30/I0H, TE€KCAMETA30H);
OPOHXOTUTHKY;
MYKOJTUTHKH;
WHTUOUTOPBI POTOHHOM IMOMITBI (OMeITpasoi);
MOJTUATHUIEH-TJIMKOJIb aZileHUH Ae3aMuHa3a — npu TKUH c AJJA-nedunintom;
MeCTHbIE AHTUCENITHYECKHE CPeICTBa (/11 00pabOTKHU MTOIOCTU PTa, KOXKHU);
MPOTHUBOCYAOPOXKHbIE TTpenapaThl;
OUYyPEeTUKHU.






